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CIIMCOK COKPAIIEHUA

ATl - aHTUTEeH

A3 — ayTouMMyHHbI€ 3a00J1eBaHUST

AH3 - ayrouMMyHHBIE HEBPOJIOTMYECKUE 3a00I€BAHUS
AXDIT - aHTUXOMWHACTEPa3HbIE TpenapaTbl
AT - anTuTeno

BBUI - BHyTpHBEHHbIE UMMYHOLIOOYIMHBI
BIT - BocrianutenbHast IEMUACTUHU3UPYIOLAS TTOJTMHEBPOIATHS
WBJI - ckycTBeHHas! BEHTWISILIUS JIETKHX

KC - koptHKOCcTEpOUIbI

KT - xommbioTepHast Tomorpadust

MPT - MarHUTHO-pe30HaHCHAs1 TOMOrpahus
MP-ATI" - MarHUTHO-pe30HaHCHAs1 aHruorpadust
Y3WU - yabTpa3zByKOBOE UCCIIENOBAHUE

ITHIT - monmvHeBponaTust

ITHC - nepudepurueckast HepBHas1 cricTeMa

[P - nnazmadepes

PC -paccesiHHBII cKi1epo3

CIINA - cKopocCTb IIPOBEIEHUS UMITYJIbCA

THA - TpaH3UTOpHAas MIIeMUYecKas aTaka
IIHC - ueHTtpaibHast HepBHasl cUCTeMa

LICX - uepedbpocnHaibHAs KUIKOCTb

OKI - anekTpokaparorpaMma

OMI - anekTpomuorpacdust

OHMI - anexkTpoHeiipomMuorpagus

B3I - snekrposHLEedatorpadust

Ig - uMMyHOTTOOYTMHBI



INPEJANCIOBUE

B HacTosiIiee BpeMsi CTpyKTypa OoJIe3Heil 4ejoBeKa CyIle-
CTBEHHO M3MEHMJIACh. YIIUTH B MIPOIIIJIOe 3a00IeBaHUs, YHOCUB-
IIMe XU3HKU COTEH ThICSY JIIOACH: YyMa, XoJiepa, ocIia, MCIaHKa.
OnHaKo Ha MX MECTO IMPUILIM 00Je3HU [UBUIN30BAHHOTO 00-
IIeCTBa: HEOOBIYHbIE MH(MEKIINH, PACCTPOMCTBA afdanTallu, aTe-
pockiiepo3. Cpeny HUX 0co00e MECTO 3aHMMAlOT ayTOMMMYH-
Hble 3a00JIcBaHMS - TpyIna 0oJe3Hell, B OCHOBE KOTOPBIX Jie-
KHAT arpeccusi COOCTBEHHONW WMMMYHHON CHCTEMBI 4YelloBeKa
MIPOTUB HEM3MEHEHHOM TKaHU. 3a MOCJIeIHNEe TOAbl JOCTUTHYT
HECOMHEHHBII TTporpecc B MOHMMAaHUM MEXaHU3MOB Pa3BUTHS
A3, pa3pabGoTaHbl ¥ BHEAPEHBI CTAHAAPTHI MX TMATHOCTUKH,
a TaKXe COBPeMEHHbIe MeTOIbI iedeHUs. OIHAKO Psi BOIIPOCOB
3TUONATOreHe3a OCTAeTCsl OKOHYATEIPHO HE BBIICHEHHBIM, pe-
3yJAbTaThl Tepaliu elle AajleKu OT WICATbHBIX, YTO IMpUIAcT
3TOM MpoOJIeMe aKTYaJIbHOCTb IS ITPAKTHKYIOIIMX Bpadeil pas-
JIMYHBIX CIIELUATbHOCTEIN.

AyTOMMMYHHBIe 3a00JIeBaHUS TTOPAXKAIOT MPAKTUICCKHU BCE
OpraHbl U CHCTeMBI opraHn3Ma. HepBHas crcteMa BOBJieKaeTCst
B MMAaTOJIOTMYECKUI MPOIECC JOCTATOYHO YACTO, MPUIEM ee Mo-
paXkeHHe HOCHUT KaK MEePBUYHBIN, TaK M BTOPUYHBINA XapakKTep.
IIpobiaemMe TMAarHOCTUKU U JICUCHMSI ayTOMMMYHHBIX HEBPOJIO-
TMYECKUX 3a00JIeBaHUI TTOCBSIIEHO OOJIbIIIOE KOJIMYECTBO Ha-
VUYHBIX TYOIMKAINIi, MOHOTpadil M KITMHUYECKUX PYKOBOJACTB.
OnmHako B GOJIBIIMHCTBE M3 HUX PaccMaTpUBAIOTCS JIUIIb OT-
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IeJIbHbIE 0O0JIC3HU, YTO YCJIOXHSET IMOMCK HEOOXOOUMBIX JIUTE-
paTypHBIX UCTOYHUKOB, OCOOEHHO B TeX KIMHUYECKUX CUTya-
LIMSIX, KOIJa pe4yb MIOET O IOJIMOPTaHHOM MopaxeHuH. B atmx
cllyyasix B JMArHOCTMYECKOM IIOMCKE KPOME HEBpOJIOTOB yya-
CTBYIOT BpauM APYTUX CIEeLMaJbHOCTEH: TepaleBThl, PeBMaTO-
JIOTY, FeMaTOoJIOI'M, OHKOJIoTH. HyxXHble maHHBIE pa30pocaHbl 110
Pa3HBIM CHELMATM3UPOBAHHBIM UCTOYHUKAM, KOTOphIE HE BCer-
J1a TOCTYIIHBI IIPAaKTUKYIOIIUM creunraiucraM. UMeHHO I03To-
My BO3HUKJIA Uaesi 0000IIUTh B OOHOM MOHOrpauu T¢ ayTOuM-
MYHHBbIE 00JIC3HU, B IPOSIBICHUSAX KOTOPHIX B KA4eCTBE OCHOB-
HOro KJIMHWYECKOIO0 CMHIPOMA BHICTYMAET MOPaXKEHUE HEPBHOM
CUCTEMBI.

B Hacrosieir MoHorpaduu 060011eH MHOTOJIETHUIN KIMHU-
YeCKM OMBIT MO IMarHOCTUKE U JieueHU1o 6osee 3,5 ThiC. 00JIb-
HBIX C pa3JIMYHON ayTOMMMYHHOI HEBPOJOIMYECKON I1aTOJIO-
ruei, cpead KOTOPHIX 0ojiee 2 ThIC. IMAIMEHTOB C PacCeIHHBIM
CcKJIepo3oM, 1,3 ThiC. - ¢ mMuacteHuelt rpasuc, 330- ¢ geMuenu-
HU3UPYIOIIMMU MMOJIMHEBPONATUSIMU U APYTUMU 00jiee pPeaKUMU
dopmamu. HecoMHEHHYI0 ITOMOILb B BBIIOJIHEHUU 3TOil pabo-
Tl 0Ka3aJl0 y4acTHe B Y4eOHBIX KypcaxX, ITOCBSILEHHBIX ayTO-
MMMYHHBIM 3a00JIeBAaHUSIM, KOTOPbIE PETYJISIPHO IIPOBOIUT EB-
poneiickas ®enepauus Hespomormyeckux Coobmiects (EFNS).
B psne nocnegHux koHrpecco, mpoBoauBiinxcss EFNS B Ko-
nenrareHe (2000), Bproccene (2007), @nopenuuu (2009), Ham m0-
BeJIOCh IIpUHMUMATh ydacThe. bonibliylo poib chirpajia paboTa
B EBpomneiickoM KOMUTETe 0 HEMPOMMMYHOJIOTUHM, a TAKXKE yda-
CTHE B MYJIbTMLEHTPOBBIX KJIMHUYECKUX MCIBITAHUSIX. BEITon-
HeHHass MoHorpadust SIBJISICTCSI IIPOJODKEHUEM TeX TpamauLIvii
B 00JIaCT TMArHOCTMKU U JICYECHUSI ayTOMMMYHHBIX 0OJIe3HEi,
KOTOPBIMM M3[aBHA CJIaBHUTCS OeIopyccKas HEeBPOJIOTMYecKast
LIKOJIa. DTU TpaauLIMU 3aJ0XeHbl akagemMukaMu . A. Mapko-
BoiM, U. I1. AHTOHOBBEIM, ITpodeccopom A. JI. JIleoHOBUY U Mpo-
IOJDKeHbI B Hacrosiiee Bpems mnpodeccopamu H. @. Ouiaun-
nosuyeM, . 4. T'opneesbiM, B. f. JlaTbieBoii u 1ap.

B pabGote 00001IEeHBI CBeaeHUs IO 38 OTOEIbHBIM 00Jie3-
HSIM, KOTOpBIE CIPYHIIMPOBAaHbLI B TPU IJIABHI B COOTBETCTBUU
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C COBpPEMEHHOU KiaccuduKalueid ayTOMMMYHHBIX HEBPOJIOTH -
yeckux 3abosieBaHUl, PaccMoTpeHue Kaxmou OO0JIe3HW TIpen-
CTaBJICHO CXEMAaTUYHO: 3MOMMMUYECKUE CBEICHUS, SMUIEMUO-
siorus (B ToM yncie B benapycu), aTuonatoreHes, KIMHUYECKUe
MPOSIBJICHUS, AUATHOCTUKA, MU depeHIInaTbHAsT TUaTHOCTUKA,
JieyeHue U NporHo3. YacTh OoJie3Hel WITIOCTPUPOBAaHA BBITIHUC-
KaMu U3 UCTOPUI OOJIE3HU, a TaKKEe COOCTBEHHBIMU PE3yJIbTa-
TaMU MHCTPYMEHTAJIbHBIX METOJOB 00CJief0oBaHUI (MarHUTHO-
pe30HaHCHON ToMorpaduu, aeKTpoHepoMuorpaduu, yiabTpa-
3BYKOBOTO U MaToMOpPdoIorniyeckoro ucciaeaoBanuit). Kaxmaprit
pas3fen CHaOXeH KOPOTKUM JIUTePaTypHbIM yKazaTesieM, TMpU-
YeM TIpeAINOYTeHUE B HEM OTAAHO (DyHAAMEHTAJIbHBIM MOHO-
rpacdusM JTUO0 0030PHBIM CTAaThSIM, OMTYOJMKOBAHHBIM B OTEYE-
CTBEHHOU U 3apy0OexxHOU nuTepaType 3a nmocieanue S5 yer. Ta-
KOU CHCTEMHBIU MOJIXOM, KAK HaM KaxXeTCs, [TOMOXET O0JIETYUTh
paboTy KIIMHULIUCTY TIPU €ro BCTpede ¢ MallUeHTOM, UMEIOIIUM
ayTOUMMYHHYIO MaTOJIOTHIO.

Xody mOOJAaromapuTh MOWX YYWUTENEH, KOJUIEKTUB OTIE-
JIHUSI U KOJUJIeT Mo Kadeape HEBPOJOTUM W HEWPOXUPYPTUU
benMAIIO, cBoux Apy3eid, JaBIUMX MHE HEOLEHHUMbIE COBETHI
U TIPUHSIBIIMX y4yacTHe B MOATOTOBKE JAHHOW KHUTH, a TaKXe
CEMbI0, KOTOpasi OKa3blBaJla MHE MOCTOSTHHYIO TTOIACPKKY.



BBEAEHUE

B Hactosiiiee BpeMsi ayTOMMMYHHbIE 3a00J€BaHUST TIpEN-
CTaBJISIOT COOON aKTyaJIbHYIO IMPOOJieMY, MOCKOJbKY pacipo-
CTpaHEHBI TOBCEMECTHO, TTopaxaloT 5—7 % HaceJleHHWs] 3eMHOTO
1mapa, NpuyeM MPEeruMYIIECTBEHHO JIUI TPYAOCITOCOOHOTO BO3-
pacTta, 4To MPUAAET UM COILMATbHO-3KOHOMHWYECKYIO 3HAYU-
MOCTb. B OCHOBe WX pa3BUTHUS JIEXKUT HEOOBIYHAST peakKIius
COOCTBEHHOII MMMYHHOI CHCTEMbI, KOTAa BbipabaTbiBaeMble
B HOpPME aHTUTeJa, MPU3BaHHbIE 3alIUTUThb OPraHU3M, BAPYT
HauMHaIOT B3aMMOJEHCTBOBAaTh C COOCTBEHHBIMM aHTUT€HAMH,
TEM CaMbIM pa3pyiiasi KJIeTKU U TKaHU, Hecylrue naHHbie Al
B kauectBe AI' MOTyT BBICTYNaTh O€JIKM, HYKJIEMHOBBIE KUCIIO-
Tbl, (oCchHOTUNUIBI U APYTUE KIIETOUYHBIE KOMITOHEHTHI. BO3HUK-
MW ayTOUMMYHHBIIU MpoIliecc, KaK MpaBUIO, HOCUT XpOHUYE-
CKWI XapakTep W TPUBOAUT K JOJTOBPEMEHHOMY ITOBpEXJe-
HUIO TKaHEW, MOCKOJIbKY ayTOMMMYHHAsl peakiiusi MOCTOSTHHO
noaaepxuBaercsd TkaHeBbiMU Al. BoipaboTtka AT K omnpeneneH-
HoMmy AT ormnpenensier MUPOKUNA KIIMHUYECKUN MOJIUMOPGhU3M
JIAaHHOW TMAaTOJOTUH, B KOTOPYIO OOBIYHO BOBJIEUYEHBI MPaKTUYE-
CKU BCE OPraHbl U CUCTEMbI OPTaHU3Ma YEJIOBEKA.

JIOCTIKEHHMST HEMPOMMMYHOJIOTMH, HEMPOTEHETUKU U MO-
JIEKYJIIPHOM OWOJIOTMM BO MHOIOM ITOMOIJIM PacKphITh Mexa-
HU3MBI GOpMHUpPOBaHKS A3, XOTS PsII BOIIPOCOB OCTAeTCs HesiC-
HBIM. B Hacrosiiiee BpeMsT CyIIEeCTBYET HECKOJIbKO OCHOBHBIX
TUII0Te3 00 MX MaToreHe3e.



Tunomesa 3abapsepnbvix aumuzenos. B opraHu3Me NpuUCyT-
ctByeT psan Al, TUIIEHHBIX KOHTAaKTa C UMMYHHOW CUCTEMOW,
K KOTOPBhIM €CTECTBEHHAs (BPOXIEHHAs) TOJEPAHTHOCTh OTCYT-
ctByer. Takue Al comepxarcsl B XpyCTaJluKe I1a3a, SHAOKPUH-
HBIX XeJle3aX, MyJbIIO3HOM SIpe MEXITO3BOHKOBBIX TUCKOB, TO-
JIOBHOM Mo3re u Jp. [locie Mo0bIX TSKENbIX MaTOJIOTMYECKUX
MPOIIECCOB OHU COMPUKACAIOTCS C KPOBBIO U MPOTUB HUX 0Opa-
3yroTcsd cnenudpuyeckue AT.

Tunome3sa nepexpecmno-peazupyrouux anmueerog. OcobeH-
HOCTU CTPOEHUSI HEKOTOPhIX MUKPOOPTAHU3MOB 3aKJIIOUYAIOTCS
B Hanuuuu obmwmx Al' ¢ opraHuamom denoseka. Korna oHu mo-
MafaloT B OpraHu3M, UMMYHHasi CUCTeMa, 3allUIasiCh, BhIpaba-
ThIBaeT MPOTUB HUX AT, KOTOpbIE MOPaXalOT HE TOJIBKO 3THU
MUKPOOPraHU3MbI, HO U HOPMaJIbHYIO TKAHb OPraHU3Ma X035 -
Ha. K yunciy Takux Bo3Oynuteneil oTHOCATCSI OeTa-reMOJIUTU-
YEeCKUI CTPENTOKOKK TpYyMmbl A, KamMMnuiaoOakTepHasi WH(EK-
LUS U 1.

Tunomesa cynepanmueernog. B oTBeT Ha 1000 MAaTOIOTU-
YeCKMI MPOILIeCC BCIEACTBUE CIA0OCTU CIAEPXKUBAIOIIMX MeXa-
Hu3MoB (T-cympeccopoB) BbIpabaThIBaeTCs U3OBITOYHOE KOJU-
YEeCTBO ayTOArpecCUBHBIX KJIOHOB JUM(POIUTOB, KOTOPhIE B3a-
nmoneicTByloT ¢ AI' HOpManbHBIX TKaHEW W pa3pyllialT UX.
ITpu 3TOM MO MPUHIUITY 3aMKHYTOTO Kpyra BBICBOOOXKAAIOTCS
paHee cKpbiThie Al, HAOTEHHBIE CTUMYJISITOPHI U MUTOTEHHI,
YCUJIMBAIOIINE JAaHHbIE Peaki[UW, TEM CaMbIM 3aBepliiasl Maro-
JIOTUYECKUI LK.

MexaHuzmbl pa3BUTUS A3 pa3InyaroTcsl B 3aBUCUMOCTH
OT reorpauueckoil pacnpoCTpPaHEHHOCTU, BO3pacta AedloTa,
YacTOThl CUCTEMHBIX MPOSIBIICHUN U PELIUANBOB, CIIeU(DUIHO-
CTU TIOpaXeHWsI OIpENeSIEHHOTO OopraHa Wiu cuctembl. Hau-
Oosiee yactas nmpuuuHa A3 - HapylleHUe pacIlio3HaBaHUsS COD-
ctBeHHbIX A T-xenrepaMu, KOTOpble aKTUBUPYIOT crienudu-
yeckue urorokcuyeckue AT U IUTOKUHBI, TAKUE KaK (HaKkTop
HEKpo3a oImyxoJieil anbda, HTepJeUKkuHbl -1a u 2. [ITUTOKUHBI
SIBJISTIOTCSI MEAUATOPAaMW WMMYHHOTO OTBETa U CTUMYJIUPYIOT
(GubpobnacTel U dHAOTEIUATBHBIE KIJIETKM K U30BITOYHOU BbI-
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paboTKe KoJIJlTareHa U MIMKO3aMUHOTJIMKAHOB, KOTOPBIE, COEIM-
HSISICh C OeTKaMU, 00pa3yloT MPOTEONTUKAHBI, CITOCOOHBIE CBSI-
3bIBaTh BOJY M BbI3bIBATh OTEK U MOBPEXACHUE TKaHei. Ipyrum
MEXaHU3MOM pa3BUTUSI A3 MOXET ObITh MOSIBIEHUE B OTAECIb-
HOM oOpraHe (WIM CUCTeME) MOCKAMWJIISIPHBIX BEHYJ C pa3BU-
TBHIM 3HJ0TeMEM. [TOBBIIIIEHHOE KOJIUYECTBO MOJIEKYJ aAre3uu
Ha TaKOM 3HAOTEIMU MPUBOIUT K HAKOTUIEHUIO KJIETOK MaMsITh
U 3¢ dHeKTOPHBIX TUMOOILIMTOB, KOTOPhIE BbI3bIBAIOT MOBPEXIC-
HUe 3Toil TKaHU. JlokazaHo, 4To TIpu A3 ycKopsieTcsl arornTo3 -
MPOrpaMMUpPOBaHHAas TUOEb KJIETOK. ATONTO3 HEOOXOAUM ST
YHUUTOXEHUSI ayTOPEaKTUBHBIX T-TUMOOUUTOB B Mpoliecce
HETaTUBHOU CEeJIEKIIMU B TUMYCE U 3PEJIbIX ayTOPEaKTUBHBIX
B- u T-numdouunToB npu UX KOHTaKTe ¢ COOCTBeHHBIMU Al op-
TaHU3Ma, a TaKXe KJIeTOK, UH(UIIMPOBAHHBIX BUPYCOM, U OITy-
XOJIEBBIX KJIETOK. HapyllleHue 3Tux MeXaHW3MOB MPUBOIUT
K TIpEX/IEBPEMEHHOM THOEN KJIETKU.

UpesBbluaiiHO BaXkKHOE 3HAaYeHHWE B Pa3BUTUU A3 UMEIOT
MpoBOLMpPYIOIIMEe (PaKTOPHI 3aMyCKAMIINX KacKaja MaToJIorude-
CKUX peakluii ¢ yJacTMeM UMMYHHOW cucTeMbl. K ux uucmy
OTHOCSIT BUPYCHYIO (BUPYCHI Teprieca, DniureitHa-bappa) u 6ak-
TepuaibHyo (KjieOcuensa, TpernaHocoMa U np.) UH(MEKIIUH,
CTpecC, BBEICHWE JIEYEOHBIX CBHIBOPOTOK W BAKIIMH, BO3/CH-
CTBHME HEOJIArOMPUSITHBIX 3KOJOTMUECKUX (haKTOpPOB. YCTaHOB-
JIeHa TpLUTepHasi pojb NMpu A3 yXyallleHUsl KauyecTBa BO3ayxa
C HAKOIUIEHWEM B OPraHU3M€ OKCHUIIOB YIJIepoja, a30Ta, Cephl,
YIJIEBOOPONIOB, TMBUIEBBIX YAaCTUIl, TSKEJIBIX METAJUIOB (CBU-
Hell, pTYTb, MBIIIbSIK, KaIMUi, HUKeb). JloKa3aHO HEeraTuBHOE
BIUsSHUE Ha (hopmupoBaHue A3 3arpsiI3HEHHOU MUTHEBO BOMBI,
TaK KaK COBPEMEHHble METOAMKU OYMCTKM TIUTbEBOW BOJbI
HE MO3BOJISIIOT OYUCTUTH €€ OT XJIOPUPOBAHHBIX MPOU3BOIHBIX
OeH30JIbHOTO psifia, heHoJIoB, HUTpaToB. OmpeaeieHHOEe MECTO
OTBOJUTCSI TAKUM KJIMMATUYECKUM SIBICHUSIM, KaK TJI00abHOE
MOTEIUIEHUE, YIbTPA(hUOIETOBOE W3JIYYECHUE BCICACTBUE pa3-
pyIIEHUs] 030HOBOTO Cj0sl. JIo KOHIIA HE U3Y4YE€HO BO3JEUCTBUE
Ha pa3BuThe A3 TOCHEACTBUN SIAEPHBIX UCTIBITAHUN U TEXHO-
TEHHBIX KaTacTpo@d, B 4YaCTHOCTU aBapuu Ha YepHOOBLILCKOMN
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aToMHON ctaHIMKU. Cpeau Mpovyrx MPOBOLMPYIOUIMX (haKTOPOB
00CyX/Iat0TCs MPOU3BOACTBEHHbIE BPETHOCTU (MOJUBUHWIXJIO-
pUIbI, acOecT, XpoM, MECTULIUIbI), TOKCUUECKHE U MyTareHHbIe
JI00AaBKM B MUIE (HATPaThl, HUTPUTBI, CTUMYJISITOPBI pOCTa, aH-
TUOMOTUKHU), HEAOCTaTOUYHOE, M30BITOYHOE MO0 HecOalaHCu-
pOBaHHOE THWTaHUWE, BPEIHbIC TMPUBBIYKU (37T0YNOTpedIeHUE
aJIKoroJieM, KypeHue), camoyieueHue (HeqoOopocoBeCTHasT pekJia-
Ma psiia JeKapCTBEHHBIX MPEINaparoB, paclliMpeHue Oe3perier-
TYPHOT'O CITHCKA).

A3 BKJTIOYAIOT OOJIBIIIOE YMCIO HO30JIOTUYECKUX (POpM C pas-
JINYHOW KJIMHUYECKON KapTUHOU, HO €AWHBIMU MeXaHU3MaMu
rnmaToreHe3a W MpUHIMOAMU jedeHuss. OOIUMHU YepTaMU BCEX
A3 gBISAIOTCS T€HETUYECKasi MPEeAPACIION0XEHHOCTh; Mporpec-
cUpyIolllee WIN PElUIUBUPYIOINIEe TEYCHUE; HAKIOHHOCTb K
CHOHTAHHBIM PEMUCCHUSIM; COYETAaHUE HECKOJbKUX ayTOMMMYH-
HBIX MPOLECCOB y OAHOTO OOJBHOIO; BO3MOXHOCTb BOCITPOU3-
BEJICHUSI Ha JTaOOPaTOPHBIX XUBOTHBIX; OOHApYy>XEHUE B KPOBU
cneuududeckux AT; ntumbounaHast UHPUIbTpaLKUs TKAHEN C OT-
JIOKEHVEeM B HUX LMPKYJUPYIOUIUX MUMMYHHBIX KOMILIEKCOB;
TeparneBTUUYECKU 3(PpHeKT UMMYHOCYITPECCOPOB.

B Hacrosiiiee Bpems pazpaboTtaHa kinaccudukanus A3 B 3a-
BUCHMOCTU OT TPOIMHOCTU K TOPAXEHWIO OTAEJbHOIO OpraHa
unu cucteMbl. CorjlacHO 3Toi KjiaccubUKAIlMU BbIAEJSIOT 1Ba
OCHOBHBIX KJ1acca A3: opraHocnenu@uuHble U OpraHOHeCIel -
¢uunble. OpraHocnenubryHbie A3 BKIIOYAIOT IMPOKUIA CIIEKTP
9HAOKPUHHON TMAaTOJIOTUU (XPOHUYECKUU TUPEOUIUT, AUdGdy3-
HBII TOKCUYECKUI 300, nomurianayasipabiii cuHapoM [ u 11 Tu-
Ma, UHEYJINH3aBUCUMBIN caxapHbIi AuadeT), 3a00eBaHUST KOXU
(Ty3pipuaTKa, THE3[Hasl ajomelusi, Oy/UIe3HBbIA 3MUACPMOIIU3),
KpoBHU (TeMojiuTUYecKasi aHeMUsi, TPOMOOLIMTOIIEHUYecKas Mmyp-
nypa, UMMYyHHasl HEUTpONEHMs), MEeYEeHU U XKEIUYHBbIX MyTel
(ayTOMMMYHHBII TenaTUT, MEPBUYHBIN OUIMAPHBIN LIUPPO3, TIEp-
BUYHBIA CKJIEPO3UPYIOIINI XOJAHTUT), XKEIyTOUHO-KUIIEYHOTO
Tpakta (OosnesHb Kpona, bone3np Yumnmna, uenvakus) u Ap.
K opranHoHecneunduueckum A3 OTHOCAT OOJE3HU COEAUHU-
TEJIbHOU TKAaHU U CUCTEMHBIE BACKYJIUTHI.
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bonbmmHcTBOo TepBUYHBIX AH3 gBISIIOTCS OpraHocnenu-
(GUYHBIMM, MEHbIIas ee 4acTb (OCOOEHHO BTOPUYHBIE) HOCHUT
opraHoHecrneuuUUHbIA XapakTep. g HUX cucTeMaTu3aluu
B i ICTOSIIIIEE BPEMSI TPUMEHSIETCSI KITMHUKO-UMMYHOJIOTUYECKAsT
knaccudvkanus AH3, npennoxenHast D. Karussis (2000). B ee
OCHOBY MOJIOXXEH HO30J0rn4ecKuii mpuHiun. CoracHO JaHHOH
KkinaccuduKauu, BeIIEASIOT Tpy rpynnbl AH3:

1. Unuonatuyeckue ayTOUMMYHHBIE HEBPOJIOTUYECKHUE 3a-
OoJieBaHUS:

a) ¢ nepBuuHbIM nopaxenuem HHC nnu [THC;

0) cucrteMHble 3a00JIeBaHUSI C BTOPUYHBIM TMOPAKEHUEM
HHC u ITHC.

2. Hesponorudeckue 3a00jieBaHUSI C OMNPEIEICHHBIM WM-
MYHHBIM TPUTTEPOM:

a) C MOCTUH(MEKIIMOHHBIM TPUTTEPOM;

0) ¢ TMapaHeoIJIaCTUYECKUM TPUTTEPOM.

3. HeBposiornueckue 3a0ojieBaHUSI C HEYTOYHEHHBIM ayTO-
WMMYHHBIM TaTOTEHE30M.

IMonpoOHoe omucaHue 3TUX OOJIE3HEN MPENCTABIEHO B CO-
OTBETCTBYIOIIMX TJlaBaX MOHOTrpaduu.



Thasa 1

NANOINATUYECKUE AYTOUMMYHHBIE
HEBPOJIIOT'NMYECKUNE 3ABOJIEBAHUA

1.1. AyrouMMyHHBI€E 3200J1€BAHUS
c nepsuuHbiM nopaxenuem IITHC u ITHC

1.1.1. PaccesiHHblii CKJ1€po3

Paccesnnslii cknepos (PC, G35 no MKb-10) - xpoHnyeckoe
nporpeccupytoiee 3abonesanue [HHC, mposiBisiorieecs: pac-
CeSSHHOW HEBPOJOTMYECKON CUMIITOMATHUKOW BCJIEACTBUE pa3-
pYIIEHUS] HOPMAJIbHO CUHTE3WPOBAHHOTO MUEJIMHA B TOJJOBHOM
U (umi) couHHoOM moasre [4-7, 13, 15]. Ucropus usyuyenuss PC
HauuHaeTca ¢ 1830 r., Korma (paHLYy3CKUIA MATOJOroaHaTOM
XK. KproBenbe Ha CEeKIIMU B TOJOBHOM MO3T€ BBISIBUN <«ITSITHU-
CThIil» WJIU <«OCTPOBKOBBINM» CKJIEpO3 (Sclerosis en plaque).
ITpuoputeT onucanust KTuHU4YecKoil KapTuHbl PC U BbIIEIeHUS
3a00JIEBaHUSI B CaMOCTOSITEJIbHYIO HEBPOJIOTUYECKYIO (hopMy
MPUHAJIEKUT €ro cootredyecTBeHHUKY HeBposiory XK. Illapko
(1868 1.), KOTOpHBIIA XapaKTepm3oBal 00Je3Hb KaK COYETaHME
CHAacTUYECKOU TMaparnjeru, UHTEHIIMOHHOTO TpeMmopa, Hapy-
LIEHUSI peuYu, 3pUTEIbHBIX PACCTPOMCTB M HUcTarMa (TieHTana
IMapko).

PC gBnsieTcsi camMbiM U3BECTHBIM M PaclpOCTpaHEHHBIM
ayTOMMMYHHBIM HEBPOJIOTUYECKUM 3a00JIeBAHUEM, KOTOPOE
BCTpeyaeTcsl BO BCeX CTpaHax mupa. B cpemHeM ero uyactora
cocrtapisieT 30 cinydyaeB Ha 100 Thic. HaceaeHUs, IPU ITOM UMeE-
€T MECTO KJIMMaTUYEeCKUU (HaKTop - «TpaAuEHT IIUPOTHI» -
yBenuueHue yucna 6oapHbx PC Mo Mepe yaajaeHust OT 3KBaTO-
pa B oboux monyinapusx [6, 19], [IpuHSTO BBIIEIATH TP 30HHI,
pazauyalurecs] Mo MoKa3aTealo paclpoCTPAaHEHHOCTU. 30Ha
BBICOKOTO pHCKa (pacmopocTpaHeHHOCTh 0Oosee 50 ciyyaeB)
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BKJItO4YaeT crpaHbl CkaHAuWHaBUM, ceBepHble paiioHbl CIIIA,
tor KaHanabl 1 ABcTpanuu, ceBepo-3amnaiHblii perioH Poccuu.
B 30Hy cpemHero pucka (10-50 ciydaeB) BXOOAT CpeaHss
u toxHas EBpoma, tor CIIA, ceepHasi Appruka U ocTaibHas
TeppuTopust ABcTpanuu. 30Ha HU3Koro pucka (meHee 10 cioyya-
eB) - OonbIIMHCTBO perrnoHoB LleHTpanbHoit 1 FOxHOW AMme-
puku, Aszun, Appuku, Kapudbckoro 6acceiina u Oxkeanuu [4].
Hawuboabiasa pacnpoctpaHeHHocTh PC HabitomaeTcsi B cTpa-
Hax C BBICOKMM JOXOJOM Ha ayuly HacejeHus: (89 ciyuaeB
Ha 100 ThIC. HaceneHUsI), MUHUMAJbHAS - C HU3KUM JIOXOIOM
(0,5 ciryuast). MakcumaabHbIe TTOKa3aTeI pacipoOCTPAaHEHHOCTH
Ha 100 TeIC. HacemeHHMs oTMedeHbl B Benrpum (176 ciydaes),
Crnosenun (150), I'epmanum (149), CIIA (135), Kanane (132,5),
Yexuu (130), Hopserun (125). MupoBoii ycpeaHEHHbII MoKa3a-
Tenb 3aboneBaemoct PC cocrasnsier 2,5 cinydyast Ha 100 ThIc.
HaceneHusi. Cpenu perroHoB auaupyeT Epona (3,8 ciyuas),
MUHUMAaNbHbIN Moka3aTenb B Adpuke (0,1) [3]. benapych Tpa-
IUIMOHHO OTHOCUTCS K 30HE CpefHero pucka passutus PC, tak
KaK €€ paclpoCTPAaHEHHOCTh B PA3JIMYHBIX OOJACTSIX CTPaHBI
KoJiebeTcst ot 36 mo 45 cinydaeB Ha 100 ThIc. HaceneHus [7, 11].

PC ctpanator nuua gwo6oro Bo3pacta, B TOM YUCIE OETU
U MOJAPOCTKH, I0JsT KOTOphIX cocrasisier 7-10 % [5, 10]. Cpen-
Huii Bo3pact Hayana PC coctasnser 29,2 rona. Haubonee paH-
Hee Havaylo 3a0ojieBaHUSI OoTMeueHo B BoctouHom Cpenuszem-
HoMmopbe (26,9 rona), EBporie (29,2) u Adpuxke (29,3). Y MyxxunH
PC naumHaetcs Ha 2-3 roja mosxe, 4eM y >KeHIIUH. B HecKob-
KUX 3MUAEMUOJOTUYECKUX UCCIIENOBAHUSIX MTOKa3aHO, 4TO JIU-
11a, TiepeexaBlliMe U3 30HbI BLICOKOTO pUCKa B 30HY HU3KOTO pU-
cka g0 15-netHero Bo3zpacrta, Ooselor PC 3HauuTenbHO pexe,
YyeM 3TO MMeeT MECTO Ha MX poauHe. HampoTus, jauviia, MUTPU-
poBaBlIMe B Bo3pacTe 15 JieT U crapilie, COXpaHsSIOT TaKylo Xe
BO3MOXHOCTb 3a00JieTb PC, Kak U B MECTHOCTU UX MpPEAbIAy-
mero nmpoxuBaHus [6]. [To MHEHHMIO OOJIBIIMHCTBA UCCIIEI0BA-
Tejeit, Ha puck pas3sutus PC BAUSIOT MOJM W MPUHAMJIEXKHOCTh
K ompelieJIeHHOU 3THUYeCcKo rpyrne. 2KeHuHbI ctpagaot PC
B JBa pasa yallle, YeM MYXUMHbI. 3abojeBaHue MpeodsagaeT
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y JIMLL €BPOIEeNCcKOoil packl, 0cCOOEHHO BbixomleB M3 CKaHAMHA-
Buu, IlpemioxkeHa Teopusi «MUTpPallMM BMKUHIOB», KOTOpas
00BsICHSIET oAMHAKOBO BhIcOKYI0 yacTtoTy PC B Hopserumu, I'ep-
MaHuu, crpaHax CpenuzemHomopbs U Kanane [20]. Dnugemuo-
JlornyeckuMu ocobeHHocTsasMu PC B HacTtosilee BpeMsl siBJIsI-
I0TCS yBEJIMUEHUE €ro pacnpoCTPaHEHHOCTU B OOJIBIIMHCTBE
CTpaH MHUpa, CHUXKEHME Bo3pacTa Hayajia 3a00jieBaHUsI U TEH-
IEeHLIMs K CHIDXKEHUIO Tskectu [9, 12].

Hecmotpst Ha mpoBeaeHHBIE MHOTOUYMCIIEHHbIE MCCenoBa-
HUS, TOUHbIE MexaHM3Mbl pa3BuTUsi PC moka He yCTaHOBJICHBI.
OOLIENPUHSATBIM SIBJISIETCST MHEHWE O ToM, 4yTo PC - MynabTH-
(hakTopuanbHoe 3abojeBaHUE, B Pa3BUTUM KOTOPOTO BaXKHYIO
poJib WUrpaeT CouyeTaHWe BHEIIHWX M BHYTPEHHUX (HaKTOPOB.
Cpenu BHELTHUX MPUYMH HauOoJIblliee 3HaYUeHNe UMEIOT BO3/eH-
cTBUE MH(EKIIMOHHBIX areHTOB, OCOOEHHOCTEN MUTaHUsI, 9K30-
TeHHBIX MHTOKCUKALIMI, CBSI3aHHBIX C HEOJAronpusiTHON 3KO-
JIOTUYECKOW OOCTaHOBKOM, HEAOCTAaTKOM COJIHEYHOTO CBETa;
BJIUSTHUE TIOJIOBBIX TOPMOHOB, TPAaBMbI TOJIOBbI, XPOHUYECKUNA
ncuxoamoimoHabHbIN cTpecce [10], K unciny BHyTpeHHUX hak-
TOPOB OTHOCSIT HaCJIEACTBEHHYIO MPeIpacroyoXeHHOCTb, pea-
JIN3yEeMYI0 TOJUTeHHOW CUCTEMOM, OTBETCTBEHHOM 3a (hopMu-
poBaHME MMMYHHOTO OTBETa M OMpeAeSeHHbIN TUIT MeTabOoIn3-
ma [19].

HaunGosnblliee BHUMaHNWE B UCCIEAOBAHUSX OTBOAWIOCH UH-
¢exkunonHomy Havyairy PC. B pazHoe BpeMs B KaueCTBE 3THOJIO-
rudeckoit mpuurHbl PC mpemiaraivch NMpakTUYECKM BCE W3-
BECTHbIE MUKPOOPIaHU3MBbI - BUPYChI, OaKTepUU, MPOCTEHILINE,
CHUPOXEThI, PUKKETCUU U MPUOHHI [7]. OnHAKO HU B OTHOM CITy-
yae TMoKa He BBISIBJIEHAa pa3HMIA MEXIY COAEPXKaHUEM MUKPO-
OpPraHM3MOB B aKTMBHBIX ouyarax MopaxeHuss Mosra npu PC
U B HEM3MEHEHHOI TKaHW Mo3ra. B HacTosiiiee Bpemsi cuMTaeT-
¢, 4TO JIO0Oble MH(MEKIIMM MOTYT TPUHUMATh Yy4acThe B Pa3BU-
tun PC nyTeMm nepekpecTHOro MMMYHHOIO pearupoBaHus 1160
MPSIMOTO BO3ACUCTBUSI HA MUEJMHCUHTE3UPYIOLIME KIeTKU [9].

IMonynsipHOCTh paHee HIMPOKO PacpoOCTPaHEHHON aJIMMeH-
TapHoil Teopuu PC B HacTosiiliee BpeMsl CHU3WJIACh, OMHAKO
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B JIMTEpaType Mo-TMpexHeMy o0CyXIaeTcsl BOIMPOC 00 y4yacTuu
>KMUBOTHBIX KUPOB U TTPOTEMHOB B MOBBIIIEHUN PUCKA Pa3BUTUSI
3a0oseBaHMs. [lo cHMX TOp cUMTaeTCs, YTO M3OBITOYHOE MOTpe-
OsieHue Msica (0COOEHHO KOMYEHO CBUHWHBI) U MOJIOKA CIIOCO0-
ctByeT pasButuio PC. Tem He MeHee CBSI3b MUTaHMSI HA YPOBHE
MOMYJSAIMA M Ha YPOBHE OTACAbHOIO MHAMBUIYyMa MOXET
ObITh HEIOCTOBEpHOI [4].

HecoMHeHHO BaMsIHME 3K30TOKCUHOB Ha pas3Butue PC, mo-
CKOJIbKY JIOKa3aHa MOBbIIIeHHAs1 3a0071€BaeMOCTb Y JIULI, CBSI3aH-
HBIX ¢ MpochecCUOHATBHBIMU BPEIHOCTSIMM, TAKMMU KakK Ts-
XeJible MEeTaJlIbl, opraHudeckue pactBoputenau [7]. OmHako
MPOBENECHHBIN MeTaaHaJIM3 TaKWX BPEAHOCTEl ToKaszal, 4To
TOKcHYeckre (hakTopbl He SIBISIIOTCS HEMOCPEACTBEHHON Mpu-
YUHOM IeMUETUHMU3AIMU, HO CTTOCOOHBI 3HAUUTETBHO U3MEHSITh
WMMYHHBII OTBeT. BiiMsiHMe TpaBM TOJIOBBI, COJIHEUHOI paaua-
LIMU, MaJIbIX 103 PaAMOaKTUBHOIO 3arpsi3HeHUs] W cTpecca Ha
pazButre PC npoTMBOpEYMBO U MOKa He MO3BOJISIeT pacCMaTpu -
BaTh MX Kak (pakTopbl puCKa 3TOIl MaTOJOrUU.

Cpenu BHyTpeHHUX (akrtopoB pa3zButuss PC Haubombiiee
3HAYeHWe HMeeT TeHeTuYecKasl MpeapacrnosokeHHOCTb. OO0
3TOM CBHUAETEILCTBYIOT ceMmeiiHbie ciydan PC (2-5 %), Gonee
BbICOKasl yacToTa 3a0o0jieBaHUS Y MOHO3WUTOTHBIX OJM3HELOB
(20-40 %) wm otrcyrctBue PC B HEKOTOPBIX 3THMYECKMX TPYII-
nax (MHAEHLIbI, SIKYTHI, LIbITAaHEe, Mailopu), HECMOTPS Ha UX MPO-
XKWBaHWE B 30HAaX IMOBBIIIEHHOTO pucka [4]. YcraHoBIeHO, 4TO
B (OpPMHMPOBAaHMM HACAEACTBEHHOM MpPeapacroaokeHHOCTH
WUTpPaeT poJib OMNpPEAEICHHbI HAOOp aJjiesieil TeHOB TIJTaBHOTO
KomIuiekca ructocoBMectumoctu (HJLA - cucremsr), pacnoso-
KEHHOTO Ha 6-ii xpomocoMe. B Hactosimee BpeMsl IUIT CTpaH
EBponbl u CeBepHOIt AMEpPUKM NoKa3aHa CBsi3b pa3Butus PC
¢ anturenamu HLA: HLA-A3, B7, DR2, DW2, DQ6. Ha cospe-
MEHHOM 3Talle TeHEeTUYECKUE MCCIeJOBaHUs HampaBieHbl Ha
usyuyeHue cBsizu PC ¢ reHamMu pasjivMyHbIX LIMTOKMHOB, POCTO-
BBIX (DaKTOPOB M MOJICKYN aare3uu [6].

CornacHo COBpeMEeHHBIM TpeAcTaBieHUsIM B maroreHese PC
BBIAEJISIIOT TpU 3Tana: 1) pa3BUTHE UMMYHOJOTMUYECKUX peaknii
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Ha nepudepun u B LIHC; 2) nemuennHuzanus; 3) akcoranabHas
JlereHeparusi.

MmmyHonaronornyeckue peakuuud npu PC pasBuBarotcs
TOJIBKO TOCJIe aKTUBAllMM paHee MHTAKTHbIX T-KJIETOK Ha mepu-
depuu, cnerudUIHBIX A1 AMUTONOB MUEIMHA U OJUTOJAEHAPO-
uutoB [13]. IIpennoxxeHo HECKOJBbKO CIeLU(UIECKUX MEXaHM3-
MOB MX aKTUBAlLIMW: MOJIEKYJsIpHas MUMMKPUSI, ABOMCTBEHHAs
aKcrpeccusi T-KIeTOYHBbIX PELENTOPOB, yvyacThe CylepaHTUre-
HOB. 3aTeM Mocjie HapylleHUs TeMaTo3HIehaTnyeckoro daphe-
pa npoucxonut npoHukHoBeHue CD4 + kierok B IIHC, kotopoe
OCYUIECTBJISIETCS TIOCPENCTBOM CEJEeKTUH- WM WHTErPUHOTIO-
cpeloBavHON aare3vu, Auarenesa, MUTpallMu K oyary Bocralie-
HUS TIPU TTIOMOIIIY IUTOKUHOB U (POPMUPOBAHUE TPUMOJIEKYJISIP-
HOTO KOMIUIeKCa Ha MeMOpaHe aHTUTE€HIPE3eHTUPYIOLIMX KJie-
ToK. OQHOBpeMEHHO Hapylaetrcsl B-kieTouHasi TOJepaHTHOCTb,
yBeJIMuMBaeTcss KonuuecTBo AT K pa3IMuHbIM CTPYKTypaMm Mue-
JINHA U OJIUTOJAEHAPOIIITIL, MPOUCXOAUT BbIpabOTKa IMpOBOCHA-
JINTEJIbHBIX [IMTOKWUHOB W pa3pyllieHue MueiauHa [9].

HemuenuHu3auusl - TUIIWYHBIN npu3Hak PC, KoTopblil 00-
JlafjaeT 3HAYMTEJNbHOUN reTeporeHHOCThlo. Ee mpuuMHBI CBsI3a-
Hbl ¢ MHOroobpasueM SHIEMATUTOTENHBIX MEeNTUIOB, a TaKXke
WHAUBUIYATbHBIMU OCOOEHHOCTSIMU CTPOEHUS U MeTaboJn3Ma
muenuHa. Haubonee uzydeHHbiMu Oenkamu nipu PC gBiasiioTcs
MPOTEOJUTUAHBINA MPOTEWH, OCHOBHOM 0€JI0K MMeIrHa U Mue-
JINH-OJIMTOJICHAPOLIMTAPHbIN TIMKOMpoTeuH. B HacTosiee Bpe-
MSI TIpeJIOKEHBl 4YeThipe Tumna aeMuenuHuzauuu npu PC:
1) makpodaraccolMupoBaHHasl; 2) aHTUTEJIOUMHAYLIMpPyeMas;
3) mucranapHask OMUTOAEHIpOrIVonaTus; 4) mepBUYHASI OJIUTO-
NeHapoluTapHas nereHepauus. OOIas yepra Bcex TUIIOB Je-
MUEIWHU3ALNYU - PA3BUTHE BOCTAIMTEIbHBIX PEAKIU pa3iny-
HOI CTeNMeHM BBIPAXKEHHOCTU C ydyacTHMeM aKTHBUPOBAaHHBIX
T-knetok, MakpodaroB 1 MUKpPOLJIUU, YTO MOATBEPXKIAET KO-
YEeBYIO POJIb UMMYHOMNATOJOTUYECKUX peaKlIuii B pa3BUTUU Jie-
MHUETMHU3UPYIOIIETO Tpoliecca [6].

B nocnegHue romwsl B JuTeparype OOCYXAaeTcsl BOIMPOC
0 poJIM aKCOHaJIbHOM fereHepannu B natoreHe3e PC. Ee 3Haue-
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HUE TIONTBEPXKIAIOT JOCTOBEPHbIE KOPPEJSIMM CTENEeHU BbIpa-
>KEHHOCTH HEBPOJIOTMYECKUX HapyllIeHUi ¢ aTpodueil CIMHHO-
o0 MO3ra, MO3XeukKa, KOpbl OOJIbIIKUX MOJYIIAPWil MO JaHHBIM
MPT u MopdhoJIOrTMYeCcKUX UCCAEI0BaHMIA, a TAKXKEe CO CHIKE-
HUEeM HelipoHaJbHOTro MapkKepa N - alleTujacnapTaTa mo JdaH-
HeiIM MP - cnektpockonuu [21]. BeimensiioT aBa TUIa akco-
HayibHOTO TToBpexaeHus ripu PC: 1) HemocpeACTBEHHO CBSI3aH-
HOEe ¢ BocHajeHueM; 2) He3aBUCUMOE OT Hero. AKCOHaJIbHOE
MoBpexaeHre Ha (poHE ayTOMMMYHHOTO BOCIaJIeHUsI MPOUCXO-
IUT 3a CYeT BO3JACHCTBMSI Ha aKCOH aKTUBUPOBAHHBIX UMMYH-
HbIX U MIMAJIbHBIX KJIETOK - T-TMbOIUTOB, Makpodaros, Mu-
KpPOIJIMM 4Yepe3 OIlpeAesieHHble PeLEeNnTopbl M HE3aBUCUMO OT
Hux. Penientop3aBucuMoe MOBPEXAEHUE BbI3bIBACTCSI LIUTOKU-
HaMu M3 ceMelicTBa (hakTopa HEKpo3a OMyXOJU, BbIAEASIEMbIMU
«ECTECTBEHHBIMU KWJIJIEpAMU», SIBISIONIMMUCS TOATPYIIION
T-numdormToB. PenentopHe3aBrucuMoe MOBPEXACHUE aKCOHOB
00yCJIOBJIEHO JeCTBUEM OKCHAa a30Ta, IjlyramaTa W IpoTeas,
MPOAYLUUPYEMbIX MUKPOIJIMEH M Makpodaramu, HapylleHUeM
B3aMMOJIEHCTBUSI MEXIY aKCOHOM M MMEJIMHOM, TOBBIIIEHUEM
nHyTpuakcoHanbHoro Ca’’, HapymieHnem npoieccos hocdo-
PWIMPOBAHUS LIMTOCKEJETHBIX OEJKOB U aKCOHaJbHOTO TpaHC-
nopta. B aTux ciyyasix mepBUYHOE WIM BTOPUYHOE IMPOTpec-
CUpOBaHHUE Tpoliecca MPOTeKaeT Mo TUITY HelipoJaereHepaluu,
YTO 0OBSICHSIET HEI(DGHEKTUBHOCT UMMYHOCYIPECCUBHOI Te-
parnuu [13].

Kinununueckue niposienenuss PC 00671a0ai0T 3HAYUTEIbHBIM
MOJMMOPGU3MOM, TaK Kak 3aBUCST OT CTaauu, (OpMbI U TUIIA
TeueHUs 3aboneBaHus. Bolmesnsior nBe ocHoBHbIe craguu PC -
obocTpeHus u pemuccund. O6ocTpeHue (peanc) - ocTpoe Jarubdo
HMOJOCTPOE TOSIBJI€HWE HOBBIX WM 3aMETHOE YXYIILIEHUE YXe
WMEBIIMXCS CUMIOTOMOB B TeueHHe 24 4acoB MpPU OTCYTCTBUU
JINXOPaAKU WA MHGEKIIMI Toc/ie OTHOCUTEbHOM cTabuin3a-
LIMM HEBPOJIOTMYECKOrO CTaTyca Ha MPOTSKEHUM He MeHee Me-
csaua [3]. Pemuccust - yMeHbIIIEHUE BBIPAXXEHHOCTU WU HUCUYE3-
HOBEHME CUMIITOMATUKU MPOIOJKUTEIbHOCTBIO HE MeHee 24 Ja-
coB. TunuunbsiM TUnoM tedeHus (75—90 %) PC gpngercs
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MPOTrPeAUEHTHO-PEMUTTUPYIOLLIUI, KOTOPBIN MPOTEKAET ¢ Yepe-
JIoBaHMEM o0ocTpeHuit u pemuccuii. B 10-15 % ciyuaeB umMeer
MEeCTO MmepBUUYHO-Tporpeccupymoiiee TeueHue PC. Y 40-60 %
6osbHBIX PC criyctsa 5 neT 3aboseBaHue MpuoOpeTaeT BTOPUYHO-
nporpeccupyoiuii xapakrep [19]. OToT TUI TeyeHUs yCTaHaB-
JIUBAeTCSl B Cllyyae, Korjaa rmocjie o00CTpeHU U peMuccuii Ha-
CTyIaeT MOCTeNeHHOe YXYAILIEHUEe CPOKOM He MeHee 2 MecCSIIeB.
IToMHUMO 3TUX OCHOBHBIX TUMOB BBIAESIOT CTAIIMOHAPHOE TeUe-
Hue (mobpokauecTBeHHBIN PC; 10-15 %), Korma maldeHT ocTaeT-
cs QYHKIIMOHAIBHO aKTUBHBIM 4epe3 15 et 6onesnu [10].

B TunuuHbIX ciayvyasx KinHu4eckre cuMnrombl PC MOXHO
pa3nenuTh Ha 7 OCHOBHBIX TPYII, KOTOPbIE OOBIYHO BCTpeya-
I0TCSI B pa3HbIX KOMOMHALMSIX M XapaKTepU3ylT odyar (ovaru)
nopaxenus: HHC:

CUMOTOMBI MOPaXEHUsI TUMPAMUIHOTO MYyTU: MOHO-, TeMU-,
TpU-, Mapa- WJW TeTpanapes3bl, CIaCTUYECKUI MBIIIEYHBIN TO-
HYC, TIOBBIIICHWE CYXOXWUJBbHBIX U OCIa0JeHUE KOXHBIX ped-
JIEKCOB, KJIOHYCHI CTOIT (peXe KOJEHHBIX Yallleyek), MaToJoTu-
yeckue 3Haku babuHckoro wim Poccommmo B 100 % ciydaes.
ITpu 3TOM BBIpaXkeHHOCTh Nape3a MpeobanaeT Hal CacTUYHO-
CTblO, Pa3BUTHE KOTOPOI CBSA3aHO C TUIEPAKTUBHOCTBIO ped-
JIEKTOPHBIX peaklMii Ha CNUHATIbHOM CETMEHTAPHOM YpPOBHE
U C MOBBIILIEHUEM YPOBHSI B KPOBU BO30YXXAAIOIIMX aMUHOKUC-
Jot (rmyramata u acriaprata) [8]. Hepeako BcTpewaroTcs ciy-
yay COYEeTaHMSI Mape30B C HU3KUM MBILIEYHBIM TOHYCOM 32 CYeT
HapylIeHU TIyOOKOW YyBCTBUTEIBHOCTH, MOPAXEHUSI MO3-
xeuka wiu ero nyteit [10]. BepxHre KOHEYHOCTH TOpaxKaroTCs
B MEHBIIIEN CTENEHU W BOBJIEKAIOTCS B IMpoliecc Ha 6ojiee mo3-
HUX 3Tanax.

CuMOTOMBI TIOPaXEHUSI MO3XeuKa M ero MyTeii: craThye-
cKas WU AWHAMUYecKasl aTaKCUsl TYJOBUINA JTUOO KOHEYHO-
creit, Huctarm (peructpupyercs y 50-70 % GONbHBIX), MbIILIEY -
Hasl TUTIOTOHUSI, TUCMETPUSI, aCUHEPTUsl, nu3apTpusi. B Tske-
JIBIX clydasiX TOsIBsIETCS KMHETUYeCKUl (JIeHTOpyOpaibHbIi)
TPEMOp B BEPXHUX KOHEYHOCTSIX U TojioBe. Takue cirydaum 000-
3HAYalOTCs KaK runepkuHerndeckue BapuaHTel PC [7].
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CuMNOTOMBI MOpaxkeHUsI CTBOJA MO3Ta U YEpeIrHbIX HEPBOB
B 50 % cny4aeB: MeXbsaaepHass oGhTaIbMOILIEIHsI, TOPU30H-
TaJIbHbIN, BEPTUKAJIbHBIA JUOO MHOXECTBEHHBI HMCTAarwm;
pexe cllaboCcTh MUMWYECKUX MBI, OyJIbO0apHbIA CUHIAPOM
BCJIEJICTBME MOPAXEHUS JIMIEBOTO JMOO KayJadbHOU TPYMITbI
HepBOB. TUMHUYHBIM CUMIITOMOM, 0coOeHHO B nebrore PC, sB-
JISIeTCSl TOpaXE€HUE 3PUTEIbHOTO HepBa B (hopMe peTpoOysib-
OapHoro HeBpuTa [4].

CuMnOTOMBI HapyuleHUs] TJYOOKOW M MOBEPXHOCTHOM 4yB-
CTBUTEJbHOCTU: TUIO- WJIM AU3ECTE3UsI, HapylleHus BuOpa-
LIMOHHOM, TeMMepaTypHOW 4YyBCTBUTEIbHOCTH, TapecTe3uu
M YYBCTBO JaBJICHUsI B OMHOM JINOO HECKOJIbKMX KOHEUHOCTSIX,
yaie B pyKax, YCUJIWBAWIIUECs] mocye (pU3NYECKON Harpy3Ku,
ociabeBaolle B TMOKOE, MO3AaWYHOTO WU MPOBOIHUKOBOTO
THna BEIABISIOTCS Y 60 % 601bHBIX PC. CeHCUTHBHAST aTaKCUsT
yalle He BeIpaxeHa [9, 11].

Hapymienust ¢byHKIMK Ta30BbIX OPraHOB: 3anepxkkKa Jubo
WMIIEpaTUBHbIE MO3bIBBI HA MOYEUCITYCKaHKEe, HellepXKaHUue MO-
4u, 3aMopbl, CHUXeHue noreHuuu. Mx mpuuuHoii npu PC gaBns-
eTcs JUCCUHEPrusi COUHKTEPOB U AETPYy30POB BCENCTBUE TO-
paXeHUs MUpaMUIHbIX myTeit [4].

3puTenbHbIE HAPYIICHUS: CHUXKEHUE OCTPOTHI 3PEHUST OTHO-
TO U OOOUX TJ1a3, U3MEHEHUE MOJIEH 3peHUsI, TTOSIBJIEHUE CKO-
TOM, MOTEpsl SIPKOCTU, MCKaXKeHWEe 1IBETOB MU KOHTPACTHOCTHU
nmerot Mecto y 30-70 % GoibHBIX [7].

Heifiporncuxojornyeckue HapylieHUss UMET Mecto y 50-
80 % 6oabubix PC. B peGlore 3abojieBaHUS IMpeobIagaroT
HEBPOTUUYECKUE TIPOSIBJICHUs (YacTble acTeHUYECKUE, UIIO-
XOHAPUYECKUE CUMMTOMBI). B nanbHeiilieM pazBuBaeTcs Ae3-
amanTanus Mo JAENPECCUBHOMY THUITY, CHUXXKEHWE WHTEJIEKTa
W TIaMsITH, B psine ciaydaeB 3iidopust [12], KorHuTuBHbIE Ha-
pyllleHUs] OOBIYHO HapacTaloT B Mepuoae OO0OCTpeHUM, 4TO
CBSI3bIBAIOT C BO3IEMCTBUEM IMpOTea3 U LIUTOKUHOB, JNEHCTBY-
IOIIMX Ha BO30yauMOCTh HelipoHoB. IIpu PC yacto BcTpeuaeT-
Ccsl CUHIAPOM XPOHUYECKOM YCTanoCTU (MOAPOOHO M3JIOXKEH
" r7aBe 3).
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Hawn6onee wacteim (50-80 %) sBisieTcsl MOJMCHMIITOMHOE
Hadaso PC. ¥V 20-50 % OOJbHBIX MOXET HAOJIONATLCS MOHO-
CUMIITOMHOE Hayajio, 0003HayaeMoe B JUTEpaType KakK W30Ju-
pOBaHHBIN KIMHMYEeCKUI cuHapoM [5, 18]. B 3aBucumoctu
OT mpeoblafaHus MOPAKEHUsT OJHOTO U3 OTIEIOB HEPBHOU CU-
CTEMBbI BBIIEISIOT pa3IuyHble KIMHUYECKHUE (HOpMbI 3a00JeBa-
HUS: 1epeOpOCTMHANBHYIO, CTUHAIBHYIO0, MO3KEUYKOBYIO, CTBO-
JoBy10, ontudeckyto [7]. B nuarHoctuke PC mMoxeT ucnomnab3o-
BaThCsl psiA Hecneuuduueckux cuHapomos [1, 7, 11]:

CHHAPOM «IOpsiueil BAHHbBI» - YXYIIIEHUE COCTOSIHUS 0OOJIb-
HBIX TIOCJIe TIOBBIIIEHUSI TEeMIIepaTypbl OKpPYXaloILlel Cpelbl,
YTO OOBSICHSIETCS 3aMe[JICHUEeM MPOBEACHUSI UMITyJbca MO Jie-
MUWEIVHU3UPOBAHHBIM BOJIOKHAM BCJIEICTBUE HapYILIEHUS pa-
OOTHI MOHHBIX KAHAJIOB;

cuHApoM JlepMUTTa - YYBCTBO MPOXOXACHUS SJIEKTpUYE-
CKOT'0 TOKa M0 KOHEYHOCTSIM ITPY PE3KOM HaKJIOHE TOJIOBbI, TTPU-
YHa KOTOPOTO, BEPOSITHO, CBSI3aHA C OYaroM JeMUEIMHU3ALNN
B 3aJHMX KaHaTHKax Ha IIeiHOM ypOBHE;

CUHAPOM <«KJIIMHUYECKOTO pacUIeIJIEHUsI», OTpaXaloluid
pa3W4YHbIC TIPOSIBJICHUSI B ABUTATEIbHOU, ONTUYECKOW, YYB-
CTBUTEJIBHOM W JOPYTUX cuUcTemax. Tak, B onTUYeckoi cdepe
TPU HOPMAJIBHOW OCTPOTE 3PEHUSI HA TIA3HOM JHE OTMEYaeTcs
OJIEAHOCTh JAUCKOB 3PUTEIbHBIX HEPBOB, U HA0OOPOT: MPU BHI-
paXeHHOI aMOJIMOMUK - HOPMAJIbHOE [Ia3HOE THO;

CUHAPOM <«HEIMOCTOSIHCTBA KJIMHUYECKUX CHUMIITOMOB» Ha
MPOTSKEHUU CYTOK, OTpaXKalllUii HM3MEHEHHE AaKCOHAJIbHOU
npooauMocty B [IHC B 3aBUCMMOCTH OT pa3jiM4YHbBIX MOKa3a-
Tejeil roMeocTasa, CBS3aHHBIX C HapyIIEHUSIMU KUCIOTHO-
menoyHoro 6amanca [1].

HuarHoctrka PC ocHOoBaHa Ha KIIMHUKO-aHAMHECTUYECKUX
NAHHBIX, YKa3bIBaIOIIMX HA cuMNTOMBI nopaxeHust HTHC, «pac-
CesTHHbIE» 0 BpeMeHU U Jiokanu3auuu. [ToaTBepauTs AMarHos
PC nomoratot BbISIBJIEHUE OJTUTOKJIOHAJIBHBIX (JIMNUACTIEU(pU-
yeckux) antuten rpynnbl [gG B LICXK u pesynbraret MPT r0-
JIOBHOTO M (Win) ciuHHOTO Mo3ara [15, 17]. B HacTosiee BpeMst
st nuarHoctuku PC MCTonb3yioT KpUTepuu, pa3paboTaHHBIE
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u 2005 r. MexXAyHapOOHOI TpYyMIION 3KCHEPTOB ITOA PYKOBOI-
ctBoM W. McDonald (kputepuu McDonald), KoTopbie 3aMeHsI -
1T kputepuu C. Poser u G. Schumacher 1 Ha cerogHSILIHUKA
JIeHb UCITOJIB3YIOTCS B 66 % ctpaH mumpa [3] (Tabm. 1).

Taonuuma 1. Kpurepuu nmarnoctuku PC

Knununueckue
TIPOSABJIICHUSA

JlomoHUTEIbHBIE 00C/Ie10BaHUS

2 uau Gonee

He Tpe6y}0Tc9{; JOCTAaTOYHO KIMHUYCCKHUX NJaHHBIX

0bocTpeHus (DOTIOTHUTENIbHBIEC MCCIIEIOBAHUS KeIATEIbHBI,

2 wm Goree HO JIOJKHBI cooTBeTCTBOBaTh PC)
00BEKTUBHBIX
KIIMHAYECKUX
oyara

2 unu 6oee JucceMrHaLMsI B MeCTe MOATBEPXKICHA:
000CTpEeHHUST 2 wnm 6osee xapakTepHbIX 11t PC ouara mo nanHeiM MPT

1 00beKTUBHBIN | + mojoxuTeabHbIN aHanu3 LICXK unu oxumaHue ele
KJIMHUYECKUM | OTHOrOo OOOCTpPEeHMs, YKa3bIBalOIIETO Ha IPYTYIO
oyar JIOKQJIN3aIUI0 oJara

1 snu3on JuncceMrHaLIMs BO BpeMEHU MMOATBEPKICHA:

2 wiu 6osee MPT: 1) ouar HaKaruIMBaeT KOHTPACT HEe MEHee 4eM uepes
0OBEKTUBHBIX | 3 MecsIia rmocje MepBOHAYaIbHOTO KIIMHUYECKOTO 3MU30/1a
KIMHYeckux | WM 2) TosBiaeHue HoBoro ouara Ha T, B 1060e BpeMs
ouara cnycTsd Kak MUHUMYM 30 JHeil ¢ MOMeHTa

MPT-ucciengoBanus, BBIIIOJTHEHHOTO B MOMEHT
MEePBOHAYAJIBHOTO KIMHUYECKOTO 33014,
WJIM BTOPOU KJIMHUYECKUN DMU30]

1 srusopn, JAucceMuHaLMs B MeCTe TOATBEpXIeHa ¢ ToMoibio MPT

1 OOBEKTUBHBIN | C HAJIMYMEM 3 0YaroB CO CJIACAYIOIIMMM IIPU3HAKAMMU:
KIIMHUYIECKUMA 1) kak MUHUMYM | ouar, HaKaIIMBaOIIWil KOHTPACT,
oyar unu 9 runepuHTeHCUBHBbIX Ha T, o4yaros, eciu

KOHTPAaCTUPOBaHUE HE TTPOBOAMIOCE;
2) He MeHee | CyOTeHTOPUAIBHOTO OvYara;

3) He MeHee | CyOKOPTUKAJIBHOIO OYara;

4) He MeHee 3 TIepUBEHTPUKYISIPHBIX 09aroB WA

2 xapakTepHbIX 1ist PC ouara + MOJIOXUATEIbHBIN
anamm3 LHCXK u nucceMmuHanus BO BpeMeHU
noarBepxaeHa: MPT: !) ouar HakaruiMBaeT KOHTPACT
SIC MeHee 4eM depe3 3 Mecsilia 1mocjie nepBoHavyaaibHOro
KJIMHWYECKoro 3nu3ona win 2) nosisienue HOBOI o ouara
Ha T',,, B 11000€ BpeMsl CIYCTs KaKk MUHUMYM 30 nHei

¢ MmomeHTa MPT-uccienoBaHusi, BHIITOTHEHHOTO B
MOMEHT MepBOHAYAIbHOTO KJIMHUYECKOTO 3MU301a WK

BTOPOM KIUHUYECKUNA ITTU30I.
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XapaKTepHbIM (4yBCTBUTEILHOCTD U CITEIU(PUIHOCTD 95 %)
st PC nabopaTOpHBIM MPU3HAKOM KPOME BBISIBJICHUST OJIUTO-
knoHabHbIX AT siBrsiercst nosbiieHue B LICK ypoBHS monum-
KIoHaIbHBIX [g(G, KOTOpBIE OTpaXalT WUX WHTpaTeKaTbHBIA
cuHTe3 B npeaenax IITHC u cBuaeTenbCTBYIOT O BOCHAIUTEb-
Hoil mpupoae 3abonesanust [15]. Ipyrum nHGOpMaTUBHBIM Te-
cToM cumuTtaeTcs nosbiieHue B LICK cBoOOAHBIX JIErKUX LieTnei
lg K-THMa, OMHAKO OH He BKJo4YeH B Kputepuun PC uz-3a orcyT-
CTBUSI CTaHJAPTHBIX HAOOPOB MJis BbIMOJHEHUs. Mi3MmeHeHue
B coctaBe LICXK Hecneuudpuyno mist PC: muro3 6onee 20 kie-
TOK BCTpevaeTcs TOIbKO y 1 % OONbHBIX, comepXaHue Oejika
00bIYHO He u3MeHeHo [11]. MMmMyHO(epMeHTHBIE HCClIeqoBa-
Hust kpoBu u LICXK npu PC mo3BoJsioT BBIIBUTH Psll CHELIM-
(GUYHBIX MapKepoB: IoBbIlIeHUEe TUTpa AT K OCHOBHOMY O€JIKY
MUEINHA, TPOTEOJUTUIYECKOMY ITPOTENHY, OJUTOAEHIAPOLIUTAP-
HOMY TJIMKOIPOTENHY, OJHAKO UX TUTP HE KOPPETUPYET C KIIU-
HUYECKON KapTUHOW WM TUIIOM TedyeHus: 3abojeBaHus [20].
J1s OLEHKM aKTUBHOCTU AEMUEJIMHU3UPYIOIIEro Ipoliecca
U3yyeHa BO3MOXHOCTb MCCAEAOBAHUS MUETUHTOKCUYECKOM
akTUBHOCTU B chiBopoTKe KpoBu u [ICXK. BeisiBieHa BbicOKast
NMarHOCTUYeCKass 3HAUYUMOCTh TeCTa, KOTOPBIi KOppeaupyeT
¢ KiimHn4Yeckom kaptunoit PC [11].

Hau6onee nH(popMaTHBHBIM METONOM MOATBEPXKASHUSI MHO-
JKECTBEHHOIO TMOpa)keHUsl TOJIOBHOTO MoO3ra (IMcCeMUHALUU
B Mmecte) sipisietcst MPT, 4yBCTBUTETBHOCTh KOTOPOIO JOCTH-
raet 99 % [17]. Xapakrepubim it PC uamenenuneM rmpu MPT
cyurtaeTcsl oOHapyxkeHue B T,, U MPOTOHHBIX PEXUMAaX O4YaroBs
MOBBIIIEHHOW MHTEHCUBHOCTHU KPYIJION MU OBaJbHON (DOPMBbI
pa3IM4YHbIX pa3MepoB (0T 3 MM 10 3 CM), PACIIOJIOXEHHBIX B JIIO-
ObIX 30Hax Mo3ra. Haubosiee TUMMYHON JoKaM3alMed 04aroB
npu PC cuurtaercst ux pacronoxeHue B MepUBEHTPUKYISIPHBIX
U CyOKOPTUKAJIbHBIX 30HaX (puc. 1), BOBJIEUEHUE MO30JUCTOTrO
TeJla ¥ paclpoCTpaHeHWE 0YaroB U3 HEro 1Mo HampaBJIeHUIO K KO-
pe Mosra («najbubl JoycoHa»). IIpu naMTebHOM TEUYCHUM 3a-
OoJieBaHUS 3TU OYaru MOTYT ciauBaTbes. OQuaru AeMUEeTUHU3A-
LIUM B cMMHHOM Moare Npu PC MMeIoT BBITSIHYTYIO B CaruTTajlb-
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HOU naockocmu GopMy, pas3mepsl
MEHee BYX TeJl TO3BOHKOB B NTMHY
U1 MEHee TTOJIOBUHBI B IMTONEPEYHUKE,
9KCIEHTPUYECKYIO JIOKAIU3AIIUIO,
peako macc-3dekT. XapaKTepHO
TMopaxXeHue MEWHOTo OTaena U 3al-
HuX cTonboB [14]. «PaccessHHOCTb BO
BPEMEHM» MOXHO BbIABUTL B T, -pe-
XXWME C UCTTOJIb30BaHUEM KOHTPACT-
HOTO YCWJIEHUST (OMHUCKAH, Marue-
BucT). C MOMOIIBIO KOHTPACTUPO-
BaHMS MOXHO AuDdEpeHLUPOBATh Puc. 1. MPT ronosHoro mo3ra
CTA/IMIO AKTUBHOCTY OYAroB, Tak Kak 1 PC: Gonee Tpex Tunu-
HBIX O4YaroB AJC€MHUCINHN3aAITUN
TOJIBKO CBEXME Ovaru 0ojiee MHTEH- | CYGKOPTHKAIBHEIX 30HAX
CUBHO HaKarUIMBAalOT KOHTPACT 3a MoO3ra
CYET HapYUIEHUSI MPOHUIAEMOCTHU
remarosuliedarnyeckoro Oaprepa. HakomieHue KoHTpacTa
B OYarax CBUIETEIbCTBYET O MOBBIIIEHHOM PHUCKE OOOCTpEeHUIA
U SBJISIETCS MPEJUKTOPOM YBeIUYeHUs1 odaros B T, pexume.
CrneunuduunsiM MIT-ipuzHakom PC sgBaseTcsi CUMIOTOM «OT-
KPBITOTO KOJIbLIa», 3aKJIIOYAIOUIMICS B OTPAHUUEHHOM y4YacTKe
B oyare, He HaKaIUIMBAIOUIEM KOHTPACT, KOTOPBII OOBIYHO Ha-
MpaBJieH K CepoMy BEIECTBY WJIM TpujeraecT Kk Hemy. Kpome
toro, MPT mo3BoJisieT BBISIBJISITh PACHIUPEHUE KETYTOYKOBOMN
CUCTEMbI, LIMCTEPH OCHOBAHWUS U CyOapaxHOWAABILIX IMPO-
CTPAHCTB U3-3a pa3BUBalollelics aTpouu Mo3ra, 4To oTpaxa-
eT Ipouecchl agereHepauuu [21]. BbloensiioT cBoeoOpa3HYIO
«arpopuueckyw» dopmy PC, koTopass xapaKTepu3yeTcCsl BbI-
pPaXeHHBbIM aTpOo(UUYECKUM TPOILIECCOM B TOJOBHOM MO3Te MpU
MUWHUMAJIbHOM KOJIMYECTBE OYaroB JemMueauHuzauuu [12].
C nomolipio Meroga ¢pyHkunoHalbHOoit MPT mokazaHo BoBJie-
yeHue B aTpoUUYECKUit TTpoliecc Kak 0eoro, Tak U Ceporo Be-
mectBa [ITHC, B ToM 4ucie Kopbl OOJBIIUX MOJyLIApUN, TTOM-
KODKOBBIX siiep, Tajlamyca. TeXHU4YecKre BO3MOXHOCTU METO-
J1a TI03BOJIMIU JoKa3aTh nipu PC Hanuuue yabTpacTpyKTypPUBIX
HapylleHUul B «Heu3MeHeHHbIX» perroHax IHHC ¢ Hanmuynem
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(YHKIIMOHATBHBIX TEPECTPOEK B TOJOBHOM MO3re, pa3BUBa-
oImxcs B OTBET Ha nmoBpexaeHue TkaHeil [10]. HexapakTepHbi-
mu MPT-nipusHakaMu 3a00JieBaHUSI SIBJISIIOTCSI OTCYTCTBHE OYa-
TOBBIX U3BMEHEHUI B TOJIOBHOM U CHUHHOM MO3re, OY€Hb MAJIEHb-
KU pa3Mep 04YaroB; WX MOJKOPKOBAs JioKanu3alus (0COOEHHO
BO BHYTPEHHEN Karcyie); MPEeUMYIIECTBEHHO CyOTEHTOpUAb-
HOE PacToJIOXKEHUE; 3HAUYUTEIbHOE BOBJIEUEHUE CEPOTrO BEIlIECTBA
(ocobeHHO 0a3abHBIX TAHIJIMEB); CUMMETPUYHBIE CIMBHBIC OYa-
T B MOJTYIIAPUSIX, 3HAYUTEbHBIN Macc-3(PdeKT; pokanbHas aTpo-
¢us Mo3xeuka U (WI1) CTBOJIA; OTCYTCTBUE MEPUBEHTPUKYJISIP-
WBIX OYaroB WUJIM OYaroB B MO30JIMCTOM Teiie [14].
JIOTIOJIHUTENIBHYIO TUArHOCTUYECKYI0 3HauYuMocTh st PC
WMEIOT 3JIEKTPO(PU3UOIOTMIECKUE METOAUKM BBI3BAHHBIX I10-
TEHIIMAJIOB, XOTsI OHU He crenududHbl mist PC, mockoibKy
TOJIBKO OTpaXarT 3aMeJICHUE MPOBEACHUSI WUMITYJIbCa MO CHU-
CTeMEe OMpEeeJICHHOTO aHaJIu3aTopa U HEe BKIIIOYEHBI B KpUTE-
puu McDonald. Ux nmpuMeHSIIoT 1151 OObeKTUBU3AIUN HAPYIIIE-
HUIi B TO cUCTeMe, KOTopasi B HacTosilee BpeMsl KIMHUYECKHU
He nposieiseTcs. Haubonee nHOOPMATUBHONH CUMTAETCSI OLICH-
Ka 3pUTENIbHBIX, COMAaTOCEHCOPHBIX U CIYXOBBIX 3PUTEIbHBIX

20 40 60 80 00 20 %0 %60 180 200 220 240 260 280 300 320 340 360 380 400 420 440 460 480 500

Puc. 2. 3purtenbHble BeI3BaHHBIE TTOTeHIMAIL Ipu PC: HapyleHUe TIpoBee-
HUsI 3pUTeNIbHOM addepcHTalMM B KOPY FOJIOBHOTO MO3Ta C JIBYX CTOPOH
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TMOTEHIAAIOB, MO3BOJISIIOIIMX 3apETUCTPUPOBATh CYOKJIMHUYE-
CKO€ HapyIlIEeHUE TPOBEJCHUSI WMITYJIbCOB B 3PUTEJbHBIX My-
TSIX, CTBOJIE MO3ra U CIMHHOM Mo3re (puc. 2).
HudbdepeHunanbHbiii quarHo3 PC mpoBoasiT ¢ mIMpoKuM
Kpyrom 3a00JieBaHMi, MPOTEKAIOIINX C «CUHIPOMOM MOPAKEHUSI
Oesioro BemiecTBa». CHEKTp TaKWX OOJIE3HEN CO CXOACTBOM IO
knuHudeckuMm, MPT u mapametpam LICXK wuznoxeH B Tadn. 2.

Tab6bnuma 2. 3abdoaeBanusi, Tpedyomme auddepeHnMaILHOTO
auariosa c PC

CxonctBo ¢ PC no napamerpam

T'pynmna 3a6oneBanuit u (Win) Ho30MOTHYECKast hopma

kimnnueckum | MPT | LICK

Hackyaumoi:
cunapom lllerpeHa
Y3€JKOBBII TOJTMAPTEPUUT
CHCTeMHasi KpacHasl BOJIYaHKa
rpaHysieMaTo3 BereHepa
60sie3Hb XOPTOHA

+ +
+ +
+

+ o+t
+

+

Jlpyeue cocyducmote 3ab601e6aHusi:
MPOTPOMOOTHYECKIE COCTOSTHUS +
GonesHb buHcBaHTEepa
CADASIL +
MUTPEHb

+ o+ + +

Bocnasumenvuvie 3aboneeanus:
OCTpBII PACCEHHBIN 3HIIE(ATOMUETNAT
CcapKouI03
6osie3Hb bexuera
[MapaHeoIJIaCTUYECKIE CUHIPOMBI
xpoHuueckass BT
octpas BJIT

+ 4+ + +
+

++++++
+

+

Hngpexyuu:

BUPYCHBIE dHIEDATUTH

Helipoboppennos

TPONIMYECKU CTIMHAIBHBIN Tapamnape3

Clinjg

Helipocudumamc

TOIOCTPHIN CKIIEPO3UPYIONINI aHIHIedaTUT

TIPOTPECCUPYIOIINI KPACHYIIHBIN SHIIe(DaTuT

XPOHWYECKUI TPUOKOBBIE MEHUHTUT

mporpeccupyoniasi MyJabTU(hOKaIbHAS
JIEWKO3HIIC(ATOaTHSI

TYOEpKYJIE3HBII MEHUHTUT

++++

+ ++ ++++++
+++++ +++




Okxonuanue mabn. 2

Cxoncto ¢ PC no napamerpam

T'pynmna 3a6oneBanuii U (Win) Ho3omoruyeckasi hopma
knuHuueckum | MPT LHCXK

Hacnedcmeenuvie 3aboneganusi:
ajipcriojiciikonucTpodus
3puTebHast atpodust Jicoepa
CIUHOLIEpeOeISIPHbIE AeTeHepaluu
MUTOXOHAPUAIbHBIE dHLEdAToNaTUN
JeiKogucTpoun

Jlpyeue 3aboresanus:
(DYHUKYISIPHBI MKUCII03
KpaHHOBepTeOpas bHble aHOMAJ U U
9KCTpa- U MHTpPaMeLyJIsipHbIe
KOMIIPECCUOHHBIE MTOPaXeHMsI CITMHHOTO MO3Ta
OIyXOJIU TOJIOBHOTO MO3Tra
MHOKECTBECHHbIE METAacTa3bl B TOJIOBHOM MO3re +

+
+

+ o+ + +
+ 4+ + ++

+

+++++

HudbdepeHunanpbHo-auarnoctuuyeckue oramuust PC ot Ba-
ckynuToB (cM. 1.2), BocnanmrtenbHbix 3a0oneBanuit [ITHC (cm. 1.1,
2.1, 2.2, 3) u uHbekuii (cM. 2.2) U3IOXEHBI B COOTBETCTBY-
ONIMX [JIaBaX Hactosuieir MoHorpacduu. [IpeacTaBiasioT ciox-
HOCTh paznunuus Mexnay PC v HacinenCcTBEHHBIMU 3a00JIeBaHUSI -
mu, TakuMu Kak CADASIL (Cerebral Autosomal Dominant Arte-
riopathy with Subcortical Infarcts and Leukoencephaiopathy),
MUTOXOHApUaabHOI 3HLedanonatueii MELAS (Mitochondrial
Encephalopathy Lactate Acidosis Stroke), ampeHOIeHKOAUCTPO-
¢ueit u 6onesnpto Jlebepa [20]. B oriuuune or PC CADASIL
nposieasieTcss B 30-50 jieT mpucTynaMu MUTPEHU C aypoil ¢ mo-
CHEAYIOIIUM Pa3BUTUEM TMOBTOPHBIX JIAKYHAPHBIX WH(MAPKTOB
MO3ra ¢ OBICTpO pa3BHUBAIOLIEKCS JOOHOU HeMeHLuei, cemeii-
HBbIM aHaMHE30M, 3KCTPAHEBPAIbIIONH MATOJOTHEN, TBYCTOPOH-
HUM ONTUYECKUM HEBPUTOM 0O€3 BOCCTAHOBJIEHUS 3peHusi. Pas-
Huna Mexay MELAS u PC 3akiiouyaeTcd B Oosiee paHHEM Ha-
qaje (B 5-6 JeT), HEMepeHOCMMOCTH (PU3MYECKUX Harpysok,
CBOE0Opa3HOU KIMHUYECKON KapTWHE, KOTOpasl XapaKTepu3yeT-
Ccs Hapy>XHOW OQTaJbMOIUIETUEN, MPOKCUMABHONU C1ab0CThIO
B KOHEYHOCTSIX M TOHMKO-KJIOHUYECKUMU TPUCTYIIAMU, TOBbI-
IIEHWEM YPOBHS JIakTaTta W Tupy BaTa B cbiBopoTke u LICXK [5].
Otnmuuust mexny PC u anpenoneiikoguctpodueit cBsI3aHbI




¢ Oosiee paHHUM HavyajioMm (B 3-15 7eT), ObICTpO Tporpeccupy-
IOIIAM CHWXEHUEM 3pEHUsI, Clyxa, aTaKCUEU, CyIOpOXHBIMU
MpucTtyrnamMu u aeMeHuuei. OKoOHYATEeIbHOE 3aKJIIOYEHUE BbI-
HOCUTCSI TOCJe TMOATBEPXKACHUSI HaAMOUYEYHUKOBOW HemocTa-
TOYHOCTU (CTUMYJISILIUOHHBINA TECT C BBEICHUEM aApPEHOKOP-
TUKOTPOTTHOTO TOPMOHA), TOBBIIIEHUSI YPOBHSI JJIWHHOLETIO-
YEUYHBIX XWPHBIX KUCJIOT B KPOBU U TMPOBEACHUS TMPSIMON
HNHK-auarnoctuku [22]. CrnoxHa auddepeHumanbHas JMarHo-
cruka Mexny PC u 3purensHoit arpodueii Jlebepa, ocod0eHHO
B clyyasix «bose3Hu Jlebepa - miroc», Korma y OOJIbHBIX ITOMMU-
MO TIOpaXXeHUsl 3pUTENIbHBIX HEPBOB MMEETCSl paccesiHHas He-
BpoJjioruyeckasi cumnroMmaruka. B otnmuue ot PC, 6051e3HbI0
JlebGepa cTpamarOT MCKIIOYMTEIbHO MYXUYMHBI, 4acTO MMEEeTCsI
HACJIeICTBEHHbIII aHAMHE3, CHIXKEHUE 3PEHUsI HOCUT MPOrpec-
CUDYIOIIWI XapakTep, PEMUCCUU HE XapaKTEepPHBI, MCCIEeNoBa-
HUE [JIA3HOTO JHA BBISIBIISIET TEJICAHTMOIKTATUUECKYI0 MUKPO-
aHTUOMNATUIO U MepunanuisipHoe HabyxaHue [14].
OtuotponHas tepanus PC HeBo3moxHa. IInpoko pacmopo-
CTpaHeHa TaTOTeHeTHYecKass MU CUMIITOMaThuyeckasl Tepamus,
BBIOOD KOTOpPOM 3aBUCUT OT TSKECTU COCTOSIHUSI OOJIbHBIX
U TUMa TeyeHus 3abosieBaHus. [laroreHeTnueckoe jieueHue PC
BKJIIOYAET JIBA HAIMPABJICHUS: JIeYeHUEe OOOCTPEHUN U WX CIie-
nupuueckas npodwiaktuka. CpeacTBaMu BbIOOpa KOPPEKIINU
000CTPEHUN WIN PE3KOT0 MPOTPECCUPOBAHUST POTPEAUECHTHO-
pemuttupytoiero tuna PC seisitorest KC, I1®, BBUT u iiuro-
CTaTUKU, MPUMEHEHUE KOTOPBIX, OJHAKO, HE BIMSET Ha Jajlb-
Heliee TeyeHue 3aboneBanus [13]. KC no cxeme «mynbc-Tepa-
Must» SIBJISIIOTCST TIpenapaTtaMu mnepBoil JuHuu. CTaHIapTHBIA
npenapar - MeTUJINIPEIHU30I0H, KOTOPhI OOBIYHO Ha3HAYaloT
B no3e 1000 mr/cyr BHyTpuBeHHO. IIpy OTCYTCTBMU CTOIIKOTO
*(dekra mocne 3-5 wHbY3Ull 1EIeCO00pa3HO MPOMOIKEHUE
nprieMa TpeTHU30JI0Ha (Meaposia) B TabJETUPOBaHHON (hopme ue-
pe3 IeHb B YTpPEHHUE Yachl B 103¢ IMI/KT do 3HAYUTENBHOTO YITy4-
IIEHUS C TOCIENYIOIUM MTOCTENEHHBIM CHUXEHUEM 103bl. CKO-
POCTb YMEHBIIIEHMS AO3bI TTPSIMO 3aBUCUT OT IMHAMUKU HEBPO-
snormyeckoro craryca. CpeactBamMu BTOPOW JIMHUM SIBJISIIOTCSI
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BBUI (BeHOMMMYH, oKTaraMm) B mo3e 0,4 r/Kr B TeueHue 5 THei
WJIM TIOBTOPHBIE Kypchl cpenHeoobemMHoro IIdD. Ilpu otcyt-
ctBuu 3(pdexra u (W) BropuyHo-TporpeccupywoeMm PC uc-
MOJIb3YIOT LIMTOCTATUKM BTOPOTO MOKOJEHUS, TaKue Kak MH-
TOKCAHTPOH (HOBAaTPOH) B 03¢ 12 MI/M° BHYTPMBEHHO KareJlb-
Ho 1 pa3 B MecsiIr, 1u60 ux coyetanue ¢ KC [16].

BropeiM HampaBieHueM naTtoreHeTnyeckoi tepanuu PC
SIBJISIETCST TIPEAYIIPEXIEeHUE 000CTPEHUI U MPOTPECCUPOBAHUS
HeBpoJjiornyeckoro aeduiura. C 37Ol 1eJbI0 UCTOIb3YIOT TPyM-
My MEIUKAMEHTOB, KOTOPbIE MOJyYWJIM Ha3BAaHUE «IpPEIaparhl,
n3MeHstoue redeHue PC» (ITMTPC, anri. - Disease Modifying
Treatment), KOTOpbIe OTAMYAIOTCS IO PEXUMY JO3UPOBAHUS
u crocoOy BBeneHus. [lomuepkrBaeTcss MaKCUMaJbHO PaHHEE
Havasio npumeHenust [TMTPC nist mpenoTBpaliieHust mepexoaa
PC B nerenepatusHyio dazy [18]. OcHoBHbIe 3pPekThl [IMTPC:
1) cHMXXeHHMe 4acTOThl 000CTpeHuit Ha 25-30 % 1o CpaBHEHUIO
¢ Tanebo; 2) 3aMeieHre CKOPOCTU MPOTpecCupoBaHUs 3a00-
JIeBaHUSI 1 UHBAJIUAHOCTHU; 3) CHUXXEHME aKTMBHOCTU BOCIIa-
JINTEIBHOW peaki[uu, NeMUETUHU3ALNN U B MEHbIIIEH CTEeHU
HelponereHepauu no naHHeiM MPT. Iloxka IITMTPC npone-
MOHCTPUPOBAIU CBOIO 3(D(HEKTUBHOCTHL B OCHOBHOM IPU MPO-
rpeaveHTHO-pemuTTupytomieM turne PC. B rpynny ITUTPC
BXOJSIT TIpenapaThbl OeTta-uHTepdepoHa W TiaThupamepa arerar.
Cpenu 6era-uHTepdepoHOB Haubosee n3yyeHnl beTadepoH, pe-
Ou@ 1 aBOHEKC.

Nutepdepon Oera-lb A1 MOAKOXHOTO BBEACHUSI 4Yepe3
neHb (6eradepon, B CIIIA - GetacepoH) UCHONAb3YeTCS B K-
Hudeckoii mpakTuke ¢ 1993 r. Ilo pesynapraTam omyOIMKOBaH-
Horo paHee ucciaenoBaHusi ETOMS, Ha3zHauyeHue Mpernaparta
B no3e 250 MKT yepe3 JeHb B T€YEHUE 2 JIET CHUXKAET YaCTOTY
00pa3oBaHus HOBbIX ouaroB HAa MPT Ha 80 % 1o cpaBHEHUIO
c rane6o [18]. TTo HammMM faHHBIM, PETYISIPHOE BBEACHUE TIpe-
rnapara yCKOpsieT PEeMUETUHU3ALNIO U BbI3bIBAET YMEHBIIICHUE
B pa3Mepax paHee oOpa3oBaBIIMXCs o4yaroB (puc. 3, a, 0, g). Ilo
pe3yabTataM MyabTuiieHTpoBoro uccienoBanusi BENEFIT nHa-
3HaYeHue OetachepoHa B CTAHIAPTHOW 03¢ MPU KIMHUYECKU
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M30JIMPOBAHHOM CHHApPOME Ha 55 % CHMXalo PUCK Pa3BUTHS

tunmnaHoro PC [10]. JInuteapHOCTh Tepanuu 6eTacdhepoHOM MOoKa

TOYHO HE OfpejesieHa U BapbUpyeT OT | roma M0 HECKOIbKUX
uct. Haubosee yacteiMu moOOYHBIMU 3(pdekTaMu Mpenapara
(v 2,7 % O6OJbHBIX) SIBISIOTCS JIOKAJTbHBIE PEaKIIMU B MecCTax
BBEJICHUsI, TPUIIONOI00HBIE CUMIITOMBI (TOJIOBHAs 0OJIb, MU-
aJiTusl, apTPaJITHs, MOBBIIIEHUE TEMIEPaTyphl Tejia), pexe IMo-
BBIIIIEHUE YPOBHS MEYEHOUYHBIX (DEPMEHTOB, KOTOpPbIE Haubosiee
BBIPAKEHBI B MEPBbIE MECSIIIbI JICUCHUSI.

HNutepdepon Oera-la miisi MOAKOXHOTO BBEACHUSI TPU pasza
u nefemo (pedud) mpuMeHsieTcsl B IBYX Ao3ax ~~ 22 u 44 MKT.
")())pexTHBHOCTL Mpenapara MPOJEMOHCTPUMPOBAHA B PaMKax
uccaenoBaHusi PRISMS, Kkotopoe Takxke IOKa3ajao ero yHooBJe-
TBOPUTENIBHYIO MEPEHOCUMOCTh, 0€30MacHOCThb, MPEUMYIIECTBA
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paHHero Hauaja JedeHUsl U 3HAYUTEeIbHbII 10303aBUCUMBIN 3¢-
dexT 44 Mkr Hapg 22 MKr. ITokazaHa BO3MOXHOCTb MCIOJIb30Ba-
HUsl pebuda 44 MKr mpu BTOpUYHO-Mporpeccupyloiem PC
¢ O0OCTpPEeHUSIMM, YTO TMOATBEPXKIEHO CHMXEHWEM YacTOThl
000CTpEeHUII U BBIPAXEHHOCTHIO BOCHAIUTEIBHOIO IMpolecca
no naHHbiM MPT. Tlpu KMMHUYECKU U30JIUPOBAHHOM CUHAPO-
Me Ha3zHaueHue peduda 22 MKI OIWH pa3 B HEAETIO YMEHbIIIa-
JIO BEPOSITHOCTh HACTYIUIEHUSI BTOPOTO OOOCTPEHMSsI, YTO CO-
MPOBOXIAJIOCh CHUXEHWEM KOJIMYECTBA AKTUBHBIX 0OYaroB
Ha MPT [5].

Wutepdepon Oeta-la misl BHYTPUMBILIEYHOIO BBEIECHUS
(aBoHeKkC) Ha3zHayaloT B 03¢ 30 MKI OIMH pa3 B Heaean. D¢-
(eKTUBHOCTh TIpernapara JOoKa3aHa B HECKOJbKUX KIWHUYE-
ckux ucnbiTaHusax (EVIDENCE, CHAMPS, CHAMPIONS),
KOTOpbIE MOKa3aiu 3aMeyieHrue nporpeccupoBanus PC u B To
Xe Bpemsi ero 6osee crnadyro 3HEKTUBHOCTh MO CPABHEHUIO
¢ npyrumu Oeta-uHtepdepoHamu. C Apyroil CTOpOHBI, Mpe-
napaT MPOJEMOHCTPUPOBA JIYUIIyl0 MEPEHOCUMOCTh U Oe-
30IMaCHOCTb, YTO JeflaeT €ro CpeJCTBOM BbIOOpa y JAeTell U
MOJPOCTKOB, a Takxke MPpY KJIMHUYECKU M30JIMPOBAHHOM CUH-
npome [5].

I'matupamepa atetat (KOIMaKCOH) co3maH B KoHIe 1960-x ro-
JIOB TPYNMMON M3PAUTBCKUX YUYEHBIX KaK CUHTETUYECKWI aHa-
JIOT OCHOBHOTO 0eka MuennHa. KinHudecKuii onbIT mpuMeHe-
HUSI KOIMakcoHa B 03¢ 20 MT MOJKOXHO €XEeITHEBHO B TeUEHUE
2 net B uccienoBanun PRECISE BbigaBU 3HAUYUTEILHOE CHU-
JKEHUE 4acTOThbl 00OCTpeHUi MO cpaBHeHMIO ¢ miaiebdo. Mc-
MOJIb30BaHWE JBOWHON N03bI MpenapaTa, KaKk W MPUMEHEHUE
MpY MEPBUYHO U BTOPUYHO mporpeccupytoieM ture PC, He 00-
HapyXuao ero NnpeuMmyiiectB. BbisiBieHa 3HaYUTEIbHAsT TPYII-
Ma MaluKreHTOB, HE BOCIIPUMMYMBBIX K 3TOMY BUIy Tepanuu. Ko-
JINYECTBO MOOOYHBIX peaklUil KOMaKCOHa MeHbIIe, yeM y OeTa-
uHTEepDEpOHOB [2].

Kak mokazana npaktuka, [IMTPC He pemratoT npobiemy
snedyeHus: PC MOMHOCTBIO, MO3TOMY MPEIIOXEHO HOBOE HAMpaB-
nenue B Tepanuu PC - mpuMeHeHre mpernapaTtoB MOHOKJIOHAb-
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HBIX aHTUTe]. DTa IpyIla MpernaparoB HampasjieHa MPOTUB
OMpPEJCICHHON MOJIEKYJIbl MMMYHHOUW CHUCTEMBI, OJIOKUPYET
MpoliecChl BOCMAJIEHUsI, OKa3blBaeT HEMPOMPOTEKTUBHOE Neii-
ctue [20]. Cpenu HUX HanboJiee U3yYeHbl HaTATU3yMab, ajieM-
Ty3ymMa0, putykcumab u makiuzyMabd. Eme Heckoibko mpemna-
patoB (oKpenu3ymad, anpanrty3yMad) Haxonastcs Ha [1-11 daze
KJIIMHUYECKUX UCITBITAHUM.

IlepBblii mpenapaT 3TOW I'pymIbl - HaTanusymad (7Tysabri)
SIBJISIETCSI CEJICKTUBHBIM AaHTAarOHUCTOM OJHOW W3 MOJIEKYJ af-
re3uu (anbda-4-uHTETpYH), IPEHATCTBYIOLIUM IPOHUKHOBEHUIO
JIUM@OLUTOB Yepe3 remarodHuedanniyeckuii 0aprep, U Mpen-
CTaBJIsIeT cO0Ol PEKOMOMHAHTHOE TYMaHU3UPOBAHHOE MOHO-
KJIOHaJIbHOE aHTuTeno. [lo pe3ynpTaTaM KIMHUYECKOTO UCIIbI-
taHusd AFFIRM wucnons3oBanue Hataausymada B mo3e 300 mr
BHYTPUBEHHO KaxXable 4 HemelqW Ha NpOTsoKeHuU 116 Hemenb
IOKa3ajio yMeHbIlleHne pucka mporpeccupoBanust PC Ha 42 %,
pHcKa 060CTpeHMit - Ha 68 % W 3HAYMTETbHOE YJIyYIeHNE Ka-
yecTBa XU3HU MauueHToB. [1oOOYHBIE peakllMM Ha Mpenapar
OTMeUYeHBl Y 4 % OOJbHBIX B BUIEC TeHEPATM30BAHHON CBIIMMU.
B To Xe BpeMs y Tpex 4eoBeK, MOJyyaBIIUX HaTaiuzymMabd 06o-
Jiee 2 JIeT B COYETAaHUM C aBOHEKCOM, 3aperMCTPUPOBAHbI Jie-
TaJbHBIE CIy4al Pa3BUTUS MYJbTU(POKATBHON JieiiKo3HIEeha-
JIONMATUM BCJIEJCTBUE AKTUBALIMM €€ BO30youTeNsl - TaroBa-
Bupyca [22].

Anemty3symab (Campath) - antu-CJ152-aHTUTENO K TO-
BEPXHOCTHOMY pPELENTOpYy JUMMQOILIMTOB, CTUMYJMUPYET BbIpa-
OOTKY €CTECTBEHHBIX KWJIJIEPOB, MPEIMSITCTBYET MOBPEXICHUIO
T- u B-xnerok. [1py BHyTpMBEHHOM BBeAEHUU Ipernapar J0CTO-
BEPHO CHMXaJl KOJIMYECTBO aKTUBHBIX oyaroB Ha MPT u yacto-
Ty oboctpeHuit PC mo cpaBHeHMIO ¢ OeTa-MHTepdEepOHaAMU.
Cpenu 1o004HBIX 3((HEKTOB OTMEUYEHO MOBBIIICHUE YAaCTOThI
MH(EKIMOHHBIX 3200JIeBaHUN U TPOMOOLIMTONIEHUUECKOM Myp-
mypsl [19].

Putrykcumad (Rituxan) - aHtu-CJI20-aHTUTENO K ITOBEpX-
HOCTHOMY pelLienTopy B-KJeTok, akTUBUpYeT M MPensiTCTBYeT
HUX TIOBPEXIEHMIO, BIUSET Ha KJIETKU KJICTOUHON MaMSTH.
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B xinuMHMYeCKOM uccenoBaHUM Tpenapar BBOAWJICS BHYTPU-
BEHHO OIVH pa3 B 6 MecsIeB M JOCTOBEPHO CHIKA pa3Mephbl
aKTUBHBIX 04aroB Ha MPT u Kko1nyecTBO 000CTPEHUI MO CpaB-
HeHMIO ¢ I1aue6o [20].

Haknuzymab (Zenapax) - MOHOKJIOHAJTbHOE aHTUTEJIO K aJTb-
(da-cydobenuHuIle pelienTopa UHTEpJIEHKMHA-2, OJHOTO U3 OC-
HOBHBIX TPOBOCMAIMUTENbHBIX LUTOKUMHOB. [Ipu peMuTTUpPY-
fomieM PC HazHaueHue mperaparta B 03¢ 2 MI/Macchl Tejia J10-
CTOBEPHO CHUXKaJIO KOJUYECTBO aKTMBHBIX oyaroB Ha MPT mo
CpaBHEHUIO C IU1alebo [2].

B HacTos111€€ BpeMsi B MUpPe MPOJOIXKAIOTCS KIMHUYECKUE
WUCIBITAHUS OPYTUX MUMMYHOMOIYJUPYIOIIUMX W MPOTUBOBOC-
MaJIMTEIbHBIX MTpenapaToB B Ta0JIeTUPOBAaHHOMN (hopMe. 3aKOH-
YeH MEeXIYyHapOAHbIN MPOEKT MO UCMOJb30BAHUIO Mpernapara
MN-166 exenHeBHO B 03¢ 60 Mr/cyT B TedeHUe 2 JIET y HallK-
eHTOB c¢ peuuauBupyloimum tedyeHuem PC. Ilpomosxarorcs
MYJbTULIEHTPOBbIE KJIMHUYECKME UCMBITAHUS MO OLeHKe -
dextuBHOCTU B JieueHuu PC tepudnynomuna (TOWER), nuk-
BuHMMona (ALLEGRO), npous3BoaHbIX (pymMapoBOiA KUCIOTHI
(BG-12), dunronumona (FTY720) u T-k1eTOYHBIX BaKIUH
(TERMYS).

IlepcneKTUBHBIM METOAOM IaToreHeTn4yeckoil tepanuu PC
MpeacTaBsieTcs] TPaHCIUIAHTAUMSI CTBOJIOBBIX KJIETOK, KOTO-
pas mpecieAayeT lieib MaKCUMaJlbHO BO3MOXHOW caHalluu
uMGaTUYECKO CUCTEMBI OT MaTOJOrMYeckKoro KjiaoHa T-1iMm-
¢ouuToB c nocieaywlileil peKOHCTPYKIMEH HOPMaTbHOW UM-
MYHHOU cuUcTeMbl. BbIAENAIOT ayTOTpaHCIUIAaHTallMIO U ajl-
JIOTEHHYIO TpaHCIJaHTalWo. B mepBoM ciiyyae CTBOJIOBBIE
KJETKM 3a0uparoTcs y MallMeHTa Tepel HayajaoM JieueHUs
U BBOISTCS 0OOpaTHO MoOcCjie Kypca paluoXuMUOTeparuu.
Bo BTOpOM BapuaHTe MCTOYHUKOM CTBOJIOBBIX KJIETOK CIYXKUT
KOCTHBII MO3r JOoHOpa. MeToJ MO3BOJISIET OCTAHOBUThH IPO-
1leCC ayTOMMMYHUTETa, HO He JaeT BO3MOXHOCTM KOMIIeHca-
LIMM TeX MaTOJIOTMYECKUX W3MEHEHWil, KOTOphbie YXe Ipo-
vzouu [10]. TTogoOHBIE omepaliy B HAcTOsIIee BpeMs IIK-
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POKO TIPOBOJSITCSI BO BCEM MHpE, HECMOTPSI Ha BBICOKYIO
BEPOSITHOCTh PA3BUTHUSL CEPbE3HBIX MOOOYHBIX 3GGHEKTOB U
oclioxkHeHU. [lanpHeilne uccienoBaHus MO3BOJST OINpe/e-
JINTh MECTO 3TOU COBpeMEHHOU TexHonoruu B Tepanuu PC.

CumnromaTuueckast Teparnus, HalpaBjJeHHAas] HA yMEHbIIIe-
HUe MTPU3HAKOB 00JIE3HU, 3aHUMAeT 3HAYUTEIbHOE MECTO B KOM-
wiekcHoi Tepanuu PC. IManueHTaM HEoOXOAMMO PEKOMEHI0-
BaTh cOATaHCUPOBAHHOE MUTAHUE C TTPeodIalaHUEM B PallMOHE
PaCTUTETBHBIX OEJTKOB W XXUPOB, U30eTaTh MPUHSTUSI TOPSIIUX
BaHH U MPeObIBAaHUS B KIIMMATUYECKHUX 30HAX C BJIAXHBIM U XKap-
KUM KJIMXMAaroM, YMEHBIIEHWE CTPECCOB, HOPMaJIM3ALUIO pe-
xuMa cHa [19]. V psia OONbHBIX yBETUYEHUSI TOABUXKHOCTU
MOXHO JOOWUTHCSI, HA3HAYasi MUOpPEJaKCaHThl (MUAOKaIM, Oa-
KinogeH, naHtpuym). Jlo3a moadupaercss UHIUBUAYAIbLHO U I10-
CTETMEHHO, TaK KaK CHUXXEHUE MbIIIEYHOTO TOHyCa B HOrax Mo-
KET YBEJIMYUTH CIaOOCTh B MapaIM30BaHHBIX KOHEUHOCTSIX [9].
J7sl KOppeKIUU KUHETUYECKOTO (IEHTOPYOpaTbHOTO) TpeMopa
npemnapaTaMy BbIOOpa SIBJISTIOTCSI KJIOHA3emaM, 0eta-0JI0KaTopbl
(aHanpwnuH) U BaibIpoarsl (3HKOpaT). C 1EeIbl0 YMEHbIIEHUS
CUHAPOMA XPOHWYECKOW YyCTaJOCTM Ha3HayaloT aMaHTaIuHbI
(1 IK-Meptir). bosieBoii cMiHAPOM U pa3IUYHbIE BUIbI HAPYIIIEHUI
YyBCTBUTEJIBHOCTH B KOHEUYHOCTSIX YMEHBIIIAIOTCS TMOCJE Ha-
3HaYeHUs rabamneHTuHa (rabaramMMa) U BBICOKOJO3HBIX BUTAMU-
HOB rpynnel B (HeiipopyOouH, Muibramma). JIist MEAMKaMeHTO3-
HOW KOppEeKIWU HApPYIIEHU MOYEUCITYCKAHUSI UCIOJb3YIOT
netpy3uton. Merabonuueckasi Tepanusi (HOOTPOIbl, aHTUOKCU-
JIaHTBI, aAaNTOreHbl) IIMPOKO pacIpocTpaHeHa, XoTs ee AhheK-
TuBHOCTb Ipu PC He pokazaHa [10]. C 1enbio MeauKO-CoLMab-
HOI peaduauTaluy UCIOJb3YIOT CMEUaTIbHO pa3paboTaHHbIE
KOMILIEKCHI JIEUeOHO! (PUBKYIBTYpbI, (DU3NO0- U TPYIOTEPAIUIO,
METON OMOJIOTMYECKO OOpaTHOW CBSI3W, MarHUTOJIa3epHOE 00-
JiydeHue TUM@OAPEHAXHBIX MyTei, TUIIepOapUIECKYI0 OKCUTE-
nauuto [11].

ITporHo3 npu PC 3aBucutr or Bo3pacta Hauyaja 3adoJieBa-
HUSI, TUTA €ro TeYEHUs, TJIUTEIbHOCTU MEePBOr0 0OOCTPEHUSI
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U mnepBoil pemuccuu. bBiaronpusiTHbBI NMPOTrHO3 MMEKOT JUIA
Mp¥ MOHOCUMIITOMHOM Hayaje B Bo3pacTte ctapiue 40 jer, aiu-
TEJbHOCTU TMEPBOro 00OCTPEHUS He JoJibllie 3 MecsleB, a nep-
BOII peMHUCCHUHU - He MeHee ogHoro roga [4]. HeGmarompusTHEII
MPOrHO3 OTMEUYEeH NpU TO3JHEM W TMOJUCUMITOMHOM Haualie,
paHHEeM pa3BUTHUM MO3XKEUKOBBIX HapYLIEHUN, BbIPAKEHHBIX
CUMIITOMOB TIOPaXeHUsT CIUHHOTO MO3ra, IpU MEePBUYHO-
nporpeccupytpoiieM U paHHeM nepexone PC Bo BTopu4yHO-mpo-
TPECCUPYIONIUNA TUI TEUYECHUS.
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Kiaunuueckue BapHaAHThI PACCEAHHOIo CKJjepo3a

B HacTosmIee BpeMsl yCTaHOBJICHA 3HAYUTEJbHAsT KJIMHUYE-
ckast reteporeHHocTh PC. HaubGoliee M3ydeHHBIM BapuaHTOM
3aboyieBaHMs SIBIsIeTCST ero Kjiaccuyeckas ¢opma Illapxko.
()nHako Kpome Kiaccuueckoro PC omucaHbl ero BapuaHTHI, KO-
TOpbIe, TIO HAIlUM JaHHBIM, BcTpedaloTcs B 1 % ciyyaeB, Kak
MPaBUJIO, OTJIMYAIOTCS MPOTPECCUPYIONIMM TEUYeHUEM, a TaKXe
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XYALIUM OpOorHo3oM [4]. IIpuynHbI UX GOpMUPOBAHUSI, BEPOSIT-
HO, CBSI3aHbl C OTIMYHBIMU OT KJlaccuyeckoro PC Tunamu ae-
muenuHuzanuu. Bapuantamu PC gBASIOTCST KOHLIEHTPUYECKUIA
ckiepo3 bano, 6onesns Mapbypra, 6one3nb [nnbaepa, 601e3Hb
JleBuKa.

Konyenmpuueckuii ckaepo3 baso. KoHueHTpUYecKuil ckie-
po3 bano (KCb, mepuakcuaibHbIli KOHIEHTPUYECKUN dHIEDa-
aut, G37,5 no MKbB-10) onucaH BeHrepckuM maToMop¢oIoromM
J. Balo B 1928 1. y CTyIeHTKU 10puanyeckoro ¢akyjibTeTa ¢ He-
OOBIYHO OBICTPHIM (haTalbHBIM TEUEHUEM OOJIE3HU, KOTOopas
Havayiach ¢ ada3uy U MPaBOCTOPOHHEN TeMUIUIETHU, a 3aTeM
MPUCOETUHUIICST PETPOOYIbOAPHBIA HEBPUT 3PUTEIBHBIX HEPBOB,
npu 3toM coctaB LHCXK ObL1 HOpMaabHBIM. Ha BCKpBITHH aBTOP
00HapyXUJT MHOXECTBEHHOE TOpaXeHue Oeoro BelecTBa ro-
JIOBHOTO MO3ra, KOTOPO€ XapaKTepU30BAJIOCh O4Yaramu pasjind-
HOrO OHMaMeTpa pa3MepaMu OT <«4eUEBHULbI» OO0 <«TOJYOUHOTO
SIAIa», OKPYKEHHBIX KOHIEHTPUYECKMMU KOJbIIAMU, COCTOSI-
IMMUMUA U3 UCTOHYEHHON M MeCTaMU Pa3pylIeHHOW MMEJIUHO-
BOIl 000JIOUKU M HEMOBPEXIECHHBIX OCEBBIX [IUJINHIPOB. ABTOD
BIEPBbIE MPEIMNOJOXKMI, YTO OMUCAHHAS UM TATOJIOTHUS SIBJISIET-
cs1 BapuaHToM octporo PC [4].

3abosieBaHWE HAYMHAETCS Yy JIUI] MOJIOZIOTO BO3pacTa, OTJIU-
YaeTcsl BHE3AMTHBIM HAYajioM MOCJe MEePEeHECEHHBIX WHGMEeKIUI
Wi obiero HemoMmoranusi. HeBponornyeckue HapyieHus npu
KCb HecneuuduyHbl U OOBIYHO XapaKTEepU3YIOTCS IUpaMUI-
HBIMU, MO3)XEYKOBBIMU CUMIITOMaMU, CHUKEHUEM 3pEeHUsI, 31~
JIENTUYECKUMHU TIpUMaaKaMu, TUIepKUHE3aMU, ICUXUYECKUMU
HapymieHusMmu [3]. Onwucanbl ciayyaun KCb, HaumHaroiierocs
C TeMUAHOICUY U U30JMPOBAHHOW aMHecThdYecKoil adazum [12].
B LICXK MOXeT BBISIBISITHCS HEOOBIIION TUMMOLIMTAPHBIN TLIEHO0-
IIUTO3, HOPMAaJbHBI YpOBEHb O€JIKa, OTCYTCTBYIOT XapaKTep-
Heie 111 PC onuroknonaneubie IgG. B oTinume oT knaccuye-
ckoro PC, teuenue KCb HeykJIOHHO Mporpeccupyer u 3aKaH4u-
BaeTCsI JIETAJIbHO Y€pe3 HECKOJbKO MECSIIEB WK JieT. [IpruuuHbI
TaKoro OBICTPOTO U HEOJIArONpPUSTHOTO TEUEHUsST OOJIE3HU TMOKa
HEIOCTaTOYHO SICHBL. B kavyecTBe ogHoi 13 npuurH D. Pohl et al.
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Ha3bIBAIOT MIEPBUYHYIO MH(EKIIMIO BUPYCOM Teprieca 6-ro TUIa,
kbicokoTpornHoro st IIHC, u B kauecTBe MOATBEPXKIASHUSI MPY-
BOIAT ciydyail ¢ 13-netHeit neBoukoit, 3abosepuieii KCb, koTo-
pBlif compoBoXnaacsi BBICOKMM TUTpoM AT K Bupycy repreca
6-ro Tina B LICXK, KOTOpbIii 3aTeM HOpMaIM30BaJICs TOCTIe Jie-
yenust BBUTI [11].

IMTatomopdonornuecku KCb otnuyaercst o0pazoBaHueM 00-
IIMPHBIX OYAaroB AeMUEJUHUILIALUU MPEUMYIIECTBEHHO B Oe-
KOM BelllecTBe JIOOHBIX aoseil. HekoTopble M3 HUX OKPYXKEHbI
XapaKTEPHBIMU KOJIbIIAMU, COCTOSIIIUMU W3 30H TIOJTHOTO WX
YaCTUYHOTO paspyuieHus1 muearHa. [Ipy UX MUKPOCKOMUU OT-
MeyJaeTcsl BbIpaXeHHasl JereHepauusi OJUToAeHIPOLIMTOB, CO-
MPOBOX/AOIIASICS UX alolTO30M, W MEJKOKJIETOYHbIE BacKy-
Tl [4].

IMTpuunHa oGpa3oBaHUs CHELM(PUYHBIX IJISI 3TOW IMAaToJ0-
MM KOHUEHTPUYECKUX KOJIel NeMUeIMHU3alNN OKOHYATEIb-
Ho He sicHa. [To MHeHuto D. Mahad et al. [9], oOpa3oBaHue KOJIb-
LIEBOI JeMUEIMHU3ALIMK OTpaxaeT oTIndHble oT PC nuMmyHoO-
JIOTMYECKHE MEXaHU3MBbl, JieXallue B OCHOBe (hOpPMUPOBAHUS
KCBb. ABTOpBI BBISIBWIM B KOJIbLIAX HapylIEHUE COMEPXKAHUS
MPOTEMHOB MUTOXOHAPUAIBIION AbIXaTeJbHOM LNy, B YaCTHO-
CTH Je(eKT LUTOXPOMOKCUIa3bl, UTO, MO UX MHEHMIO, YKa3biBa-
€T Ha BemylIUil MeXaHU3M IOBPEXACHUS OJUTOACHAPOLIMTOB
npu KCb B Bue TMIIOKCUM.

BTtoro ke MHeHus nipuaepxuBaroTcs C. Stadelmann et al. [13].
I la ocHOBaHUM M3y4eHWUSsI PE3yabTAaTOB ayTorncuu 14 GONBHBIX
¢ KCb aBTOpBl O0OHapy:XWJIM, YTO BCE CBEXME KOHLIEHTpUYe-
CKHE€ KOJbl[a COMPOBOXIAIOTCSI MATTEPHOM NEMUETUHU3AINN,
KOTOpBI aHAJIOTMYEH MOBPEXICHWIO TKaHEil IO TUIoKCcHhYe-
FKOMY TUITYy, B CBSI3U C BBICOKMM YPOBHEM CHHTETa3bl OKCHAA
azora B Makpogarax u Mukporiuu. [lo KpasiM aKTHBHBIX O4a-
IOB u B Kojblax MCCAEAOBATENM OOHAPYXXWIM pa3pylIeHHBIA
MUEJIUH, TPOTEUHBbI KoToporo (dakrtop-l-anbha M TEraoBon
LLIOKOBBIN TpoTenH-70) BhIpadaThIBAIOTCS OJIMTOACHAPOLMTAMU
M K MEHbIIeH cTerneHu acTpoluTaMu U Makpodaramu. Mcxons
M3 neiiponpoTeKTUBHBIX 3(P(HEKTOB JaHHBIX IIPOTEUHOB aBTOPHI

37



MPEINOJIOKWIN, YTO 00pa3oBaHUE KOJEI[ OTPaKaeT OorpaHuyYe-
HUE nanbHeliiero pazpymenus mueanna npu KCb.

G. Bruneteau et al. BiepBble HUCIIOIb30BAIU METOJ, MPOTOH-
Hoil MmarHuTHOU crniektpockonuu npu KCb. B kosbliax aBTOpbI
BBISIBUIIM CHUXEHWE TWKa H-anerwi-acmaprarta, TMOBBILICHUE
XOJINHOBOTO THKa, ABAa IIUPOKUX JAKTATHBIX MUKA U TPUCYT-
ctBue aunuaHoro nrka 0,9 ppm [6]. Tlpy aHaormyHOM HCCITe-
JMIOBAaHWM B TMHAMUKE CITyCTSI 6 MeCsIleB COXPaHSIOCh CHUXe-
Hue nuka H-auerun-acnaprara, CHU3WJCS XOJWHOBBIA MUK,
JIAaKTaTHbIE MUKW WCYE3TU. DTU U3MEHEHUs, 10 MHEHUIO aBTO-
poB, moka3zbiBaoT, 4yTo Nipu KCb HabmonawTcst HelipoxumMuye-
CKHe U3MEHEHUs, XapaKTepHbIE JJIs BOCIMAJICHUS, JEMUETUHU-
3alM1 U BBIPAKEHHOUW aKCOHAJTBHOW JeTeHEePalluu.

IMprxuznenHas nuarnoctuka KCb Bo3aMoxxHa npy oMo
MPT u 6uoncuu mozra. I[pu nposeneHunt MPT y 6onbHBIX ¢ KCh
B CepoM UM 0OejioM BelllecTBe rosioBHoro mosra B T, pexume
BBISIBJISIIOTCSI TUIIEPUHTEHCUBHBIE OYard pa3JiMyHOTO auamMe-
Tpa, 4acTh M3 KOTOPBIX OKpYXeHa TMITIOMHTEHCUBHBIMU KOH-
LIEHTPUYECKUM Kosbllamu (puc. 4, a, 6). Bzaumocssizb MexIy
PC u KCb noarsepxnatot gaHHbeie C. Wang et al., KoTopble IIpu

7 BPasii ) Bt =
a6t mrdzucn AL, 1453 [=5-<1) Azmum IR, 1556
56 gt 23 I 1195 g K10 11
i g

g Trs szs':"mu

A

256 K22

BOrKEDep

H:0CME UDOME BB
et L& DOV 2D 24 Oom

Puc. 4. MPT ronosuoro mosra nmpu KCB: a - B 1eBoit 3aaqHe100HO-BUCOYNOM
obmactu B T2 ompeneisieTcss odar IMaMeTpoM 0 37 MM, OKPYKE€HHBII KOH-
LIEHTPUYECKUM KOJIBLIOM; 6 - TOT Xe OONbHOW (carutrajibHasi MPOEKIINS);
B 0€JIOM BEILECTBE TOJJOBHOTO MO3Ta OINPEeIISTIOTCSI MHOXECTBEHHbIE O04Yaru

oT 3 1o 37 MM, 9acTh U3 KOTOPHIX OKPYKeHa KOJbLIaMU
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npoBeaeHu MPT B nuHamuke y 7 601bHbIX ¢ KCb Habmoganu
TOSIBJIECHUE HOBBIX OYAroB NEMUEIVMHU3ALNN XapaKTEPHBIX IS
oboux 3aboneBaHuii [14]. HecmoTpsa Ha pacmpocTpaHEHHOE
MHEHUE O HeOnaronpsTHoM TporHose TeueHust KCb, B iutepa-
Type BCTPEUYAIOTCS EAWHUYHBbIE HAOMIOJCHUSI C OMUCAHUEM
VAYJIIEeHUs] COCTOSTHUST G0bHBIX mociie HazHadeHust KC [6].

bone3ns Mapbypea. bonesnp Mapbypra (bM, 3mokaue-
crBeHHbI PC, katactpopuueckuiit PC) onucaHa aBCTpUCKAM
HeBponatoioroM O. Marburg B 1906 r. ABTOp pacleHuI CBoe
HaOMI0JIeHNE KaK «OCTPBI MEPUAKCUIISIPHBINA CKJIEPOTUYECKUIA
HIeDaTOMUETUT». 3a00JIeBAHUE XapaKTEPU3yeTCsl MOpaKeHU-
€M JIUIL MOJIOJIOTO BO3pAacTa, BHE3AMHBIM WU OCTPBIM HAYaJIOM,
OBICTPO MPOTPECCUPYIOIIUM TEYEHUEM U OTCYTCTBUEM PEMUC-
cuif. HeBposiornueckue HapyeHus rnpu bM oTinvatorcst mpe-
MMYIIECTBEHHBIM MOPaXXEHUEM CTBOJIA MO3Tra C BbIpaXKeHHbIMU
JIBUTATEJIbHBIMUA PACcCTPOUCTBAMM (TETpaILUIErysl, TEMUTUIETUST),
OynbOapHbBIM CUHIApOMOM (AucchoHus, nucdarusi, Iu3apTpus),
TJIA30iBUTATEIbHBIMU HAPYUICHUSIMU (IUTUIONHS, Tape3 B30pa
BBEpPX). Y BTUX OOJIbHBIX TakKXke HaOMI0Jal0T OBICTPOE CHIKE-
HMe KOTHUTUBHBIX (DyHKUMI, CTpagaeT OCTpOTa 3peHusl, pa3Bu-
BalOTCSl pa3inuyHble BUIBI adpaszuu. B mocnenyomneM oTMedaeT-
Csl HapylIeHUEe CO3HAaHUs BIUIOTh IO KOMBI, U 3abojieBaHUE 3a-
KaHYMBAETCS JIETAJIbHO B TEYEHUE TroJa OT Hayajia MEePBbIX
cumntoMoB [3, 12]. TTatomopdonornyecku npu bM ouaru nemue-
JIMHU3AIMU HOCSAT MHOXECTBEHHBII W MACCUBHBINA XapakTep,
COIPOBOXIAIOTCS BbIPAXXEHHON WHMUIbTpaLKeil Makpodara-
MU, HEKpO30M U OBICTPOI1 AereHepaleii akcoHoB [4].

BM moxeT ObITh TMAarHOCTUPOBAHA TIPU XKW3HU TIPU YCIIO-
BUU TOJIHOTO KJIMHUYECKOTO U JTAOOPAaTOPHOIro OOCEIOBAHMUS
U obs13arenbHOrO BhiMoHEHUsT MPT romoBHoro mosra. buosno-
ruyeckuMyu MapkepaMu BM MOryT ObITh MOBBILIEHHBIN TUTP
AHTUTENT K aKCOHAJIbHBIM aHTUT€HaM, TaAKUM KaK HEWpPOH-CIIe-
nuduueckas sHoMa3a, WK HelipoduiameHtam [12]. XapakTep-
HeiMU 1711 BM HapymeHusmu ipu MPT gBasiioTcst o01MpHbIe
30HBI JemMueanHu3auuu B T, pexume, JIOKAIU30BaHHbIE TIpe-
WMYIIECTBEHHO B 0O€J0M BEIECTBE IMOJylIIapuii MO3ra, Hal
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MO30JIUCTBIM TeJIoM (puc. 35)
W B HEKOTOPBIX CJyyasix WH-
(paTeHTOpUATHHO. 3a00JIeBaHUE
XapaKTepU3yeTcsi OBICTPHIM TTO-
SIBICHUEM HOBBIX aKTUBHBIX
04YaroB, KOTOpPbIE MOTYT COMPO-
BOXJIATbCsl TMepu@oKaTbHbIM
OTEKOM, HaKaruIMBaTh KOHTPACT,
HallOMWHAas TIEPBUYHYIO JTMOO
METaCTaTUYECKYIO OIyXOJib TO-
JIOBHOTO MO3Ta.
ITporuo3 npu BM B uenom
MAaCCHUBHBIC 30HbI ICMUCINHNU3AIINN He6ﬂarOHpMTeH’ XOT: B peHKHX
Hal MO3OJIMCTBIM TEJIOM clydyadax 1o BJIIMAHHUEM Mac-
CUBHOI MMMYHOCYNPECCUBHOM
Tepanuu (MUTOKCAHTPOH, LukiIodochamun, [1D) BO3MOXHO
HACTYTUICHUE OTHOCUTEIbHON peMuccuu [4].
boaesnv Illuavdepa. bonesunv lunbaepa (B, anuddys-
HBII MuenuHoknactuueckuit ckiepos, G37,0 mo MKb-10) onu-
caHa aMepUKaHCKUM HeBpomarojoroM u rncuxuarpom P. Schilder
B 1912 r. Yaie cTpagaloT AeTU U NOAPOCTKU 000Ero Ioja, XOTs
3a00JIeBaHME€ MOXET HauyaTbCsd W Y B3poCibiX B Bo3pacTte 30-40
ner. B OonbiimHcTBe ciydyaeB BIII HaumHaeTcs xpoHUYecKuU
nubo mogoctpo. HeBposiornueckue mposiBIeHUST MOAUMOPQ-
HbI U BKJIIOYAIOT TUTIEPTEH3UOHHBI CUHAPOM (TOJIOBHAsI OOJIb,
YTPEHHSIST PBOTA), LIEHTPaAJIbHbIE MAape3bl, CTBOJIOBO-MO3XEUKO-
BBII U TIcCeBN00YTLOAPHBII CUHAPOMBI, CHUKEHUE 3PEHUST U CITy-
Xxa, OBICTPO Pa3BUBAIONIYIOCS MEMEHIIMI0O WM HapacTamllue Ha-
pYyLIEHUS BBICIIMX KOPKOBBIX GyHKUMH (adpasus, arpadus), cy-
JIOPOXHBIE TIPUIAIKKU, TCUXOTUYECKUE paccTpoiicTBa (Oper,
raunioumHanuu) [7]. B mocnemyroiiemM mporpeccupyer KOpKo-
BO€ CHUXEHUE 3PEHUSI BILTIOTh O CJIEMOThl B COYETAHUU C HOP-
MaJIbHBIMU 3pAayKOBbIMU pediieKcamMu, MPUCOETUHSIOTCS (ho-
KaJilbHble OUCTOHUW U aKWHETUKO-PUTUIHBIA cUHIpOM [3].
ITatomopdonornuecku npu bBII HabmogaoTcs 0OOUIMPHBIE
ACUMMETPUYHBIC OYaru JEeMUETVUHU3ALUU, JIOKAIU30BaHHBIE

Puc. 5. MPT ronoBHOro Mo3sra mpu
6osiesHn MapOypra: oIpeaensiioTcs
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ii cepoM 1 GeTloM BEIECTBE MOyIIapUii MO3ra, CTBOJIE WJIA MO3-
JK€UKe, KOTOpbIE COMPOBOXAAIOTCH JUM@OIMTAPHOI TeprBa-
CkynsipHoii H(UIbTpanueit u npoaudepanneit Mukporavu [4].

HuarHo3 BIII ycraHaBiuBaeTCs Ha OCHOBAHUM KJIMHUYE-
CKOU KapTuHBI U pe3ynbratax MPT, KoTOpbie BBISIBISIIOT Mac-
CUBHbIE TUIOACHCUBHBIE OYarv NEeMUEIUHU3ALUU C Tepudo-
KaJIbHbIM OTE€KOM U HebonbimuM Macc-addexroM. [lpu mpose-
neHur MPT B nuHamuke nist BIII TUIIMYHO pacnpocTpaHeHuUe
04YaroB JeMUEJMHU3AIMUA C OIHOIO TMOJylIapusl Ha Apyroe ye-
pe3 MO30JIUCTOE TENO, YTO HATIOMUHAET TEYEHUE 3JI0KAYECTBEH-
HBIX OITyXOJIE! TOJJOBHOTO MO3Ta.

Hecmotpsi Ha meccuMUCTHYECKOE MHEHME O MPOTrHOo3e 60-
JIE3HU, OMMCAHBI CIIy4Yau C OTHOCUTEIbHO OJArOMpPUSITHBIM
ncxonom nociie gedeHust KC co 3HaYnuTeIbHBIM PErpeccom pas-
MepoB ouaroB. [lpaBunibHas auarHoctuka BII BaxxHa mist mpe-
JIOTBpAIIEHUsT OIIMOOYHOUN TAaKTUKU JICUEHUS B BUJIE HEHPOXU-
PYpPrMUYecKUX omepaiuii UJiu peHTreHOTepanuu.

boaesnv llesuka. bone3nnr HeBuka (BJl, onTuueckuii Heii-
pomueaut, G36,0 mo MKb-10) B Buae OIHOBPEMEHHOI'O WIU MO-
CJIEIOBATEJIbHOTO Pa3BUTHUSI HEBPUTA 3PUTEIbHBIX HEPBOB U TTO-
MEepeyHoro MueauTa omnucaHa ¢paHuy3ckuM BpadyoM E. Devic
11 1894 r. Tonrue roanl 3a00€BaHME CUNTAIOCH OTHOM U3 opM
PC, ognako otkpseitTue B 2004 r. crneurduyecKux Ijsi JaHHOM
natojoruv AT K akBanopuHy-4 MO3BOJIWIO MPEANOI0XUTh €r0
camoctositeibHOCTh [10]. B/l wame BcTpewaeTcss B CTpaHax
IOro-Bocrounoii Asuu (ocobeHHo B fmoHuu), npeodanast
y XEeHUIMH cpeaHero Bo3pacTta. B Poccun onucaHbl eIMHUYHBIE
HaOmoneHus b [1, 5].

CylecTBeHHOE 3HayeHUe B TOATBEPXKIECHUM HapylleHUi
TYMOpPaJbHBIX MEXaHU3MOB UMMYyHUTeTa Npu b/l nmeeT BbICO-
KU TUTP aHTUTEN K aKBalopuHy-4, KOTOPbIA BXOAWT B COCTaB
MeMOpaHbl MAaKPOMOJIEKYJISIPHOTO KOMILIEKca acTpoiutoB. Ero
MOpakeHUe BbI3bIBAET OTKPBITHE BOAHBIX KaHAJIOB U MPUBOIUT
K IMOTEPE BHYTPUKJIETOYHOro Na' ¥ IOMagaHuIo B KJIETKY DIIIO-
ramara, 4To BbI3bIBaeT ee anonTos. I1o muenuro T. Misu et al. [10],
YyBCTBUTENBHOCTh onpeaeneHusi AT Kk akBanopuHy-4 mipu B/l
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cocrabigeT 91 %, a cneuuduuHocts gocturaetr 100 %. Turp
naHHbIX AT B CBIBOPOTKE KPOBM KOPpPEJIMPYET C pa3Mepamu
0YaroB B CIIMHHOM MO3re 1 yacToToii oboctpenuii b/ [15].

3abosieBaHE HAUYMHAETCs TMOAOCTPO WJIM MMEET XpOHWYe-
ckoe TeuyeHue. B mosoBuHe ciyvyaeB pasButuio b/l mpemiie-
CTBYIOT TlepeHeCeHHble MHMEKIMM WM CTPECC, Y OCTaTbHBIX
HauuHaeTcsl 0e3 BuaAMMol npuuuHsl |1, 5]. Ipeobnanarot nanu-
eHtol (o 90 %) ¢ peuuauBUpYIOIIUM TedeHHeM [15]. Pexe
BCcTpeuaeTcss MoHo(pasHoe Teuenue (15-25 %); BTOpUUHO-TIPO-
rpeccupylolliee TedyeHue HexapakTepHo. I[IporHoctuueckumu
dakTopaMu peuuauBUpylolero TeueHus bl ABAsSIOTCS KOpOT-
Kue peMuccuu (o 6 Mec), XEHCKUU ITOJI, MO3MHUI BO3pacT
HayaJla 3a0o0jieBaHUSI, OCTATOYHbBIM OBUTraTeJbHBI AePUIIUT
nocje obocTpeHUs 3aboyieBaHUs, HaJU4ue COMYTCTBYIOIIEH
ayTOMMMYHHOI NaTOJIOrMY U HaJluuKe B chiBopoTKe IgG cnenu-
GUYHBIX K akBanopuHy — 4 [10].

ITatoMmopdonornyecku npu b/l mopaxkaroTcsi 3puTeIbHbIE
HEepBbI, XMa3Ma, cepoe M Oejioe BelleCTBO CIIMHHOTO MO3ra,
ruroTrajgaMyc U cTBoja Mosra. [Ipu Mukpockonuu oOHapyXuBa-
eTcsl BOCIajuTe bHas MHGUIbTpalMs, odyar (oyarvd) IMOJHOTO
Hekpo3a ¢ umnodaraMu, akCOHaJIbHbIMU LIapaMu, 30HOM 1eMue-
JIMHU3ALIMU BOKPYT ovara, JUMdOo- 1 MIa3MOLUTaAPHBIMU TTEepU-
BacKyJISIpHBIMM MHOWIbTpaTaMu B CIIMHHOM MO3Te, TOJIyIIapUsIX
0OJIBIIIOrO MO3ra U ero CTBoJIe, rurnepTpodus 1 npovdepalus
acTpOLMTOB, MMKPOIJIMOIMTOB. B 3puTeIbHOM HeEpBe Takxke
00HApYXUBAIOTCS OyYaru JIeMueIMHUu3aluuu, JuMdolMtapHas
WHGWIbTpALUs U TUNIEPTPOPUPOBAHHBIE ACTPOLUTHI [1].

Hesponornyeckue HapyiieHust npu B/l cBs3aHbI ¢ opaxe-
HUEM CIIMHHOTO MO3ra W 3pMUTeJIbHbIX HepBOB. Yaille cTpaaaioT
IIEWHBIA W TPYAHOW OTAEIbl CIIMHHOTO Mo3ra. KinuHuueckue
MPU3HAKKU 3aBUCAT OT PACIpOCTPAHEHHOCTH Mpoliecca Mo To-
MEePEUYHUKY, YPOBHS MTOPAXKEHUs U KOJEOII0TCS OT MUPaMUIHOM
HEIOCTAaTOYHOCTH 1O Tapa- WM TeTparuieruu (66 %), 4yBCTBH-
TeJIbHBIX HapYIICHHWI MPOBOTHUKOBOIO THITA, Ta30BBIX (58 %)
U JbIXaTeIbHBIX HapyimeHui. Yacto BcTpevarorcst (33 %) cum-
nroM JlepMuTTa ¥ GOJIe3HEHHBIE CyToporu (Kpammi) B Horax [13].
B cayuyasx pacnpocTpaHeHUsl Tpoliecca Ha IPOIOJTOBaThIi
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MO3T N00aBJSIOTCS HEKYMTUPOBAHHAS MKOTA, PBOTA, HECUCTEM-
HOE TOJIOBOKPY>XEHUE, HUCTarM, HEMPOIHAOKPUHHBIE Hapyllie-
Hug (ameHopes, ranakropes) [5]. ¥V 80 % 6GoabHbix ¢ B/l oTMe-
YAEeTCs CYXOCTh BO PTY BCJEACTBUE COMYTCTBYIOIIEH BOCIAIMU-
TEJIbHOW MH(MUIBTPALIUU CIIOHHBIX XeJe3.

IMopaxxenue 3putenbHbBIX HepBOB NMpu b/l Bo3HMKaeT Kak
OIHOBPEMEHHO CO CITMHHBIM MO3TOM, TaK U C TTPOMEXYTKOM OT
HECKOJIbKUX JHEW 1 naxe jeT. [IpruyeM 3puTeibHble CUMITTOMBI
MOTYT BapbUpOBaTh OT CYOKIMHUYECKUX B BUIE MOOJECTHEHUS
JICKOB 3PUTEbHBIX HEPBOB, BBISIBISIEMbBIX TOJIBKO MPU IIeJIEHA-
MPaBJICHHOM OCMOTPE OKYJIUCTOM, JO BBIPAXEHHOW CTEHNEeHU
C pa3BuUTHEM CJIENOTHI BCJIENCTBUE MEpBUYHON arpodun. Hes-
PUTBI 3pUTETBHBIX HEPBOB Yallle ObIBAIOT IByCTOpOHHUMU (41 %),
pexe omHocTopoHHUMH (20 %'). Ipn MpoBeneHNN peTUHATLHOI
ManWUIIPOMETPUU Y OONbHBIX ¢ B/l BBISBISIETCS UCTOHYEHUE
BOJIOKOH 3pUTEJbHBIX HEPBOB, BBIPAXKEHHOCTh KOTOPOU Koppe-
MHPYET C OCTPOTON 3pEHUS, IIKaJaMU KOHTPACTHOTO 3PEHUS
M YUCJIOM peuuanBoB [15].

B nuarHoctuke B/l moMMMO OLEHKU KJIMHUYECKOM KapTu-
I cymectBeHHOE 3HaUeHME UMEIOT uccienosanue LICK u mpo-
BeaeHue MPT cniuaHoro mosra. LICXK B octpoii daze 3abonesa-
HUST XapaKTepu3yeTcsl MOsIBIeHUeM He3HauuTenabHoro (bonee 50
KJIETOK/MM ) JTUM(OIIMTAPHOTO
| meitoumnTo3a. XapakTepHbie
g PC onurokiioHanbHble AT
MOTYT OOHAapyXWBaThCSl TOJb-
ko y 20 % GompHbIX ¢ B/ [5].
XapaktepHoiii MPT mnpusHak
b/ - Bbiasiaenue B T,,, pexu-
M€ TUIEPUHTEHCHMBHOIO ouyara
(ouaroB) IopaxXeHUsl KaK Cepo-
ro, Tak u 0eyioro BellecTBa
C YMHHOTO MO3Ta, BBITSIHYTOTO
W KpaHUO - KayJaJlbHOM Ha-

Prizctencua T 18e1
151 Agr 0K H 842
Fe

20 o b
Y Tr 14 IIED
208

Puc. 6. MPT crnuHHOro Mo3ra

11 paBenun, MPOTSIKEHHOCTHIO
He MeHee TpexX CerMeHTOB
(puc. 6). DTH oYaru CrOCOOHLI

npu BI: Ha ypoBHe C3-C5 omnpene-
JISIeTCsl  oYar TUIEePUHTEHCUBHBIN
B T2 pexume
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K HakoOIUIEHWI0O KOHTpacTa, peako MMeloT macc-addekT. ua-

THOCTMYECKM 3HAYMMO OTCYTCTBUE XapakTepHbiX 1isi PC ouva-

TOB MPU OAHOBpeMeHHOM TipoBeaeHur MPT ronoBHoro moasra.
HNuarHoctuyeckue Kputepuu b/l npencrasneHs! B Tabdn. 3 [22].

Taonuua 3. Inarnoctuueckue kpurepuu BJ1

Kpurepun JlarHoCTU4YeCKH1e MPU3HAKU

1. AGcomoTHBIE 1. OnTuyecKre HEBPUTHI

2. [NonepeuyHblii MUETAT

3. OrcyTcTBUE APYrUX OOJE3HEH C ITOU
CUMIITOMATUKOW

1. bonpime 1. OrcyrctBue npu MPT ronoBHOro Mo3ra
nomaepXuBaiomue | IpusHakoB PC

2. IIpu MPT cnunHoro mosra BbisiBieHue B T,
ouyara, 3aXBaThIBAIOIIETO TpU U OoJiee
TTO3BOHOYHBIX CETMEHTa

3. B HCXK BrIsIBIeHHE TUM(POLIUTAPHOTO
ieionuTo3a> 50 KJIeToK/MM
unu >5 ueitrpodunos/mm’

II1. Masnbie 1. IBycTOpOHHUE ONTUYECCKIE HEBPUTHI
nojpaepxuBaoolye |2. BolpaxeHHbIe ONTUYECKUE HEBPUTHI
CO CTaOWJIbHBIM YXYALICHUEM 3pPEHUS] MEHee 4eM
20/200 kKak MUHMMYM Ha OJIWH TJia3

3. BeipaxkeHHas1 ctabuibHasA ClIabOCTh
B KOHEYHOCTSIX B MOMEHT 00OCTPEHUS
CO CHUXXEHHMEM CUJIbI He MeHee IBYX 0aJlioB
B OHOM MM 60Jice KOHEYHOCTSIX

B xauectBe Meronma JieueHUs] TIEPBOM JIMHUU MpPU 00OCTpe-
Hun b/l npemioxeHo napeHTtepaibHoe HazHaueHue KC. Ilpen-
TMOYTUTENIbHBIM  SIBJIIETCS HA3HAYEHUE METUJIPEIUU30I0HA
B 03¢ 1 I/cyT BHYTpMBEHHO B Ilepuos ot 1 g0 5 gHeii. BoamoxHa
cxema Ha3HauyeHUsl Mpeauu3ojioua BHYTpb B 103e 1 Mr/Kr Mac-
ChI T€JIa €XETHEBHO B KAY€CTBE MOHOTEPAIUU WU B COYETAHUN
¢ azarvonpuHoM (50 Mr/CyT ¢ MOCHAEAyIOUIMM IOBbIIEHUEM
03kl 10 2,5-3 Mr/Kr exenHeBHo). IIpemaparaMy BTOpOid JIUHUUA
neuyeHust oboctpenuii bl aBasitorcs HazHaueHue BBUI B mose
0,4 r/xr B TeueHue 5 nHeil wiau JiedeOHblil I1M ¢ 3ameHoil 11a3-
MBI B pazMepe 55 MJI/KT B TeU€HUE OIHOTO HS, Ha Kypc 7 Mpo-
nenyp B nocienytoiem [15]. TIpu orcyrctBum a3pdexra moaod-
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HOI Tepanuu JUOO MPU MOBTOPHOM 0OOCTPEHUU PEKOMEHI0Ba-
HO Ha3zHaueHue puTykcumaba B go3e 1000 Mr BHYTpPUBEHHO,
1 IOBTODSISI KaXable 2 Heliedu B TedeHue rofa. [1o naHHbIM MyJib-
TULIEHTPOBOI'O MCCJeIOoBaHUs, BKIoyaBliero 7 ueHTpoB B CIIA
u AHriuu, y 25 6onbHbIX ¢ Bl apdekTrBHOCTL puTyKCMMabda
cocraBmwia 80 % [8]. IlpemapaToM BbIOOpa IIPU HEKYIIMPYIO-
meMcss 000CTpeHUU MOXKET ObITh MUTOKCAHTPOH 12 MI/M BHY-
TPUBEHHO €XeMeCsIYHO B TedeHue 6 mecsieB [15]. B kauectse
npodUIaKTUYECKOro CcIrocoda MpenoTBpalleHUsT 00OCTPEHU
MpU MPOTPEAUEHTHO-PEMUTTUPYIOLIEM TeueHuu Bl Moxer Ha-
3HaYaThCcsl MMMYHOMoAyaupyomas tepanus (6eradepoH, Ko-
nakcoH, pedud, aBoHekc) [22]. OmgHAKO B CBSI3U C PEAKOCTHIO
*TOIl TTATOJIOTMY KOHTPOJIUPYEMBbIE UCCIIETOBAHUS TTOKA HE MPO-
HOAWJIUCH. 1S cCMUMIITOMaTUYECKOU Tepanuu OOJIE3HEHHBIX CY-
JIOpOT MOKa3aHO Ha3HauYeHWe aHTUKOHBYJIbCAHTOB (3HKOpAT, 10-
nmakuH). Koppekuusi cmacTUYHOCTU AOCTUTAETCS MPUMEHEHUEM
AHTUCITACTUYECKUX CPENCTB (MUIOKAIM, MAHTPOSIEH), WHBEK-
LUSAMHA OOTYJIOTOKCHHA B 3aMHTEPECOBAHHBIE MBIIIIILI, UHTPA-
TeKaJbHBIM BBeJEeHUEM OakaodeHa C MOMOIIbIO CHeHUATbHON
nomrbl. Perpecc HellpoHanbHOI 00U BO3MOXEH TMPU UCHOJb-
30BaHUM TPULUKIUYECKUX AHTUIECHPECCAHTOB (AMUTPUNTHII-
JINH) WU ILEHTPAJIbHBIX CPEACTB (TMperabajivH, rabareHTHH).
B BoccTaHoButenbHOM niepuonae b/l ucronb3yoT Bce BUABL (u-
3M0TepaneBTUUYecKuX npoienyp (napacdvH, 030KEPUT, TEKTPO-
¢dope3bl MeAMAaTOPOB) U Maccaxk.

Ocmpebiti  paccesnuulit  SHyegaromuesum. QOCTpHIL  pac-
cestHHBIN 3HIedanomuenut (OPOM, octpast aucCeMMHUPOBAH-
Hasa gemueannusamnus, G36.8 mo MKbB-10) - camocTosiTebHast
Ho3ojornueckast opma. OmHaKO y 4acTu OOJbHBIX 3Ta MATOJIO-
rusi okasbiBaeTcs ToibKo cranueir PC. CxoXecTh MaTOreHeTu-
YECKUX ayTOMMMYHHBIX MEXaHU3MOB pa3BUTHSI, MHOTO(DAa3HbIE
BapuaHThl €ro TEYEHUs TMO3BOJSIOT paccMmaTpuBath OPOM
it aToM pazaene. JlaHHas MaTONOTUsI OOBIMHO BO3HUKAET B TE€YE-
HUEe 4 HeJeab TMOC/ie MEPEHECEHHBIX CUCTEMHBIX WH(MEKIUA
C MOPAXEHUEM JbIXaTEJIbHOU CUCTEMBI, KETYI0YHO-KUIIIEYHOTO
TpakTa, NeTCKUX UHMEeKIU (Kopb, KpacCHyxa, BETpsIHKa) JTU00
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nocje BakuuHaiuii. [Tuk 3a60eBaeMOCTU TPUXOAUTCS HA 3UMY
U BecHy. OPOM BcTpeuyaeTcst B 11000M Bo3pacTe, Yallle y AeTeid,
npeobafas y Jull My>ckoro nosia. KinHndeckue mposiBIeHUS
3a00JIeBaHUSI PA3BUBAIOTCS BHE3AMMHO C TMOCIECIYIOIUM Obl-
CTPBIM MPOTrpecCUpPOBaHUEM B TeUeHHUE HECKOJbKUX YacOB WU
IHEeHl. Y MoJOBUHBI OOJBbHBIX UMEIOT MECTO OOIIeHHGpEKIIUOH-
Hble HapyIlleHUs: MOBBILIEHUE TeMIlepaTyphl Tejla, 03HOO, 00-
mas ciabocts. HeBponornueckue nposisieHuss OPOM paznuy-
Hbl U BKJIIOYAIOT KaK OOIIEMO3TOBbIE, TaK U OYaroBbIE CUMIITO-
Mbl. Cpenyd OOIEMO3TOBBIX MPOSIBIICHUIA Yallle BCTPEYaroTCs
TOJIOBHAs 00Jib, PBOTA, HAPYIIEHUS] CO3HAHUS BIUIOTh 1O KOMBI.
Y nui Monomoro Bo3pacTa MOTYT HaOMIOAAThCS SMWIENITUYE-
CKU€ TIPUTMAAKU, TICUXOTUYECKUE PACCTPOUCTBA, JAbIXaTeJIbHbIC
HapylIeHWsI, MEHUHTEeaTbHbIN cUHApOM. O4aroBasi HEBPOJOTU-
yeckast cumnromaTuka npu OPOM pazHooOpa3Ha, onpeaensier-
Cs1 JOKJIM3aluel, BBIPAXKEHHOCThIO BOCTIAJIUTEIbHBIX U IEMUE-
nuHusupyomyx usmeHeHnuit B IHC. XapakTepeH MHOroo4aro-
BbIii HEBPOJOTUYECKUU NEeUIUT, KOTOPBIA TMPOSIBISETCS
KOMOMHAIIMEeN MapaMUIHBIX, MO3XEYKOBBIX CUMIITOMOB, Kpa-
HUAbHOW HEBpoOMaTueil (BKIIIOYasi NBYCTOPOHHEE TMOpakKeHUe
3pUTEBHOTO HEPBA) U aKCOHATBHOU MOJMHEBPOIATUE KOHEY-
Hocteil [2]. ¥V 20-25 % OonbHBIX 3ab0jeBaHUE TPOSIBISICTCS
KJIMHUKOW WM30JIMPOBAHHOIO OCTPOTO TMOMEPEYHOTO MUETUTA
(mapa- wiu TeTpamnapes, Ta30Bble HapyIlIeHWs, TPOBOJHUKOBbBIM
TUIT PAacCTPOCTBA YyBCTBUTEIbHOCTH), B TO BpeMsl KaK Hapy-
IIEHUSI CO CTOPOHBI TOJIOBHOTO MO3Ta BBISIBIISIIOTCS TOJIBKO MPU
nposeneHun MPT. Haubonee Tsxenast popma OPOM - ocTphiit
reMopparuyeckuii JieiikosHuedbatomueantr (00ne3Hbp Xapcra,
G-36.1 mo MKDB-10), KOTOpbIii MPOSIBISIETCS] BhIPaXKeHHBIMU
JIBUTaTeJIbHBIMU PACCTPONCTBAMU, KOMATO3HBIM COCTOSIHUEM,
TOBBIIIEHUEM BHYTPUYEPETTHOTO NaBiaeHus, nosiBineHueM B LICK
TUMGOIUTOB, HEUTpoUI0B U 3pUTponTOB. TeuenHne OPOM
yaie MOHO(a3Hoe, 3HAYUTEIBHO peXe - BOTHOOOpa3Hoe (IByX-
daszHoe, MHOrodaszHoe), yacto nociae otmeHbl KC. B otnnuue
ot PC, cuMmnroMaTuka MOBTOPHBIX OOOCTPEHUI aHaJIOTUYHA
CUMIITOMAaTHKeE MepBOro 3M13o/a.



JuarHoctuka OPOM ocHo-
BBIBACTCSI HA XapaKTEPHOM KIIU-
HUYECKOW KapTUHE, JIMKBOPO-
JIOTUYECKOM U HEUPOBU3yaIU-
YAI[MOHHOM  UCCJIETOBAaHMUSIX.
N LCXK 00BbIYHO BBISIBISIIOT
1 UMPOLUTAPHBINA MICOUIIUTO3,
TOBBIIICHUE OeJIka U HOpMaJib-
HBII YPOBEHb TJTIOKO3bL. TUnuy-
Hble st PC MOHOKJIOHATbHBIE
antutena npu OPOM obHapy-
SKUBAIOT TOJIBKO B 29-58 % ciy-
yaeB, yvaile y B3pocibix [12].
llpu MPT ronoBHOro mosra B
orinuue ot PC B T, pexume
HBISIBJISIIOT ~ MHOXECTBEHHBIE

SIS lien
BT LrepOR ) XD
Withs L2280 ROV 0ty

Puc. 7. MPT ronoBHOro Mo3sra Ipu
OPOM: omnpeneisiioTcs MHOXECTBEH-
Hble aCUMMETPUYHBIE OYaru aeMue-
JIMHU3AIMKU 0eIoro BellecTBa B Ie-
PUBEHTPUKYJISIPHBIX 30HAX

KpYIHbIE WA CIVWBHBIE aCUMMETPUYHBIE OYar TUMEPUHTECH-
CUBHOTO CUTHajJa B O€JIOM BEUIECTBE TMEPUBEHTPUKYISIPHO
(puc. 7), Oa3aJbHBIX TaHIJIUSX, CTBOJIE, MO3XEYKE, CIIMHHOM
mosre (puc. 8), COCOOHBIE K HAKOIUIEHUIO KOHTpacTa U Tepu-
dokanpHOMy oTeKy. [isi OPOM He xapakTepHO Hajiudue

YYaCTKOB ITOHMXKEHHOI MHTEH-
CUBHOCTM curHajia Ha T,
(«uepHble ObIph»), MPT B nu-
HaMMKe y OOJIbHBIX, IlepeHec-
mx OPOM, BBISIBIISIET TTOJIHOE
WIM YaCTMYHOE MCYE3HOBEHHUE
CTapbIX 0YaroB IIpY OTCYTCTBUM
CBEXUX U3MEHEHUIA.

OO1IEenpUHSTOIO JIEUEHUS
(POM wner. C oguHakoBo# 3¢-
(EeKTUBHOCTbIO  TIPUMEHSIIOT
nyasc-tepanuio KC, [1® u BBUT
B cTaHgapTHoO#l nose. B psue
ClTy4yaeB B KOMIUIEKC JIEYEHUS
WUKJIIOYaloT MPOTUBOBUPYCHBIE
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Puc. 8. MPT cnimHHOTO MO3ra Ipu

OPBM: oOMPHEINA YIaCTOK IEMHE-

JIMHU3ALUKM € PACIpOCTpaHEHUEM
ot C5 mo Tb3
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cpeacTBa (aUMKIOBUP, BaiaTpekc). Jasi KynmupoBaHUs OTeKa ro-
JIOBHOTO MO3ra UCMOJIb3YIOT OCMOAUYPETUKU (COPMAHTOJ, MaH-
Huton). bera-uHtepdepoHsl ¢ NpodUIaKTUYECKON 1EJbI0 MpU
5TOM 3a00JIeBaHUU HE UCIOJb3YIOTCSH.

IIporuos nmpu OPOM uamie 61aronpusTHEIL ¢ BOCCTAHOBIIE-
HUEM B TEUEHUE HECKOJIbKMUX HeAeNb WU MecsleB. Pesuayanb-
Hble NBUTaTeJibHbIe HapylIeHUs HaAOJI0JaloTCsI B OCHOBHOM Yy
OOJILHBIX C MPEUMYIIECTBEHHBIM TOpPaXXeHUEM CIMUHHOTO MO3-
ra. IIporHos mpu 6Goyie3nu XapcTa HeOIarompuITHHI, U 3a060-
JieBaHUe 4Yallle 3aKaHYMBAETCS JETaJbHO.
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1.1.2. Cunapom I'miiena-bBappe

Cungpom I'nmitena-Bbappe (CI'b, G61.0 mo MKB-10) - ayro-
WMMYHHasl TOJIMHEBPONaTHsl, XapaKTepu3ylolascs ObICTpO pas3-
HM BalolIMMUCS (MeHee YeM 3a 4 HeJlesu) NBUraTeIbHbIMU Hapy-
IIEHUSIMU B KOHEYHOCTSX U (WIK) TTOpaKeHUEM YeperHbIX Hep-
BOB B COYETaHUU C OEJIKOBO-KJIeTOYHOI auccouuanueit B LICK
[2-5, 9-12]. TlepBoe omucaHue 3TOW MATOJOTUW MPUHAIJIEKUT
¢paniy3ckoMy HeBpoJory J.-B. Landry (1859 r.). 3HaunTe/IbHO
mosaHee, B 1916 T., ero cCOOTEYECTBEHHUKU - BOCHHBIC Bpauu
(i. Guillain, J. Barre u A. Strohl npencraBuin nogpoOHOE OMU-
caHue KJIMHWYECKUX CUMMTOMOB Yy JIBYX COJIaT M OOpaTuiv
MMYMaHue Ha noBblleHre anboyMuHa B LICXK npu orcyTcTBUM
kieroyHoil peakiiuu. B MKbBb-10 aTa naTosorus BKJIOYeHa MO
HazBaHueM CI'b. 3aboneBaHue BCTpeuyaeTcsi BO BCEX CTpaHax
MMpa, HE MMEET CE30HHBbIX KoJyiebaHuil. PacmpocTpaHeHHOCTh
('Th - or 04 no 4 cimyuaeB Ha 100 Teic. Hacenenmst [2, 10].
1 Crpanatot auiia J10060ro Bo3pacrta, HECKOJbKO Yallle MY>KUMHBI.
I BeImEISIIOT ABa HeOoOJbLIMX NUKa 3adoneBaemMoctu CI'b: B 20-
29 net u crapuie 50 net [4]. CpeaHuii Bo3pact Hayasna 3aboJieBa-
HUSI, TI0 HAIIMM JaHHBIM, coctaBiseT 46,6+/-2,0 roga. 3a mo-
cleHMe JeCATUIeTUSI OTMEUYEHO U3MEHEHUE XapaKTepa TeUeHUs!
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BJIT ¢ yMeHbllleHHeM B CTPYKTYpe 3TOM MaTOJOTUU YAEIbHOTO
Beca CI'b, koTtopast B Hactosiiee BpeMms coctasiseT 42,5 %.
Bosie3aHb B OCHOBHOM BCTpedYaeTcsl CIIOpaauvyecku, XOTsl oruca-
Hbl HECKOJIbKO BCIBILIEK C OAHOBPEMEHHBIM Pa3BUTUEM Y COTEH
JIIoJieil B pa3IMUHbIX pernoHax Mupa oT Mekcuku no AnoHuu,
MPUYMHBI BO3HUKHOBEHUSI KOTOPBIX Yallle OCTaBaJUCh HEU3-
BecTHbIMU [10].

CorracHO COBpPEMEHHOU KJlaccu(uKaluu, MpeiToKeHHON
R. Hughes [8], Beiensitor Heckonbko opm CI'b: kitaccuyeckas
¢opma - ocTpasi BocHaauTEIbHAS JeMUETUHU3NUPYIOIIAsl MOIu-
Hesponarust (OBJIT - 75-90 %), octpasi MOTOpHasi aKCOHAJb-
Has ITHIT (OMAH), ocTpasg MOTOpHO-CEHCOpHAasl aKCOHaJIbHas
ITHIT (OMCAH), cunanpom Mumnnepa @uinepa (CM®), octpas
cercopHas ITHIT (OCII) u octpast nanaucaBToHoMusl. Psg aB-
TOPOB TakXe TMpemaraloT BbIACAATb BOCXOJSIIWNA TMapaainy
Jlanapu, KkpaHuanbHyl0, (hapuHro-11ePBUKO-OpaxuaibHyo Ghop-
my CI'b [4, 6, 10].

OtuonatoreHed CI'b okoHuarenbHo He uzydeH. CI'b oTHO-
CUTCS K YUCITY TOJUITUOJOTMUECKHUX M OpraHOCTeNM(UIECKUX
ayTOMMMYHHbIX 3a0oneBaHuii [12]. YcraHOBIE€HO, 4TO TPOBO-
LIUPYIOUIMMM areHTaMu €ro pa3BUTHsl SIBJSIOTCSI LIMUTOMerajio-
BUpYC, BUpyc DnuuteiitHa-bappa, Bupychl npocroro (1-ro u 2-ro
TUIIOB) U OIOSICHIBAOILIETO reprieca, BUPYChl renatuta A u B, Bu-
pyc uMMyHoaedulIMTa 4YeloBeKa, Mycoplasma pneumoniae,
Haemophilus influenzae [7, 9]. B nocienHue roabl ycTaHOBJIEHA
MaToreHeTUuYecKasi CBSI3b MeXIy OaKTepuaabHOW WHbeKIuen
{Campylobacter jejuni), KTUHUYECKU TPOSIBISIOLLIEICS racTpo-
SHTEPUTOM, W MOCJAEAYIOIIUM Pa3BUTUEM TSKEIbIX IpPOsiBIIE-
Huii BATII, yaie OMAH wi OMCAH. B ocHOBe n1aHHOIO Mpo-
1ecca JIeXXUT MEeXaHU3M MOJIEKYJSIPHOW MUMUKPUM (TIOAPOOHO
M3JI0KEHO B 2.2).

MunieHbto UMMYHHBIX peakuuii npu OBIII saBasitoTcs
IIBAHHOBCKWE KJIETKU (JIEMMOLIMTHI) U MueIuH, a npu OMAH
u OMCAH - akconemma nepudepuyeckux HepBoB [8]. B pas-
BUTUU MAaTOJOTMYECKMX M3MEHEHMIl MPUHUMAIOT ydyacTHe Kak
KJIETOYHBbIE, TaK U TyMopaiabHbie MexaHu3Mbl. [Ipu CI'b mpowc-

50



XOIUT aKTUBaUUsl aHTUTeHcnenudpuyeckux T-TMM@oIuToB,
MPOBOCTIAJIUTENBUBIX IUTOKWHOB, HapylIeHWE remMaToaHIledha-
nuyeckoro Oapeepa. OTMeudaeTcsi HapacTaHUE LUPKYIUPY-
IOIIMX AaHTUTAHIVIMO3UAMBIX U aHTUIIMKOIUIUAHBIX AT (GM1,
(IDla), a mpu CM® - k ranrmuo3uay GQIlb, npeobiagatoiemy
W [J1a30[[BUTATEIbHBIX HepBax [2, 3]. 3a cueT akTUBALIMU CUCTE-
Mbl KOMILUTEMEHTa O0pa3yloTcsl W OTKJIAAbIBAIOTCS Ha TOBEPX-
HOCTU MeMOpaH IIIBAaHHOBCKMX KJIETOK MeMOpaHOaTaKylollue
KOMILIEKCHI, KOTOPbIE B COYETAHUU C BO3JICUCTBMEM Makpoda-
roB npuBondT mpu CI'b K nepBuUYHON AeMUEIMHU3ALUU TIepU-
¢eprueckrxX HEPBOB B 00JIaCTU MepexBaToB PaHBbe C Hapyiie-
HMEM MeXaHu3Ma MpoBeaeHus 1o HuM [7]. @opmupoBaHUe Ma-
Tojorndyeckux uamenenuit npu CI'b, kak mpaBwio, OTJIMYAETCS
00paTUMBbIM TeUeHUEM OJarofapsi MajbIM pa3Mepam 30H IeMue-
nuHu3aumu (puc. 9, D), B KOTOPBIX MOYTH Cpa3y HAUMHAIOTCS
MPOLIECCHl PEMUETMHU3AIIMKA C 00pa3oBaHUEM 0oJiee KOPOTKUX
CerMEeHTOB MHUEMHA U MEHBIIUM, YeM OOBbIYHO, AUAMETPOM
(puc. 9, E, G). TsxecTb aKCOHAJIBHOU JECTPYKIIUU OMPEIEIIsi-
€TCSl CTEMEeHbIO BBIPAXKEHHOCTM MMMYHHOTO OTBETa U IIMPOKO
BapbUpPYET, OMpEAesisi CHEKTP Pe3UAyalbHBIX TOCIEICTBUNA
(1 b [4].

OcHoBHbIMU TIaTOMOpdosiornueckumu  fipuzHakamu CI'b
SIBJISIIOTCSI O4YaroBasli BOCHAIUTENbHAsT WHQMWIbTpAIUS U Cer-
MeHTapHbIi pacnan muenuHa. Mubwnsrpate! npu CI'b cocrosit
U3 MOHOLIMTOB, Makpodaros, JUMGOLMTOB U I'PaHYJOLUTOB U
TepBOHAYAJIbHO BO3HUKAIOT B 00JIacTH TiepexBaToB PaHBbe U Ha-
ceukax muenuHa (IlIMunra—JlaHTepMaHa) W BO3HUKAIOT yXe
U TiepBble 1HU Oosie3HU. CerMeHTapHbBIN pacrajg MUeIuHa Mpu-
COEIUHSIETCST TTO3XKE U KOJIEONETCS OT HEOOJbIINX YYaCTKOB J0
PacIpOCTPAHEHHOTO TMOPAXEHUST TTO BCEH OKPYXXHOCTU BOJIOK-
Ha [4, 6]. Bropuuneim pu CI'b siBsieTcst peTporpagHoe paspy-
IIEHWE aKCOHA, KOTOPOE TMPOSIBISIETCS YMEHbBIIEHUEM €ro TOJ-
IIWHbI C AUCTAIBbHOU BAJUIEPOBCKOW JeTeHEepalueii HEpBHOTO
BojiokHa (puc. 9, B). Perenepauusi akcoHa MpOUCXOOUT MyTeEM
Pa3BUTHUSI TOHKUX CIA0OMUETMHU3UPOBAHHBIX MUO(DUOPUILI
(cnpaytunr, puc. 9, F). PenHHepBaiusi neHEepBUPOBAHHBIX
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MBI HUKOTIA HE MPOUCXOAUT MOJHOCThIO. Mopdosiornueckue
n3meHeHust B HTHC npu CI'b paznnyatorcsi OT HE3HAUYUTEIbHBIX
HUePUBACKYJISIDHBIX MH(UIBTPATOB B TOJOBHOM WJIM CIIMHHOM
MO3Te J0 BBIPaXXEHHBIX U3MEHEHUN B (hOopMe MHOXECTBEHHBIX
04YaroB JIeMUETMHU3ALUU B O€JI0OM BellleCTBe MOayIlapuii, Mpo-
nudepaluy KIeTOK Makpo- U MUKPOTJIUU, aTpO(GUU BEPXHUX
U HUXXHMX MOTOHEMPOHOB, pacmaja MUEIMHOBBIX BOJOKOH IO
XOIy NUpaMUAHBIX IyTel [5].

Takum obpazom, marogorundyeckue usmeHeHus npu CI'b mo-
I'YT pa3BUMBAThCsl MO HECKOJbKMM BapuaHTaM: 1) orpaHuuYeHUe
MaToJIOTMYEeCKUX W3MEHEHUU, TMepexol K peMUeMHU3aLUN
C MOCJEOYIOIM TMOJHBIM ero BoccTaHoBieHUeM (80-90 %);
2) ToKaJlbHOE MPOTPEeCcCCUPOBaHUE MpoIiecca C BTOPUYHON aKCo-
Ha JIbHOW JereHepalueil BCIeaCTBUMEe OTeKa M BOCTAJIeHMUSI, YTO
MPUBOAUT K PE3UAYaTbHBIM SIBJICHUSM Pa3JIUUYHON CTENEHU BbI-
paxkeHHOCTH; 3) MPU HEJOCTATOYHOCTU KOMITIEHCATOPHbBIX MeXa-
HU3MOB U (WJIM) NMPUCOCIUHEHUU UMMYyHOAe(UIIMTAa HACTyMmaeT
1 eHepaM3aLus JeMUeTMHU3UPYIOLIETO Ipoliecca ¢ pacipocTpa-
HEHMEeM ero Ha BeChb JJIMHHUK 1IepeOpOCIMHAIbHONW OCH, Kak
MpaBUJIOo, C JeTabHBIM UCX0I0M; 4) XpOHU3aIlUs Mpoliecca.

Knunnyeckue npossinenuss OB, OMAH, OMCAH u CM®
paznuyatorcs. Kak mpaBuiio, pa3BUTUIO TIEPBBIX HEBPOJIOTHUYE-
ckux npusHakoB OBIII kak camoii yactoit ¢opmbl CI'b 3a
1-3 Hemenu B 60-70 % ciydaeB TpEMIIECTBYIOT Pa3iWYHBIC
BocHanuTeNbHble 3aboneBanus (OP3, cMHycUT, TOH3WUIUT U Jp.).
Y ocTranbHBIX OOJIBHBIX 3a00JieBaHWE pa3BUBaeTCSI Ha (OHE
nojiHoro Osaromnosyyust [2]. st 37Ol MaTOMOTUM XapaKTepHa
yeTkasi CTaliuiHOCTD Mpoiiecca [4, 5]. B OONbIIMHCTBE ClyyaeB
CcTaausl MPEABECTHUKOB HAYMHAETCSI C YYBCTBUTEJbHBIX Hapy-
IIEHUI B HOrax u (Win) pyKax U nByMs Tunamu 6oneii. [TepBbrii
TUI XapaKTepU3yeTcsl MOSIBIIECHWEM HOMOIIUX Oojeli B obaactu
MO3BOHOYHMKA, SITOAMII, TepeHeil U 3aJHell MOBEepXHOCTH Oe-
JIep, YCUJTUBAIOIIMXCS TIPU IBUKEHUSIX. BTopoit Tim 6onu mpen-
CTaBJIeH OOJIE3BHEHHBIMU CYyJOpOTaMU (KpamIin), TapecTe3usiMU,
JCKEHUEM, TIPeo0IafaloliMMi B TUCTAIbHBIX OTAENax KOHed-
HocTeid [1]. OHeMeHMe IepBOHAYaJbHO IOSBIISIETCSI B HOTax,
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a CIyCTs HECKOJbKO 4YacoB WU AHEHW - B pykax. HapymeHus
TMOBEPXHOCTHOU UYYyBCTBUTEIBHOCTU HAOIONAIOTCST Y OOJIBIIIMH-
CTBa OOJILHBIX B BUJE TUMAIT€3UN WU TUIEPAITre3un U (Win)
TUMEpPNaTUU U 4Yalle HOCAT CUMMETPUYHBINA MOJVMHEBPUTHYEC-
CKUIf XapakTep, MHOTAA MpUoOpeTasi BOCXOMSIIMNA TUIT Ha XU-
BOTE W IpyIHON KieTKe. [1yboKasi 4yBCTBUTEIbHOCTD (MBIIIIEU-
HO-cycTtaBHas) cTpagaet B 20-50 % ciydaes [3].

Crenyromas cragus (CTaaus apajiudeil) mposiBIsIeTCs] CUM-
METPUYHOW MBIIIEYHOU CIab0oCThlO, Yalle B MPOKCUMATIbHBIX
OTHAeNlax KOHEYHOCTEN B BUJIE HUKHETrO Maparapesa WM TeTpa-
nape3a. Bo3MOXHO He3HauuTeIbHOE TpeobiajaHre ClaboCcTh
Ha OJIHOW CTOpPOHE Teja WM €€ MEPEeKPECTHBIA xapakrep (Ha-
npuMep, B TIPaBOiA pyKe U JIEBOW Hore). XapaKTePHbI CHIKEHUE
MBIIIIEYHOTO TOHYCA, BBIMAJCHUE CYXOXMUJIBIIO-TIEPUOCTATbHBIX
pedaeKcoB, MOJIOXKUTEIbHBIE CUMITOMBI KOPEIIIKOBOTO HATSIKeE-
HYsI, 60JIe3HEHHOCTh HEPBHBIX CTBOJIOB TTpH Haybmanuu. Y 50 %
OOJIBHBIX MOPAXalTCsl YEPEIHbIe HEPBBI, Yalle JUIEBOU JTUOO0
KaynaiabHasl Tpymmna, ¢ (popMupoBaHUEM OYIbOAPHOTO CUHIAPO-
Mma (aucdarusi, ou3apTpus, IUCGHOHUSI, KOTOpPble MOTYT ObITh
BBIPAKEHBI B PA3JIUYHON CTeNeHU). ATpO(PUU MBI KOHEYHO-
creit, dubpwursuun 1ist OBAIT He xapakTepHBI.

ITopaxenue BereraTuBHOII HepBHOI cuctembl npu CI'b ot-
MevaeTcsa y 65 % GONBHBIX M MPOSIBJISIETCS OT JICTKUX CEerMeH-
TapHBIX HApyIIeHUN (TUIMEPTUAPO3 JIMOO CYXOCTh KOXHU TYJIO-
BUII[A, JIAJJOHE W CTOM) AO BBIPAXEHHOW MNaHAUCABTOMOMUU
B (GopMe HapyllleHWH cepAeyHOro puTMa, CUHYCOBOW Opagu-
WIN Taxukapauu, jJadwibHoro AJl [11].

V 20-30 % 6oabHbIX ¢ CI'B nMeer MecTo IbIXaTeabHasK He-
noctatoyHocTh. JI. M. TlonoBa BelaenwIa N9Th IPUYKH €€ Ghop-
MUpoBaHus [6]:

1. [TopaxkeHue KOPEIIKOB CIMHHOTO MO3Ta U nepudepruieckux
HEPBOB, UHHEPBUPYIOIIUX Auadparmy, MexXpeOepHYI0 MYCKYJIa-
Typy, BCIIOMOTaTeJbHbIE AbIXaTeJlbHblE MBIIILIBI, MPUBOISIIVE
K OCJIA0JICHUIO WIU MPEKPAIEHUIO JbIXaTeTbHbIX ABVKCHUMN.

2. TlopaxeHue SI3bIKOIVIOTOYHOIO, OJYXKIAIOLIEro U IOdb-
SI3bIYHOTO HEPBOB NMPUBOAUT K HapYyIIEHUIO (DYHKIIMK MBbIIIL

54



MSITKOTO Heba, TIOTKM, TOPTaHU, SI3bIKa C HApYyIIEHUEM IPOXO-
JMIUMOCTHU AbIXaTEbHBIX MyTEW MW 3aKYMOPKOW MX.

3. IlopaxkeHre KOPELIKOB U MeprudeprudecKux HepBOB, UH-
HEPBUPYIOIIMX MBIl OPIOIIHOTO Mpecca, auadparmy; pac-
CTPOMCTBO MEXaHM3Ma KallIeBOro peduiekca, CaMOOYMIIEHUS
OpPOHXMATBLHOTO JepeBa.

4. BeIKJTIOYEHUE U3 IBIXaHUST YYaCTKOB JIETOUHOW MapeHXu-
MBI - aTeJIeKTa3bl, aCMUPALMOHHbBIE THEBMOHUH.

5. PaccTpoiicTBo HepBHO-TpodUYeCKUX (PYHKIUU BCIEA-
CTBHE MOPAXEHUsI LIEHTPOB BETETATUBHOW WHHEPBALIMU JbIXa-
TEJIbHBIX ITyTEWH.

PacnpocTpaHeHue nemuenuHu3Mpyoouero npouecca Ha [IIHC
MOXET COIPOBOXIATbCS TPUCOCAUHEHUEM runeppedIeKcuu,
MaTOJIOTMYECKUX CTOMHBIX 3HAKOB, BOCXOSIIIETO YPOBHS Hapy-
IIEHUSI YYBCTBUTEJIHHOCTHU, Ta30BbIX PACCTPOMCTB, CTBOJIOBO-
MO3XEYKOBOIo cuHApoMa. B kimHanveckoit kapture y 20 % ma-
IIMEHTOB BCTpeuaeTcsl «(heHOMEH KJIMHUYECKUX AUCCOLIMALINIL»,
KOTOPBIU MPOSIBJISIETCSI HEOOBIYHBIM COYETAHUEM CHUMIITOMOB.
Hamu BbISIBIIEHO HECKOJIBKO BapuaHTOB (peHOMeHa: 1) Bhimasne-
HUE TIYyOOKUX pedeKCOB MPU COXPAHHOCTU BCEX BUIOB UYB-
CTBUTEJIBHOCTU Ha KOHEYHOCTSIX; 2) MUCTAJbHbIE TApe3bl PyK
W TPOKCHUMAJbHBIE - Ha HOTax; 3) OTCYTCTBUE TIYOOKHUX pe-
(hJIeKCOB B COYETAHUU C MATOJOTUYECKUMHU CTOMTHBIMU 3HAKAMU
WY MAPAMUJIHBIM MBIIIEYHBIM TOHYCOM [3].

Ilocne moCTHMXEHUSI MAaKCUMaTbHOU BBIPAXXEHHOCTU CHUM-
MTOMOB 32 MEpPUON He Oojiee 4 Helesb HACTYMaeT MepUoJ CTa-
Ounu3zaiuu (IJ1aTo), KOTOPBIA Tpoaorkaercs 2-4 Henenu, a 3a-
TeM cTaaus BoccTaHoBieHUs. Y 6 % OonbHbix ¢ CI'b mocie
CTabWIM3aluy KJIMHUYECKUX CUMIITOMOB OTMEYAeTCs TOBTOP-
HOE HapacTaHWe HEBPOJIOTMYECKOU CUMIITOMATUKU, KOTOPOE
0003HayYaeTcsl KaK «CBSI3aHHBIE C JIEUEHUEM (QIIOKTyaluu» -
treatment-related fluctuations [12]. Ctagusi BOCCTaHOBJIEHMUS
MPOJOJIKAETCS OT HECKOJIbKUX Henesib 1o 1-2 mer. Kak mpasu-
JIO, TIEPBBIMU PETPECCUPYIOT HAPYILICHUS, CBSI3aHHBIE C TIOpa-
>KEHMEM YepEemHbIX HEPBOB, 3aTEM HapacTaeT CUJia B pyKax, Mo-
TOM B HOTaX W JIUAIIb MOCTE UAET BOCCTAHOBJIEHUE HAPYIIEHHON
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yyBcTBUTeNIbHOCTU [12]. OcobeHHocThio OBJII saBasercs
MOJIHOE BOCCTAHOBJIEHUWE HapylleHUil y 75-80 % OGONbHBIX.
B 15-20 % cnyyaeB OTMeYaloTCsI pe3uAyalbHbIC SIBJICHMSI,
yaile B BUAEC NBUTATENIbHBIX WU CEHCOPHBIX HapYUIEHUW WU
HelporaTuyeckux 0oJieil.

Penxoe (6-8 %) mposiBienune OBJIIT - kpanunanbHast ¢op-
Ma, TpU KOTOPOU HAOIIOMAETCs MHOXECTBEHHOE MOpaXXeHUe
YepenmHbIX HEPBOB, MPU 3TOM KOPEUIKW U HEPBbl KOHEYHOCTEM
CTpajaloT HEe3HAYUTEJIbHO, a BEIeCTBO MO3ra OCTaeTCsl MH-
TaKTHBIM. [[JIs1 3TOI MaTOJNIOTUM XapaKTEpPHO CUMMETPUYHOE
MopakeHue JBYyX U 0ojiee YepemHbIX HEPBOB (OCOOEHHO 4acTo
JIMLIEBOTO HEpPBA), MTUCCOLMALIMS MEXIY TpyObIM HapyllleHUEM
(GYHKIMM 4YeperHbIX HEPBOB U OTCYTCTBUEM OOIIEMO3rOBbIX
W TPOBOIHUKOBBIX CUMIOTOMOB, CYOKJIMHUYECKOE HapylleHUE
HEPBOB KOHEYHOCTe! B (opMe rumo- wiu apedeKCuu, au-
CTJIbHOW TUTECTE3UN WIN MapecTe3uu |[5].

CM® Bcrpevaetcs B 1-5 % Bcex nposiBienunii CI'b [3, 10].
Knunuyeckue nposisaeHuss CM® cocTaBisioT TpUaay CUMIITO-
MOB: |) ocTpoe pa3BuUTHE CUMMOTOMOB MOCJE PECMUPATOPHOUI
nHbekuuu; 2) OunatepalbHyl0 OMTAIBMOIUIETUIO, aTaKCUIO,
rurnopedaeKcrio 0e3 YyBCTBUTEIBHOTO WJIU IBUTATEIBLHOTO Je-
¢unura; 3) mporpeccupoBaHue 3a00J€BaHUSI OT HECKOJbKUX
IHEl 10 Helelb C MOJHBIM BbI3IOPOBJICHWEM B TeueHUE He-
CKOJIbKUX MeCSILeB. ATakCus TIpU TaHHOM 3a00JIeBAHUY MOXET
WMETh NBOUCTBeHHY1O Tipupony. M. Ficher o0bsicHsn Hapyie-
HUE paBHOBECUSI «HEOOBIYHBIM COCTOSIHMEM TeprdepruyecKoro
HeBpoHa». OgHaKo ceHcUuTHBHAas aTtakcust ipu CM® BcTpeuaer-
cs He Bcerga. BHeapeHue cOBpeMEHHBIX METONOB MPUXU3HEH-
HOW BU3yaJu3alMd TOJOBHOTO MO3ra IMO3BOJIUJIO OOHAPYXWUTh
MHaTOJOTHUIO MO3XKeuKa 1 ero myreil [5]. Psag aBTopoB gomyckaer
coueraHue mpu CM® Kak CEHCUTMBHOI, TaK U MO3XEYKOBOM
aTaKCHUM BCJEACTBUE LEHTPAIbHOU 1 Tlepudeprudeckoil aemue-
nauHu3anuu [12]. M30upatenbHOe MopaxkeHue IIa30JBUraTellb-
HbIX HepBOB Mpu CM@P 00bBsICHSIETCS OOJBIIUM COAEPXKaHUEM
dpakuunii rmukoaunuaoB GQlb, yemM B mepemHUX WM 3aJHUX
KOpelllKax CIIMHHOIO MO3ra, MO3TOMY OHM OKa3blBalOTCS MU-
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IIEHbIO MPOUCXOASAIIMX ayTOUMMYHHBIX peakiMil Mpu JaHHOM
narosioruu. Apedaekcuro npu CM® cBsI3bIBAIOT ¢ MIOTEPEii alle-
TUJ XOJINHA U3 TEPMUHA Jiel epudepuyecKrX HEpBOB, UTO KITU-
HUYECKU MPOSIBIISIETCS JIETKOW MOJMHEBPOIIaTUEN.

Octpast maHaucaBToHOMUS (ocTpast BerertatuBHas ITHIT)
onucaHa MeHee yeM B 1 % ciydaeB CI'b u mposiBisieTcst H30J11-
pPOBaHHBIMM TPU3HAKAMM TUCOYHKIIMM CUMITATUUECKOW U Ta-
pacUMIIaTUYECKO HEPBHOM CUCTeMbl, B TOM YMCJIe OPTOCTaTH-
YECKOW TMIMOTEeH3Mel, TaxukKapaueil, HapylieHueM CepaeuHOro
pUTMa, CYXOCTbIO IJla3, aHTMAPO30M, HapylIeHWEeM aKKOMOja-
uuu. B psime ciydyaeB BO3MOXHO €€ coueTaHue ¢ apeduekcueit
U IUCTaJIbHBIMU YYBCTBUTEIbHBIMY HAPYIIEHUSIMU B KOHEYHO-
crax [3].

Ocrtpast cencopHast ITHIT Bctpeuaetcsiy 1 % GObHBIX, MPO-
SIBJISIETCSl U30JIMPOBAHHBIMU HapylIEHUSIMU TIyOOKON M (UJn)
MOBEPXHOCTHOW YYBCTBUTEIbHOCTU TPU OTCYTCTBUU AeDULIU-
Ta aBUTaTeNbHBIX QYHKIUA. Psgom uccaenonareneit OCII pac-
cMmaTpuBaeTcs ToybKo Kak ctagus OBJIIT [12].

OMAH (3 %) u OMCAH (1 %) - nauGosee TsKenbie Ghop-
Mbl CI'b, yacTo accolumpoBaHbl ¢ KAMIMJIO0AKTEPHOU UH(EK-
LMel ¢ npeobyiagaHueM TMEePBUYHOM JereHepaluu akcoHa Haj
nemuenunuzanuei [4, 9, 10]. OMAH mnposiBisieTcst TOJIBKO BbI-
paxkeHHO# ¢J1ab0CThI0 B KOHEUHOCTSIX MPU OTCYTCTBUU M3MEHE-
Huii yyBctBUTEeNbHOCTU. OMCAH xapaktepusyercst ObICTPhIM
pa3BUTHEM TSIKEJIOTO JBUTaTeIbHOTO U CEHCOPHOro aedexra,
HepeaKo ¢ HapylIeHWeM AbIXaHWSl C MEUIEHHBIM U HEIOJHbIM
voccraHoBjieHHueM. O0e ¢opMbl yaile BcTpevyarorcsa B IOro-
Boctounoit Azuu [11].

HuarHoctuka CI'b ocHoBaHa Ha XxapaKTEpHOW KIWHUYE-
ckoit kaptuHe, naHHbix DHMI u pesynprarax LHCXK. quarxo-
CcTUYeCKHe KpUTepuun 3abojieBaHUS MPEACTaBIECHbI B Ta0J. 4.

CneunduunbiMm CI'b TUKBOPOIOTMYECKUM TTPU3HAKOM SIB-
HsieTcst oOHapyxkuBaemasi y 90 % GONbHBIX GEJTKOBO-KIIETOUHAS
muccoumnanus B LICXK ¢ 5-7-ro nHs 6one3nu [2-4,9]. B nepByio
Heleao comepxkaHue Oenka ocraercss B HopMme. B mocnemyro-
meM ypoBeHb Oenka B ILICXK kone6nercs ot 0,5 mo 4,5 r/n
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Tao6nuuma 4. JuarHoctuaeckue Kputepun CI'b [3]

Kpurepun JluarHoCTUYeCKUe TPU3HAKU

1. O6nmuratHBIC 1. Iporpeccupyroliiast MplieyHast cnadboCcTb
B BEPXHMX M HIDKHUX KOHEUHOCTSIX

2. CHIDKeHUe WIN OTCYTCTBUE PedIeKCOB
B MOPaXEHHbIX KOHEYHOCTSIX

II. Jonomavrensaele | 1. Hapactanue cuMritoMaTiKy Ha MPOTSDKEHUM
HECKOJIbKUX JHEW WM Helellb (I0 4 Helelb)

2. CUMMETpPAYHOCTb CIMITTOMOB

3. Jlerkue HapyilleHUsT YyBCTBUTEIBHOCTHA

4. BoBiieyeHre YeperHBIX HEPBOB, OCOOCHHO
JIBYCTOPOHHEE MOPAKEHUE JIMLIEBBIX HEPBOB

5. BoccraHoBIIeHME, HAYMHATOIIEECS CITyCTs 2-4
HeJIeNIM TIocIe TIpeKpallieHust TTPOrpecCupoBaTh

6. BeretatBHast TUCHYHKIVS

7. OTCyTCTBYE IMXOpanKy B Hayajle 3a00JIeBaHMsT

8. Boicokoe conmeprkanve 6enka B LICK, kiieTouHbIin
cocraB MeHee 10 KieTok B 1 MM’

9. Turmmxble naHHbie DHMI

II. Uckmouarouwe | 1. [pr3Haky 60TymM3Ma, MMACTCHIM, TIOIMOMMEITUTA,
TOKCUYECKOM MOJTMHEBPONIATUN

2. HapymeHne ooMeHa mophyprHOB

3. HemaBHO niepeHeceHHast murepust

K 3-4-i1 Henmese 3a0o0JieBaHUSI. DTOT MoKaszaTesib KOCBEHHO OTpa-
»KaeT MPOHULIAEMOCTb TeMaTodHIe(daTNIecKoro 6apbepa 1 HOCUT
NporHocTUYecKuii xapakrep. C rurnepaib0yMUHEMUEH CBSI3bIBa-
IOT MOSIBJIEHME OTeKa JIMCKOB 3pPUTEIbHBIX HEPBOB MpPU Helpood-
TaJbMOJIOTMYECKOM OCMOTPE («IICEBA03ACTOil»), IIPOTEKAIOIIEM
0e3 CHIDKEHUSI OCTPOThI 3peHus1 [6]. B KjieTouHOM cocTaBe OObIU-
HO He 6oJiee 10 MoHOHYKIIeapHbIX TuM@onuToB. Hammaue B LIC2K
ooree 50 reiikonuToB uckimodaeT nuario3 CI'b [2.,4, 12].

OmnpeneneHe B ChHIBOPOTKE KPOBU OOJBbHBIX ayTOAHTHUTEJ
K TaHTJIMO3UIaM CBUAETENIbCTBYeT B mosibdy CI'b, a takxke mo-
moraeT B auddepeHIanum MoATUNIOB 3a00JieBaHUS: Harpu-
Mmep, autu- GQIlb mpy CM® u G Dla-npu OMAH [10]. OmHako
TUTP BTUX AaHTUTEJ] HE KOPPEJIUPYET C TIXKECThIO 3a00JieBaHUS
U HE BJIMSIET Ha MPOTHO3 [8].

B niepsrie muu Havana CI'B, naske mpy HaIWM4YUU SIBHBIX JIBU-
raTeJibHbIX PAcCTPOMCTB B KOHEUHOCTSX Mokasatesu DHMI
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MOIyT ObITh HOpMaTbHBIMU [5]. XapaktepHblie miss CI'b mpu-
3Haku npu DHMI mosiBistiorest y 85 % GONBHBIX B TEUCHHE
TIEPBBIX TPEX HEIEb 3a00JIeBaHUsI: 3HaUnTeNIbHOE CHIDKeHre CITU
HO nepudepuyeckuM HepBaM, Mcue3HOBeHUe F-BOJIHbBI, CHUKe-
HUE BETMUYUHbBI U U3MEHEeHUe JaTteHunu M-otseta [4, 10].

Huddepenuunanpubiii nuarHo3 CI'b mpoBoauTCsl ¢ 1IUAPO-
KM KpYroM 3a00JIeBaHUIA: MOJUOMUEIUTOM, MOJUMUO3UTOM,
MMACTEHMEl TpaBUC, OOTYIM3MOM, OCTPOH MepeMmexaroliencs
noppupueii, gpyrumu I[THIT (Tokcnueckumu, mucMeTaboOIMye-
CKMMU U JAp.), KOHBEPCUOHHBIM pPacCTPONCTBOM, MH(MAPKTOM
MO3ra B BepTeOpo-0a3wisipuoM OacceifHe, HelpoOOoppeIro3oMm,
BUY-nopaxkeHneM HEpPBHOW CHUCTeMbl W Np. B KiIMHWYecKoi
MPAKTUKE MBI CTAJIKUBATUCH C cuTyauusiMu, Koraa 3a CI'b omm-
OOYHO TIPUHUMAIUCH CIIy4au MapOKCU3MATbHOW MUOILIETUM.
')Ta TaTOJOTHSI TaKXKe XapaKTepu3yeTcsl OCTPbIM DPa3BUTUEM
BSUIOTO Tapajimya CKEJETHBIX MBIIII, KOTOpasli CBs3aHa C Maro-
JIOTUE MOHHBIX KaHAJIOB. B 3aBUCMMOCTU OT COAEPXKAHUS Chl-
HOPOTOYHOTO Kajiusl 4Yallle BBIAENSIOT TUIMEepKATUEMUYECKUNA
W TUMOKaJTUEeMUYECKUM Tapaind. JlaHHas MaTtogorus MOXeT
HOCUTb TEePBUYHBIA (HACIEACTBEHHO AETEPMUHMPOBAHHBIN),
HO yalle MMeeT BTOPUYHBIN XapakTep, CBSI3aHHBIN C TMoTepeit
KaJIusl MpU TOJIONAHUM, OECKOHTPOJILHOM IpHEMe TUYPETUKOB,
MaTOJIOTUU XeJTyJOYHO-KHUIIIEYHOTO TPaKTa U Modek. B orminuue
oT CI'b MbleyHast ¢j1aboCTh MPU MUOIUIETMM HOCUT BHE3all-
HbII XapaKTep, MOXET MEHSIThCS Ha MPOTSIKEHUU IHS, COIMpPO-
BOXIAeTCsl M3MEHEHWEM COAepKaHUSI ChIBOPOTOYHOIO Kajusl,
OTCYTCTBMEM CIIOHTAaHHOW akTUBHOCTU npu ODMI U xapakrep-
HbIMU U3MeHeHusIMU Ha OKIT.

Jleuenne OonbHBIX ¢ CI'b BKIIIOYaeT MCMOJIB30BAaHUE HeE-
cnenu@UuIecKux 1 crienududeckux MmetonoB. Hecrienguueckue
METO/Ibl BKJIIOUYAIOT YXON 3a KOXeW M CIAM3UCTBIMU, CaHAIUIO
pTa - HOCOIJIOTKM - TPaxeoOpOUXUaJIbHOTO NepeBa, Mpeayrnpe-
XIeHUE BHYTPUOOIBbHUYHOU WHGEKIMU, OOpbOY C MPOJIEXKHSI-
MU, KOPPEKIIMIO BOIHO-COJIEBOTO COCTaBa KPOBU, CEPAEYHO-CO-
CYIMCTBIX PACCTPOMCTB, KOHTPOJb 32 COCTOSSHUEM MOYEBOTO Iy-
3bIpsl M KUILIEYHUKA, MEPOIPUATUS MO Tepanuu AbIXaTeJbHbIX
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HapyllIeHUI, CBOEBPEMEHHBII MepeBoA OOJbHBIX CO CIIOHTaH-
Horo apixaHusi Ha UBJI npu CHUXEHUM XKU3HEHHOW €MKOCTHU
Jlerkux 10 15 M1 Ha 1 Kr Maccel Tena [6].

Metonamu BbiOopa creunduueckoro JiedueHuss CI'b B Ha-
crosiiee BpeMsi ¢ paBHOW 3(pHEeKTUBHOCTBIO SIBISIOTCSI MPUMe-
Henue BBUI u 0onbiieoobeMusblii 11D [2, 4, 9, 11]. BBUT Ha-
3HaYyaloT Mo IByM cxemam: B jo3e 0,4 r/Kr macchl B TeueHUE
5 nmHeit unu 2 r/kr Maccbl 2-5 aHei [11]. TIP mpoBoasT ¢ ynae-
HueM He MeHee 35-40 mul r1a3mbl Ha 1 KT Macchl Tejla 32 OUH
ceaHc, 2-4 pa3a Ha kypc [4, 7, 10]. IlIupoko pacnpocTpaHEHHOE
paHee nedyeHue KC B HacTosiiiee BpeMsi He DPEKOMEHIYeTCs
B CBSI3U C T€M, UTO B Psiic KOHTPOJIUPYEMBIX UCCIeIOBAHUN 10-
Ka3aHO OTCYTCTBUE 3HAUUTEIbHON pa3sHUIIBI MEXAy TpyniamMu
6onbHbIX, nonyyaBmux KC u mraneo6o [4, 10-12]. Jomyckaercs
couetaHHoe ucnonb3oBanue KC u BBUT [11]. Pazpaboran me-
TOI UMMYHOCOPOIIMM JIMKBOPA, KOTOPBIN 3aKJTI04aeTcs BO (hpak-
nmoHHoM ¢dwibTpoBaHuu LICXK yepes cnenuanbHble QUIBTPHI
C MaJIbIM pa3MepoM mop. MeToJ MO3BOSIET YMEHBIIIUTh COEP-
xkaHue B LHCXK aHTumuenuuoBbix AT U TeM caMbIM YCKOPUTH
npoliecc pemuenuHusanuu [5]. PeabunuraninoHHbie MEPOTPUSI-
TUSI BKJTIOYAIOT JIeYeOHYI0 (PU3KYIBTYpY, Maccax, (U3NO- U TICHU-
XOTeparuio, KOppeKIUo Heil poraTu YecKoi 00iv ¢ MOMOILIbIO
rabaneHTUHa win nporadanuHa B noze 300-1200 mr/cyr [1].

IIporuno3 npu CI'b paznuuaeTrcss y pa3iuvHbIX ero (opm.
Jlyumree (mo 80 %) BoccraHoBieHUe Habomaetcs mpu OBJIII.
OcTaTouHble SIBJICHUSI TIpH 3TOM (popMme oTMevaroTes y 5-22 %
OOJIBHBIX, KOTOpbIE MPSIMO KOPPEIUPYIOT C BBIPAXEHHOCTHIO
CUMIMTOMOB 3a00JIEBaHUS U JJIUTEIbHOCTBIO JOCTUKEHUS (Da3bl
miaro. B 5-8 % ciydaeB BOCCTAaHOBJICHUSI HE MPOMCXOIAUT BO-
BCE U JIETAJIbHOCTh KojiebieTrcs or 2 10 8 % [3, 4, 10]. Menee
OonaronpusaTtHbi nporHo3 npu OMAH u OMCAH, npu koro-
PHIX pe3uayaibHbIe IBICHUST oT™MevaroTcs Y 50 % OGOJIbHBIX.
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1.1.3. XpoHunyeckas BOCHAJHUTEJIbHAA
NEeMUEeJUNU3UPYIOIAs NMOJUHEBPONATHUS

XpoHUUYECcKass BOCTMANUTEJbHAS NEMUEIUHU3UDYIOIIAS T0-
HuHeBpomatusi (XBJII) - ayromMMmMyHHassT ITOJMHEBPOIIATHUSA,
XapakTepusylolasicss MeIJIEHHO MPOrpecCUpyrIIUMU JBUTA-
TeJIbHBIMU U YYBCTBUTEJIbHBIMM HAPYIICHUSIMU B KOHEUHOCTSIX
u (M) TopaxkeHUeM KpaHMaJIbHBIX HEPBOB, NOCTUTAIOIIMMU
MakcuMyma 6oisiee yeM 3a 8 Hemenb [2, 8-10]. Panee a3ta maro-
WOTUsI paccMaTpuBajach Kak XpOHUYECKUI BapuaHT CUHIpoOMa
I'u itena—bappe. Ilpuopurer B BbiaeaeHuu XBJIII B camocrtos-
TEeJIbHYIO HO30JIOTMYECKYI0 (HOPMY NMPUHALIEKUT aMEPUKAHCKUM
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HeBpojoraM P. Dyck et al. B 1982 r. [11]. 3aboneBaHue BcTpeya-
eTcsl BO Bcex cTpaHax ¢ yactoroi 0,5-4 ciaydasa Ha 100 Thic. Ha-
ceJieHUsI, B JIIOOOM BoO3pacTe, BKJOYasl JETCKUU, HECKOJIBbKO
yame cpeau MyxuuH [3, 5]. CoBpeMeHHOU 3MUAeMUOIOrnYe-
CKOIl 0COOEHHOCThIO 3a00I€BaHUS SIBJISIETCSI €r0 MpeobianaHme
B cTpykType BJII1, KoTopoe, Mo HallMM AaHHBIM, COCTaBsISIET
47,5 %. B Bo3pacTe Hauana 0OJe3HU OTMEUEHBI aBa muKa: 40-
50 net (Gosiee BbhIpaxXeHHBINM NMUK) U ctapire 70 net (2-i muK).
CpenHuii Bo3pacT Hauyana 3abojieBaHUs cocTaBisieT 55,2 +/-4,2
rozaa.

OtuonaroreHe3 XBII okoHuaTebHO He BhIsICHEH. B oTnu-
yue or CI'b BupycHas, OakrepuaibHas WH@EKUUU, BBEACHUE
BaKIIMH, CBIBOPOTOK, CTPECC WTPAIOT POJib MTyCKOBOro (pakTopa
pa3BuUTHST 3a60ieBaHUS TOIbKO Y 20 % GonbHBIX [2]. B HacTosi-
mee Bpemsi B opmupoBanuu XB/I1 mokazaHa posib Hapyiie-
HUIl B pa3sNMUYHBIX 3BEHBSIX KIETOYHOTO U TYMOPAJIbHOTO WUM-
MYHHOTO OTBETa, HallpaBJICHHBIX MPOTUB MHUEJIUHA Niepudepu-
yecKuX HepBoB. OCHOBHOI MMIIEHBIO ayTOUMMYHHBIX peaKInii
nopu XBII ciayXaT raHraMo3uabl U TJIUMKOJUIIMIbI, SIBASIOLIM-
ecss KOMITOHEHTaMU MUEJIMHOBOW OO0O0JIOUKHU, BBIMOJHSIONIEH
B HEpBE CTPYKTYPHYIO U TpaHcHOpTHYIO pyHkuuu. [Ipu XBIII
noBbilieH TUTPp AT K cyibdaTUpOBaHHOMY TIKXYpOHWI-Mapa-
rnodo3uny (sulphated glucuronil paragloboside), LM, GMj,
GD,, [12]. CsasbiBanue stux AT ¢ snuronaMu akcoJIeMMbl U
MMEJIMHOM B 00JIacTU MepexBaToB PauBbe BbI3bIBa€T CErMeH-
TapHYIO NEMHUEIWHU3ALUI0O U HapyllIeHWEe MeXaHW3Ma caibTa-
TOPHOT'O MPOBEeAEeHUS TO mepucepuuecKuM KopelikaM U He-
pBaM [11]. AKTUBaIMsT ayTOpeakTUBHBIX T-TUMOIIMTOB Ha Tie-
pudepuun, BocmpusATUe OEJKOB MHUEJMHA KaK YYXEPOAHBIX,
HapylIeHUe MPOHUILIAEMOCTH reMaTosHIledaTnieckoro daprepa
CMOCOOCTBYIOT BBIAEJICHUIO TMPOBOCTAIUTEIbHBIX ITUTOKUHOB
(dbaxTop Hekpo3za onyxoau-aibda, UHTEpHEPOH-TaMMa, UHTEP-
JIEUKWH-2) U JaJbHEeIlIeMy MOBpPEXAeHNUIO HEPBOB [7]. B MeHb-
IIEl CTEeNEHU CTPalaeT OCeBOU LUIUHApP (aKCOH), B OCHOBHOM
MUETMHU3UPOBaHHbBIE A-0eTa BOJIOKHA, OTBEYalollKWe 3a BOC-
MpusTUE TIyOOKOI, B TOM YUCJIe BUOPAIMOHHON U TaKTUJIBHOM,
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YYBCTBUTEJILHOCTU. BaXHyl0 pojib B pPa3BUTUU 3a00JI€BaHUSI
WUTpaloT UMMYHOTEHeTUYEeCKre (hakTophl: y 0onbHbIX ¢ XB/II
vamie onpenensiercss reH HLA (DRw3, D3, BS§, Al, Aw30
Aw3l) [2]. OcHoBHOI1 NpuYMHON MenjaeHHOro pasButus XBIII
SIBJISIETCSI UMMYHOJIOTUYECKM OOYCJIOBJIEHHAs CJIab0CTh caHOre-
TMETUYECKUX MEXaHU3MOB, HE CIOCOOHBIX MOJHOCTBIO MOJAaBUTH
W JIMKBUAWPOBATH MATOJOTUYECKUIA MPOIECC, HO JOCTATOUHBIX
IUISL ero orpaHudyeHus [6].

IMTaTomopdonorudeckuie HapyuieHus npu XBJIIT ckimamgsiBa-
FOTCS U3 ABYX TPYyMM MPU3HAKOB: MOpPaXXeHUE MUEIMHOBOW 000-
JIOYKU nepudeprudecknuXx HEPBOB (CEerMEHTapHasl IeMUETUHU3A-
IHSI, pEMUEIVHU3AIMS, CHUXEHUE YWCIa HEPBHBIX BOJOKOH,
(opMUpOBaHNE «TYKOBUYHBIX TOJOBOK») M U3MEHEHUSI UHTEP-
CTULIMAIBHOW TKaHU (OTEK, SMUHEBPAIbHOE U 3HIOHEBPATIbHOE
BOCIAJICHUE, MPOSIBISIOIIEECs
mumdoruTapHoil U Makpoda- qu"“‘
TaTbol MHQUIbTpaLUeil, pyo- | .
1ieBaHueM). Pexe BBISIBISIOTCS
MPU3HAKU aKCOHAJIbHOU Jere-
Hepauuu [10]. CoueraHue Boc-
MATATETBHON JTUMOOIIUTAPHOI
WHWIBTPAIUU U HEPABHOMEP-
HOTO pacrpenesieHus] MUeInHa
¢ (opmupoBaHUEM «IyKOBUY-
HBIX TOJIOBOK» SBJISIETCH Xa-
PaKkTepHbIM MOP(OTOTUYECKUM
narrepHomM XBIII (puc. 10).
Ilpu >n€eKTPOHHOW MUKPOCKO-
mu nepudepudecKkux HEpPBOB
BBISIBJISIETCSI aKTUBAIASI MaKpO-
GaroB ¢ neHerpauuenn 6asaib-  pyc. 10. Mukpodoro] padus. Pop-
HO MeMOpaHbl UM CMEIICHUEM MUpOBaHHE «IYKOBMYHLIX  TOJIO-
LATOIUIa3Mbl  LIBAHHOBCKOI BOK» B HepuhepuieckoM Hepse Mpu
KIeTkn. Makpodary BHeIpsi- XBAII: MHOXecTBEHHBbIE — KOJIbLA
10TCS MC)KI[y 6a3aj1],1—10171 MeM- N3 4YaCTUYHO pPa3pyHICHHBIX IIBaH-

y 5 HOBCKHX KJIETOK, OKPYXaloT 2 MHe-
OpaHOii, OKpyXalolei cion JMHU3NPOBAHHBIX aKCOHA.
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MMeJIMHA, U HauboJjiee MOBEPXHOCTHO PACTIONOXEHHBIMU YacTsI-
MM MUEJMHOBOI O00OJIOYKU, a 3aTeM OTCJIauMBalOT MUEIUH, TO-
JIOOHO pacKpyuyuBarouieMycsi pylioHy oymaru [7]. Y yactu 6071b-
HbIX OOHApYXMBalOTCSI MOP(MOJIOrMYecKre MPU3HAKU CMeIllaH-
HOro (aKCOHAJIbHOTO W JAEMUEJIUHU3UPYIOIIETO) TOpakeHUs
nepudepruuecKux HepBoB [5].

Knunauueckue nposisienusi XBJIIT otnuyaroTcs moamMop-
(Gu3MOM CHUMIITOMOB, KOTOpbI€ 3aBMCSIT OT BO3pacTa Havaljia
3a00JiIeBaHUS, TUMA €0 TeUeHUs] U XapaKTepPU3YIOTCSl CTaauii-
HOCTbIO TIpoliecca. Hauano 3aboseBaHus yaiie 1e00TUPYeT cTa-
el TpeIBeCTHUKOB, KOTOpasi MOXET COCTaBISITh OT HECKOJIb-
KHX MECSILIEB IO HECKOJIBbKUX JIET U TPOSIBJATHCS MPEXOASIIUMU
CEHCOPHBIMM HapyIlIeHUsSIMU B KOHEYHOCTSIX (OHeMeHHe, 00Ju,
napecre3un). I1o muenuto 3. C. MaHenuc, ajs 3Toil craguu 60-
JIE3HU XapakTepeH «(hEeHOMEH YIpaBJsSIeMbIX PEMUCCUN» -
CIMIOHTaHHOE YAY4YIIEHUE COCTOSIHUSI OOJbHBIX MOCAe HOYHOTO
CHa, BBIXOIHBIX, oTIycKa [3]. Cragus pa3BuUTUS Mapajiudeir xa-
paKkTepusyeTcsl MOCTENEeHHbIM pa3BUTHEM CUMMETPUYHOM cla-
00CTM B MPOKCUMAbHBIX U AUCTAJIbHBIX OTIEIaX HUXKHMUX KO-
HEYHOCTEeN, HapacTalolluX MO BbIpaKeHHOCTU B TeUeHUE 8 He-
nenp u 6onee. Hambosee TUMUYHOW SIBIISIETCSI CEHCOMOTOPHAS
dopma XBAII (77-85 %), mpu KOTOpOii y OOTBHBIX B OMMHAKO-
BOIl Mepe UMEIOTCS Kak ABUTraTebHbIe, TaK U YYBCTBUTEbHbBIC
HapylIeHUs] B KOHEYHOCTSIX. MpblllieyHasi ci1aboCcTh B KOHEUHO-
CTSX - HauboJiee yacThlil KiIMHM4YecKuii nmpusHak XBIII, koro-
pelii BeTpedyaeTcs B 72-94 % ciydaes [11]. BeipakeHHOCTh Tia-
pe3oB Bcernma mpeobianaeT B HOrax, YTO MPOSIBISIETCS 3aTpyi-
HEHUsSMU TIpU XOAbOe IO JIECTHULE, TpPU BCTaBaHWUU U3
ITOJIOXEHUST Ha KOPTOYKax, MageHUusIMUA. Y 42 % GOJbHBIX CITy-
CTSl HECKOJIbKO HENEeNb WU MECSIIEB OTMEYAETCS BOCXOJSIIEE
TeYeHWe U TPUCOeNMHEHUE CIabOCTU PYK, OJHAKO BbIPaKEH-
HOCTb Tape30B B pyKax Bcerma MeHblle, 4YeM B Horax.
MpeieyHast ciadocth B KoHeyHocTsx nmpu XBJIIT conpoBoxna-
eTCSl CHUXEHUEM CYXOXWJIbHO-TEPUOCTATbHBIX pedIeKCOB
(Jamie BBIMANAIOT AXWILTOBBI peduieKChl) 1 aMUOTPOGUSIMHU, TIPe-
obGyagarolMx B 6epax U rojieHsx. B peakux ciayyasix npu 3Toit
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MaToJIOrMU HabJoAaeTCs MOXyJaHUe MBIIIILL pyK W JIKIa ¢ 3ara-
JIEHWeM BUCOYHBIX objacteil. YyBCTBUTENbHbIE HapyIIEHUS
npu XBIl umeror mecto B 60-80 % ciydaeB, mpeoGiamast
B pykax [10]. ¥ 10 % G0JBbHBIX CEHCOPHBIE CUMIITOMBI SIBJISIIOT-
Csl €IMHCTBEHHBIM WM JTOMUHUpYIOIIUM mnpu3HakoM XBIIII
(Tak Ha3pIBaeMbIe amapagiuTuieckue hopmel). Beraeasior mo3u-
TUBHBIC UyBCTBUTE/IbHBIC HapyllleHus (00sb, rUInepecTe3us, Tu-
repriatvsi) U HeraTUBHbIe (TUIIECTE3UsI, aHECTEe3Us1), KOTOpbIe
MOTYT CMEHSTH APYT Ipyra Ha MPOTSKEHUU Ooje3HU. Xapak-
TEpHBIM CUMTAETCsl MpeodyiafjaHue HapylIeHU TyOOKOW 4JyB-
CTBUTEJIbHOCTM HaJ MOBEPXHOCTHOW M AUCTAJbHBIM €ro TUII
B BUJE «II€PYATOK» U «HOCKOB» [2]. boJjieBoil HeBpomaTuyecKuit
cUHApoM (Ipeobsaganue 0osell XKTydyero xapakrepa) Haomona-
erca y 20 % OGOMBHBIX M COIMPOBOXIACTCS MOJOXUTEIbHBIMU
CUMIITOMaMM KOPEILKOBOTO HATSKEHUsT U 00Je3HEHHOCTHIO
HEPBHBIX CTBOJIOB Npu naibrnauuu [9]. BeretaTtuBHbIE, Oyiib-
OapHble, Ta30Bble W AblxaTeJbHble HapyweHus i XBJIT
He XapaKTepHBI M BCTPEYAIOTCs B eAMHUYHBIX ciydasx. ¥ 25 %
OOJIBHBIX B TATOJOTMYECKUI MPOIIECC BOBJIEKAIOTCS YEPEIHbIE
HEpBbI, Yallle APYTrUX MopaxaeTcs JUIEBOW HEPB (BO3MOXHA
diplegia facialis). TlpakTUuyecKd HUKOTIA He CTpaaal0T OOOHSI-
TEJIbHBIA U 3pUTEIbHBII YEPEITHBIE HEPBHI.

Teuenne XBJIII MoxXeT OBbITh MPOIPECCUPYIOIIUM, PEMUT-
TUPYIOLLIMM, PErpeccUupyloiuM M cTaudoHapHbIM. HaubGonee
TUIIMYHBIM SIBJISIETCSl pEMUTTUpYIOlllee TedeHue 3aboJieBaHusl,
KOTOpoe BCcTpevaeTcs B 48 % ciiydaeB vallle Yy JUII CPEIHETO
¥ MOJIOJIOTO BO3pacTa ¢ AByMS U 60j1ee 000CTPEHUSIMU MPOLIeC-
ca ¢ mocienyomuM yiaydienveM [3, 10]. B 17 % caydaes, mipe-
WMYIIECTBEHHO Y JIMI[ MOXUJIOr0 BO3pacTa, HabomaeTcsl He-
VKIIOHHOE TIPOTPeCcCUpOBaHNE KIIMHIUYECKUX CUMIITOMOB. Y 20 %
MalMeHTOB OTMeYaeTcsl CTallMOHAapHOEe TeYeHUe, KOraa HEpe3Ko
HbIpaXeHHbIE MPU3HAKM 3200J1€BaHUsI COXPAHSIIOTCS Ha MPOTS-
KEHUW MHOTHUX JieT. JIo HacTOSIEero BpeMeHW HE OIpelesieHa
Ho3osiornyeckasi camocrosTenbHocTh XB/IT ¢ ocTpbiM Haua-
qoM (y 16-20 %), KoTopast HaUMHAETCsS OCTPO ¢ OBICTPO Hapac-
Talollero TeTparnapesa, a 3aTeMm, mocje ¢das3bl CTaOMIU3AIUH,
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MOXET YJIy4lIaTbCsl B T€YEHUE HECKOJbKUX JIET C PE3UTyasib-
HBIMU SIBJICHUSIMU DPA3JIMYHOU CTENEHU BBIpAXKEHHOCTU [4].
IIpenmnonarate Hajmmuue octporo aedroTta XBJII MoneHo B ciie-
OyoIIUX ciaydasx: 1) orMeudaeTcss 3 u OoJsiee BMU30A0B YCYIy-
OJIeHUST KIIMHUYECKUX CUMIITOMOB; 2) €ClTA YXyIIIeHWEe Hauu-
HaeTcsl He MeHee 4yeM depe3 2-3 Mecsla mocie aediora 3adoie-
BaHus [10].

Huarnoctuka XBJ/IIT ocHoOBaHa Ha XapaKTepHOUW KJIMHUYE-
CKOl KapTWHE, JIJaDOpPaTOPHBIX NaHHBIX, pe3yiabraTax OHMI
U OUOTICMU UKPOHOXHOTO HepBa. JIMarHOCTUYECKe KpUTEpUu
3a00JieBaHMsI MIPeACTaBlACHBI B Ta0I. 5.

Tabnuua 5. narHoctuueckue kputepun XBIIT [§]

Kpurepun JlarHoCcTU4YecKHe MPIOHaKH

I. Kimanueckue | 1. TIporpeccupyroliiast Wiyt peMUTTHPYROLIAs
MBIIIIEYHAsT C1ab0CTh, HAPACTAIOIIAS B TEUECHUE
8 Hezenb 1 Ooree
2. CumMMeTprYHast MPOKCUMATTBHAS U TUCTATTbHAST
C1a00CTh BEPXHUX U (WIK) HIKHUX KOHEUHOCTEM
3. CHIKeHMe WM OTCYTCTBHE PeduieKCoB
B MOPaXKeHHbIX KOHEYHOCTSIX

11. JlaGopatopueie | 1. CHmkenue CITN menee 70 % HybKHER rpaHULBI HOP-
MBI HE MEHEE YeM TI0 2 IBUTATENTbHBIM HepBam

2. VposeHb Genka B LICXK Gonee 0,45 1/7, KIIETOUHbII
cocraB MeHee 10 ki1etok B 1 mm’

3. TIpu Guorncuy MKpOHOXKHOTO HepBa KapTUHA
JIEMUETIMHU3ALMN Y PEMUETIMHU3ALIMY, BKITIOUast
TOTEPI0 MUETMHOBBIX BOJIOKOH U TIEPUBACKYISIPHYIO
MHOUIBTPALIIIO

1. Uckmovarone | 1. Hammune crucTeMHbIX 00e3HEH 1 TOKCUYECKOTO
(pakTopa

2. CeMeltHble CTydaun

3. Vi3MeHeHus1 1py OMOTICUM HEpBa, HECOBMECTUMBIE
¢ quarHo3oM XBJI1

Huarno3 XBJIII cuuTaeTcss 1OCTOBEPHBIM MPU HATIUYUU
BCEX AMarHOCTUYECKUX KpUTepueB. BeposiTHBIM AMarHos
XBJIT nmpuszHaeTcs NMpu YCIOBUU BCEX KIIMHUYECKUX U UCKITIO-
YaIUX, a TaKXke 2-T0 U 3-T0 1a00paTOPHBIX NPU3HAKOB. Bo3-
MOxXHbI ArarHo3 XB/IIT ycraHaBnmuBaeTcss Mpu HATUYUU KITUA-
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HUYECKUX, MCKIIOYAIOIINX KPUTEpUEB U J10O0ro OIHOTO Ja-
OopaTOpHOTO MPH3HAKAa.

PaccmaTpuBas KIMHWYECKUE KPUTEPUU, CIEIYEeT YYUTHI-
BaThb atunuuHbie opmbl XBJIII. K HUM oTHOcsITCA ciyyan
3a0071eBaHUsI C TIPEUMYIIECTBEHHO NUCTAIbHBIMU Tape3amu,
YUCTO MOTOpPHBIE (POPMBI, C MUOTOHMYECKUM HapyIIEHUEM
3payKOBbIX pedieKCoB (CUHApPOM Jiau), ¢ aCUMMETPUYHBIM
XapaKTepoM TOpaKeHUsl, OAHOBpeMeHHbIM TnopaxeHuem THC
u I[THC [6, 10]. XBAII ¢ KIMHUYECKMMU MTPU3HAKAMU TOpaKe-
Hust LIHC BctpewatoTcst B 4-5 % ciydaes, 4allle B BUJIE CYyXO-
XXKUIbHO-TIEPUOCTANIBHOU TUTieppedaeKCun, MaTOJOTUYECKUX
CTOIHBIX 3HAKOB, CTBOJIOBO-MO3XXEUYKOBOTO CUHAPOMA, Ta30BbIX
U runotasamudeckux Hapymenuin (1, 3]. CyOxkimHuuyeckue
MPU3HAKU MOpaxkeHus1 Oeoro BellecTBa TOJOBHOIO MO3ra Io
naHHeIM MPT BcTpevarores 3HaunTe bHO yaiie (B 30 % ciyya-
€B) B BUJIE PACCESTHHBIX MEJKUX OYaroB IeMUETUHU3ALNU, TT0-
SIBJIECHUE KOTOPBIX HEJIb3s OOBSICHUTH OPYTUMU TPUYUHAMU
(Bo3pacToM, paHee NEpeHECEHHBIMM TpaBMaMM, WHQEKIUIMU
M 1p.) [6]. ATUIWYHBIM KIMHHUYECKUM CUHIPOMOM SIBIISCTCS
xpoHuyeckasi ataktudeckas [THII, nHorna o6o3Havaemasi Kak
(ANOMAD denorunn XBIAI1 (Chronic Ataxic Neuropathy with
Ophtalmoplegia, M-proteins, Agglutination and Disialosy! anti-
bodies) [12].

IlpunuMas B pacyeTr JlabopaTopHblE KPUTEPUU, CIEIYET
IIOMHMWTb, YTO TNoBhIIeHUE Oeka B LICXK 6omnee 0,45 1/, B oT-
muue ot CI'b, Bcrpeuaerca ipu XBJIIT tonbko y 40-60 % 6oib-
Hbix. [lpu obocTpeHusix konudectBo Oenka B LICXK mMoxeT mo-
BbILIAThCS A0 3,5 I/ YBeJuuyeHHe KJIETOYHOIro cocTaBa OoJiee
50 kierok B 1 mm B LICXK nmsa XB/IT He xapakTepHO U, Kak
MPaBWIO, SIBJISIETCS CJIEACTBUEM WHOU 3TUOJOTMYECKOU MPpUYU-
HBI (Heiipoboppennosa u ap.). ¥ 35-50 % 6GombHbix LICXK He m3-
MEHSIETCS Ha MPOTSXKEHUU Bcell O0osie3HU. J[OMOTHUTEIbHBIMU
nabopaTopHbiMu TpusHakamMu XBJIII sIBasilOTCSI BBICOKOE CO-
nepxanue B IICXK IgG u BeiuucieHue Ig koapduuuenrta (coot-
1 romreHue 1gG B chiBopoTke KpoBU U LIC2K). IToBblIEeHHE 3TOTO
KoahdULMEHTa yKa3blBaeT Ha HapyllleHUWe MPOHUIIAEMOCTHU
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rematosHuedantnueckoro Oapbepa. JlMarHocTuyeckass 3HaAUYU-
MOCTb ToBbllIeHUS AT K MUEIMHY OCTaeTcsl MoKa He BIOJHE
scHoit [7]. PesynbraTel ctumynsuroHHoit DHMI kpome cHU-
xeHus1 CIIM mo mepudepuyecKkuM HeEpBaM MOLYT BBISBISTh
W Ipyrve MPU3HAKW MATTepHA NEeMUETUHU3AIUU: yBEJIUUYECHUE
NMCTaJIbHOM JJaTeHUUM, YaCTUYHBIe OJIOKU MPOBEACHUS MO OIHO-
MYy WJIM HECKOJIbKUM JIBUTATEJIbHBIM HEpBaM, U3MEHeHUe (op-
MBI, JUTUTETBHOCTU U MOJU(ba3HOCTh (3a3yOpeHHOCTh) M-OTBeTa,
otrcyrctBue F-Bomuebl (puc. 11). Kpaiine penko (3-5 %) BbIsiBs-
0T akcoHanbHbIA TUT XBJIIT, KOTOpBI MpOSIBISIETCS WCKITIO-
YUTEIbHO M3MEHEHMEM aMIUIUTYAbl U (opMbl M-oTBeTa npu
HopManbHoil CITU [5]. buoricust UKpOHOXHOTO HEpBa HE SIBJISI-
ercd obcnenoBaHueM «mepBoi nuHuu» tipu XBJIT [9]. bonee
Toro, B 2-18 % caydaeB XB/I1 uzMeHeHUsT TIpu GMOIICUU OT-
cyTcTBYIOT [11].

HuddepenuuanbHbiii nuario3 XB/IT mpoBomar ¢ apyru-
mu ayroumMmyHHbiMu TTHIT (CI'b, MMH, napanpoTerHeMuue-
ckoili Ha (oHe MHOxXecTBeHHOU MmuenoMbl uiau POEMS-cun-
npoma), BocnanutenabHbiMu [THIT (GoppennosHoit, Ha ¢oHe
BUY-undexunu, audprepun), TOKCUIECKON U AUCMeTaboauye-
ckoii ITHIT (kpuTuyeckux COCTOSIHUIA, aJIKOTOJIbHOW, AUA0ETU-
yeckoi u Ap.). OcoOble TPYAHOCTU BbI3bIBAET nUddepeHInanb-

g O S SRR

Puc. 11. DHMTI npu XBJIl: M-oTBeThl, 3amMcaHHbIE HpPHW UCCICIOBAHUM

6osbIIeOepIIOBOTO HepBa MpU AucTanbHOU (1) M mpokcuManbHOU (2) Touek

CTUMYJISIIUU: YBeJIMUYEHA JIATEUTHOCTD, [UTUTEIbHOCTh U UX MOJU(DA3HOCTb.
CIIU cHuxena no 32 m/c

68



Hbli auarHo3 XBJIII u HaciencTBEHHO MOTOPHO-CEHCOPHOM
1THIT I Tuna (neMueTnHU3UPYIOIIEro), KOTopasi Takxke Xapak-
TEpU3yeTCsl MEUICHHO ITPOTPECCUPYIOUIMMU ABUTaTEIbHBIMU
U YYBCTBUTEJIbHBIMU HAPYIIEHUSIMU B KOHEUHOCTSIX, HO IpH
3TOM 3a00JieBaHUM He HabsogaeTcs: nosbilieHus oenka B LICXK
U Opu OUOTNICMM HepBa HET MPU3HAKOB BOCIAIUTENIbHON WH-
dunpTpany. OMHAKO OKOHYATEIBHOE 3aKIIFOUEHUE MOXKET OBbITh
BBIHECEHO TOJILKO MOCJIE JOCTOBEPHOTO U3YYEHUSI CEMEHO-Ha-
eJeacTBeHHOro aHaMHesa W mpsimoit JIHK-auarHoctuku nist
HBISIBJIEHUS U3MeHeHuit B PMP22 rene.

OCHOBHBIMU MeETOZaMU BbIOOpa IMaTOreHeTMYECKON Tepa-
v XB/IIT apnsroress KC, [T u BBUT [1, 8, 11]. YcnoBue xo-
poitero BocctaHoBneHus pyHkunu npu XBJIIT - Havano Tepa-
MUY 0 TUOEIU 3HAYUTETLHOTO YUCa aKCOHOB [2]. DddexTns-
Hoctb KC ormeuaeTrcst B 65-95 % cinydaeB [1]. IIpemapatom
HbIOOpa SIBIsIETCS] TTPenHU300H. Ero 103a 00bIYHO cocTaBsieT
1-1,5 Mr/KT Macchl, KOTopasl 1aeTcsl yepe3 AeHb 0 TOCTUXEHUS
KJIMHUYECKOro 3(p(pekTa B TeUEHUE HECKOIbKUX HEETb U 3aTEM
MOCTeNIEHHO CHUXaeTcsl Ha 5 Mr 4depe3 5-10 mpuemos. Iloa-
nepxuBaromasg go3a (15-20 Mr) mpeaHU30J0HA COXpaHSIETCs
B TeueHre 1-2 yet. B 6-10 % ciydaeB hopMuUpyroTCs ropmo-
HO3aBUCUMbIe (DOPMbI, MPU KOTOPHIX AaXKe MelJIeHHas OTMeHa
npernapara BbI3bIBaeT obocTpeHue mpoiiecca. 1D B kauecTBe
moHoTtepanuu XBJIIT ManoadhdekTriBeH 1 00bIYHO TTPUMEHSIET-
csa B couetanuu ¢ KC [4]. Bo3MOXHO HECKOJbKO MOBTOPHBIX
B TeyeHMe roga Kypcos [1® (o 4 mporeaypbl Ha Kypc) ¢ 3aMe-
Hoit o 2 n/kypc. BBUI' adpdektuBHBI B 56-82 % ciyvaes.
11pumensioT cTaHAapTHYIO 103y 0,4 /KT Beca B TeYECHUE S5 THEIL.
Bo3moxHo mnoBTropHoe BBeaecHue BBUI uepe3 3-4 Henmenu
B MeHblieit no3e (0,2 r/kr Beca, 1-3 undysuii) [5].

IMpenaparamu 2-it TMHUU SBJISIOTCS LIMTOCTATUKU (a3aTHO-
npuH, uKiIodochaH, TUKIOCIOPUH A), KOTOpPbie HAa3HAYAIOT
B KauecTBe MOHOTepamnuu, 1ubo BMecte ¢ KC. IIpennoururenb-
Hee Hayajlo Tepaluu ¢ BBeAeHUs LMKIo(ochaHa BHYTPUBEHHO
(20 r/xypc), 3aTeM a3aTUOINPHUH B TeueHUe 6-8 Mmecsaues. Y mna-
IIUEHTOB C JIETKUMU CHUMMTOMaMu 3a00JeBaHUSI BO3MOXHO
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MPOBENEHUE MarHUTOJA3epOTEPANUU (TeIUA-HEOHOBBIM Jia3e-
POM MO OMOJIOTUYECKM aKTMBHBIM TOYKaM, Ha Kypc 10-12 mpo-
LeAyp) U UMMYHOCTUMYJIUpYIOIIas cxeMa (TUMaJIvH mo 1 wmi
BHYTPUMBIIIIEYHO Yepe3 IeHb, Ha Kypc 10 MHBEKIINIA, yeroBeue-
CKUl TMMAOOUUTAPHBI MMMYHOIIOOYJIWH TO 3 MJI, Ha Kypc
5-6 MHBEKLMI, MEeTHIypallui, BUTAMUHBI Tpymmsl A, E) [6].
BoccranoButensHas tepanus XBJIII BkitoyaeT Ha3HayeHUeE
aHTMOKCHUJIAHTOB (3MOKCUIIMH, aKTOBETMH), MEAMATOPOB (HEei-
POMUIIVH), aHAOOIWYECKUX CPEACTB (peTadonI, MUAJAPOHAT).
Mrpoko MCMONB3YIOT KOMITIEKC (DU3NOTEPANIEBTUYECKOTO Jie-
YEeHUsI, TUIepoapuIecKyto OKCUTeHalHO.

IMTpornoz npu XB/II B 1ieom GiarompusiTeH. YiaydlieHUe
COCTOSIHUSI Ha (hoHE MMMYHOMOIYJUPYIOIIEH Tepanuu Habto-
nmaetcst B 60-80 % caydaes. [1aTuneTHSIS BBIKUBAEMOCTh OOJIb-
Heix ipu XB/I1, mo HammMm gaHHBIM coctaBiser, 94,5 %.
ITporHocTMYECKM HEOJATONMPUATHBIMU TIPU3HAKAMU 3a00JieBa-
HUS SIBJISIIOTCSI BOSHUKHOBEHUE 3a00JI€BaHUSI B TTOXUJIOM BO3-
pacte, BoBiedueHue [IHC, npixatenbHble HapylIeHUs U TTPU3HA-
KU aKCOHAJIbHOM IeTeHEepalluu.
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1.1.4. MynbTudokamrbHasi MOTOpPHAst HEBpOMaTUSI

MynstudokanbHasi MotopHas Hepomatusi (MMH) - mHo-
>KECTBEHHAsl NEMUETMHU3UPYIOIas MOTOpPHAas MOHOHEBpOIIa-
TUsl, MpoTeKawlas ¢ U30JUPOBAHHBIM aCUMMETPUYHBIM TO-
paXeHWEeM JBUTATEIbHBIX BOJOKOH Mepudepuueckux HEPBOB,
npeuMyllecTBeHHO Ha pyKax [1-8]. IlepBoe omucanue MynbTH-
(oKanbHOW JeMUETVHU3UPYIONIEH HEBpOMaTUU CO CTOWKUMU
OJIOKaMU TIPOBEACHUSI MPUHAIEXKUT aMEPUKAHCKUM HEBPOJIO-
ram R. Levis and A. Sumner et al., kotopsie B 1982 r. onucanu
MSTh MAMEHTOB C ACUMMETPUYHBIMU TBUTATEIbHBIMUA U YYB-
CTBUTEJIbHBIMUA HAapYLIEHUSIMU Ha PyKax U MHOXECTBEHHBIMU
omokamu mpoBeneHust npu DHMI. B 1986-1988 rr. psig uc-
cnepoBateneit (D. Chad et al., G. Parri et al., A. Pestronk et al.)
BBIIEIUIN TATOJOTHUIO, KOTOpasi XapaKTepu3oBajlach YUCTON
MOTOPHOU (hOKaNbHOW NEMUETUHU3UPYIOIIE HeBpoHaTUei
¢ (opmupoBaHueM OJOKOB MPOBEACHWSI, U YCTAHOBUJIU €€
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ayTOMMMYHHBIN reHe3 [6]. B Hacrosiee BpeMs CUMTAETCs, YTO
9TO JIB€ OTAEJIbHBIE HO30J0TMYEeCKUE (POPMBI, KOTOPbIE TTOIYyYU-
JIU 3MOHMMUYECKUE HazBaHUs - cuHApoM JleBuca-CamHepa
u MMH. IlocnenHsiss MaToJOrysl CUMTAETCSl PEAKON 0O0Je3HBIO
U BcTpevaeTcs ¢ yactotod 1 caywaid Ha 100 Thic. HaceneHUs.
B OonblvHCTBE WCCIEAOBAHUN YCTAHOBJIEHO, YTO MYXUUHBI
CTpaJaloT yalle >KEeHIIMH (COOTHOIIEHME MYX. : XeH. = 3 : 1).
B 80 % cny4aeB neGroT 3abojieBaHMS MPUXOOUTCS Ha BO3pacT
20-50 net [7]. ITo HamuM AaHHBIM, B cTpyKType Bcex BJIIT ma-
uveHTel ¢ MMH cocraensior 4,4 %, a cpeaHuit Bo3pacT 3a00-
neBmux - 45,3 roga. K HactostieMmy BpemeHu MMH onucana
BO MHOTMX CcTpaHax Mupa. 3a mocjenHue roabl B Poccuu omy-
OJMKOBaH Psii UCCIIEIOBAHUM, KAacaloUIMXCsl KITMHUYECKUX, dJIeK-
TPOUZNOJIOTUYECKUX W UMMYHOJOrMYeckux acnekros MMH
[2-4]. B benapycu aHalOrMYHBbIE UCCIEAOBAHUSI paHEEe HE MPO-
BOAWJIUCK.

ITatrorenes MMH cBs3aH ¢ popMHpOBaHNEM MHOXECTBEH-
HbIX Meakux (or 1-3 MM 1o 2 cM) oyaroB JAeMHUEIMHU3alUU
JIBUTATeJIbHbIX HEPBOB MPEUMYIIECTBEHHO Ha pykax. [Ipu 3Tom
MopaxkeHue MUCTaTbHBIX CErMEHTOB KOHEUHOCTel (Tpeareube,
KUCTh, CTOMa) MpeodianaeT Hal NPOKCUMATbHBIMU (TL1e40, Oe-
npo). YcraHosieHO, uyTo pa3sutue MMH cBs3aHo ¢ BbIpaboT-
KOl ayTOaHTUTEJ K KOMIIOHEHTaM Mepucepruiyeckoro MyueanHa.
Hoctarouno crenvduaabM (10 90 %) 11 3TOi MaTOJIOTHMH CUU-
TaeTcs moBbiieHMe ypoBHS AT Kk ranrmuosumy GM, [3, 4, 6].
OpnHako ux pojiib B pa3Butui MMH oKoHYaTenbHO HE BBISICHE-
Ha. [Ipeanonaraercsi, yTo cBsI3bIBaHUE AaHHBIX AT ¢ MUETMHOM
U (popMHpOBaHME UMMYHHBIX KOMILJIEKCOB B 00J1aCTH TepexBa-
ToB PaHBbE COMPOBOXAAETCSI MHOXECTBEHHOU (hOKaTbHOW He-
MUEIMHU3aIed 1 0J10KaMu MPOBENCHUS UMITYJIbca MO0 HEPBAM
KoHeuHocTe#l [7]. B pe3yiapTaTe ayTOMMMYHHBIX peakluil pas-
BUBaeTCsl JIOKaJbHAsl aKCOHOMATUsI C TMPONYKIIMENH 3KTOMUYe-
CKOM aKTMBHOCTU, MPUBOISIIEH K COKPAIIEHUIO MbIIIEYHbBIX
BOJIOKOH ((pUOpMJUISALINIA), TOJYyYalOlINX WHHEPBAIMIO HUXE
yyactka aemuenuuHusauuu [2]. [MpuuynHa u30UpaTenbHOro MO-
paXXeHUsT ABUTATEJbHBIX BOJOKOH TPU TOYTU MOJHOW COXpaH-
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HWOCTU 4yBCTBUTENbHBIX Tpu MMH BeposiTHO cBsi3aHa ¢ pas3iu-
YUSMM B UX aHTUTEHHON CTPYKTYpe, a TakXKe C pa3IM4YHOI BOC-
NPpUMUMYMBOCTBIO K moBpexnpaomuM dakropam [1]. Ilpu
TUCTOJIOTUYECKOM KCCJIENOBAHUUA MOTOPHBIX HEPBOB BBISIBIISI-
0T IPU3HAKHU JIe- U peMUEeMHU3alnu, GopMUpoBaHUE MaJeHb-
KUX «JTJYKOBUYHBIX TOJIOBOK» U B MEHbILIEH CTETEHU aKCOHaIb-
Wyl JnereHepauuio. B HepBe He OOHapyXUBalOT CyOUEpUHEB-
PaTbHOTO Y 3HJIOHEBPATBHOTO OTEKAa, OTCYTCTBYIOT MPU3HAKU
WOCTIAJIEHUST WJIW TIaTOJIOTUST COCynoB [8].

Knunuueckue mposisnienusi MMH xapakrepusyroTcst Men-
JICHHBIM (B T€UEHUE HECKOJIbKMX JIET) aCUMMETPUYHBIM TMOXY-
JAHWEM MBI PyK. MblllIedHble TUMOTpOoGUM Bceraa npeobia-
AT B KUCTSIX, YTO MPUBOAUT K (POPMUPOBAHUIO MbIILIEUHOM
cmabocT B HUX. JIBUTaTeNIbHbIE HAPYIICHUST JTOKAJIU3YIOTCS
11 30Hax MOBpeXaeHHBIX HEPBOB [6]. Halle Ha pa3sHBIX YPOBHSIX
CTpaJaloT JIy4eBOM, CPEIVHHBINA, JJOKTEBOU U KOXHO-MBIIIEY-
HbIil HEPBbI IOMUHAHTHOM PYKM B pa3MYHbBIX COYETAHUSX, UTO
MpUAaeT KIMHUYECKON KapTUHE Y KaXJIoro OOJbHOrO MO3auy-
HBIIA 1 UHAUBULYaTbHBIN Xapaktep [3]. B caydyasix mporpeccu-
poOBaHUs TIpollecca Yepe3 HECKOJbKO JIET MOXKET MPUCOEeIU-
HUTBCS CJIA0OCTh B MPOKCUMAJIBHBIX WK JTUCTATbHBIX OTAEIaX
HUXHUX KOHEUYHOCTEeH, KOoTopasi, OAHAKO, BCeria BbIpaxeHa
U MeHbleil creneHu. CyXOXUIbHO-NIEPUOCTAIbHBIE pediek-
col ipy MMH waiiie coxpaHeHbl, 4TO CBSI3aHO C HEOOJIBIIIUMU
yyacTKaMM JeMUEJMHU3ALUUU HEPBOB, HE OKa3bIBAIOILIUMU CY-
IIECTBEHHOTO BIUSIHUS HAa (DyHKIIMOHUPOBAHUE PedIeKTOPHON
nyru [2]. Tlpu BeIpakeHHOV cTeneHu atpoduu rirydbokue ped-
JIEKChl Ha PyKax M HOrax MOTYT ObITh aCUMMETPUYHO CHWXKEHBI.
V 2/3 nauuentoB ¢ MMH ormeyvalorcest ¢hacyKy/ISIUU MBIIIIII,
Kpammu 1 MUOKMMUM, KOTOpPbIE MPeo0aalaloT B 30HE MOpaxe-
Hus [1-3]. OnucanHbl cayyan OJHOBPEMEHHOTO MOPAXEHUsT He-
PBOB KOHEUHOCTEM 1 YepeIHbIX HepBOB [4, 6]. HyBCTBUTEIBHEIE,
nupaMujiHbie, OyabOapHbIe, Ta30BbIE, AbIXaTEJIbHbIE, BEreTa-
TUBHBbIE HapyuieHusi He xapakTepHbl mist MMH [5]. Cuwm-
MTOMBI KOPEIIKOBOTO HATSKEHUSI, OOJE3HEHHOCTU HEPBHBIX
CrBosioB He oTMeuatorcsi. Teuenue MMH y OGonbiimHcTBa
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OOJIBHBIX MEMJIEHHO MPOTPECCUPYIOIIEE C COXPAHEHUEM aCUM-
METpHMM Ha BCeM MpOTsoKkeHMM Oone3nu. Bmecte ¢ Tem B 30 %
cllyyaeB OTMEUaeTcsl 4YepeloBaHME PEMUCCUNA U PEelUIUBOB
C pacrpoCTpaHEHUEM MPOIEcca Ha IPYyThe CETMEHThl KOHEUHO-
creit [8]. Tak, y omHOI U3 ceMU HaIIUX OOJIbHBIX UMENT MECTO
peuUIUBUPYIOIIUI XapakTep 3abojeBaHUs TOCe Mepuoaa oT-
HOCUTEJIbHOU CTaOWIu3aluu B TeueHue 14 niert.

HuarHoctuka MMH ocHoBaHa Ha XapakTepHOW KJIWHUYE-
CKOWl KapTWHE, JabOpaTOPHBIX MAaHHBIX, pe3yiabTaTax DHMIT
u MPT. JluarHocTUYECKHE KPUTEPUM 3a00JI€BaHUSI MPEICTaB-
JIEHBI B Ta0II. 6.

Ta6nuua 6. IuarHoctuyeckue kpurepuu MMH

Kpurepuu JlarHoCTU4YecKu1e MpU3HaKu

. Knunuueckue 1. MenneHHas WM CTyleHeoOpa3Hast
porpeccupyomnias ciaboctb
B KOHEYHOCTSIX

2. ACUMMETPUYHOE pacripesiesieHue
MBIIIEYHOU ciabocTu

3. Yuciio mopaXeHHBIX CETMEHTOB
KOHEYHOCTel MeHee 7

4. CHUXEeHME WM OTCYTCTBUE pedIeKCOB
B MOPaXEHHBIX KOHEYHOCTSIX

5. Pyku mmopaxeHbI B OOJIbIIIEI CTEIIEHH,
YeM HOTH

6. JleGroT 3a6oseBanus B 20-65 et

7. OTCcyTCTBUE TIOPAXKEHUST CEHCOPHBIX
BOJIOKOH

8. OTcyTcTBHME OYyIbBApHBIX PACCTPOIICTB

9. OTCyTCTBHME TIOPaXXEHUS LEHTPATHLHOTO
MOTOHEBpPOHA

10. OTcyTcTBHE TPU3HAKOB APYIUX
HEBpOIaTUI

11. OTcyTcTBUE MIPU3HAKOB MUOITATUIA

. J1abopaTopHEIe 1. Yposens 6enka B LICK menee 1 r/n

2. [NoBbIllIeHWE TUTPA AHTUTEN
K rauriauo3uny GM,

3. [1oBbIllIEHNE UHTEHCUBHOCTH
MP-curHana ot 1mae4eBoro CrijieTeHUs!
B pexume T

Tw
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Okonuarnue maba. 6

Kpl/lTCplf[l/l ﬂV[al’HOCTV['{CCKl/lC NpTKaKH

1. Dnexrpodrononornyeckue | 1. JLocTOBepHBII GJIOK MpOBENEeHUS
WMIIYJIbCa 110 MOTOPHBIM BOJIOKHAM
(He Menee 50 %) mpu rouIaroBoM
HCCIeIOBAaHU U

2. BeposiTHBII GJIOK TT0 MOTOPHBIM
BoJiokHaM (He meHee 30 %)

3. Camxenue CIIU, comoctaBuMoe
C IeMUeTMHIOALINE:
MeHee 75 % HUXHEW rpaHUIbl HOPMBI.
JucransiTagd JaTeHTHOCTL Oosiee 130 %
BEepXHEeU TrpaHULIbI HOPMBI, JTUOO MOJHOE
BelnageHue F-BosiH nocie 16-20
CTUMYJIOB. AMITIuTY1a M-orBera
MpU CTUMYJISILMU B IUCTATbHOMN TOUKE
cermeHTa He MeHee 0,5 MB

4. CIIM 1o ceHCOpHBIM HepBaM
¥ aMIUIATya S-0TBeTa B HOpMe

Huarno3 MMH noctoBepeH npu Haimuuu [ kputepust (myH-
kthl 1-J1), II kputepus (myHKT 1) u 111 kputepust (myHKTHI 1 + 4).
BepositHbiii nuarHo3 MMH ycraHaBiuBaeTcsl MpyU HaTUYAU
I xputepus (mynkter 1-3, 6-11), Il kpurepus (myHkT 1) u
III kputepus (myHKTHI 2 + 4). Bo3amoxHbIi nuarHo3 MM H npa-
BOMOUYEH Ipu Hanuuuu I kputepus (nmyHkTol 1, 7—11), II kpute-
pust (myHKT 2 unu 3) u 111 kputepus (myHKTHI 3 + 4) [4].

IIpn oueHKe 1a0OPAaTOPHBIX KPUTEPUEB CIEAYET YUUTHI-
Katb, 4TO0 ¥ 90 % GonbHbIXx ¢ MMH ypoBenp Genka B LICK
He usMeHeH [8]. JluarHocTuyeCcKUid mpu3HaK MoBbllieHUsT AT
iC raHIIMO3ULY GM} JIOBOJIbHO crieuuduueH 111 MMH, Ho ero
YyBCTBUTEJIbHOCTh HU3Ka, TaK Kak AaHHble AT oOHapyXeHbl
MpY MUPOKOM Kpyre npyrux 3abonesanuii: OBJIT, XBIII, mo-
MOKJIOHAJIbHBIX TamMManaTusiX, OOJe3HM MOTOPHOTO HEBpOHa
u np. [4]. B cBs3u ¢ 3TuM nioBbilieHUe TUTPAa AT K raHTIMO3UTy
GMj cuyuTarOT HEe NAaTOTHOMOHUYHBIM Kputepuem MMH,
a JIUIIb AOTOJHUTEIbHBIM MPU3HAKOM, YKAa3bIBAIOIIUM HA UM-
MYHOMATOJOTMYECKUI XapaKTep MOPaKeHUs! ABUTaTeIbHbIX He-
pBoB [3]. IIpu MPT y yactu 6ompHBIX ¢ MMH oOHapyxuBatoT

75



TUNEPTPODPUIO MICHHBIX KOPEIIKOB, Yalle MpU JIUTETbHOM Te-
yeHuu Oosie3Hu. CtumynsunonHass OHMI gBisiercsi ocCHOBHOM
METOJUKOU TIpU 3JEKTPODU3UOIOTMYECKOM TMOATBEPKACHUN
nuarHoza MMH [1-8]. OO0HapyxeHrne MHOXECTBEHHBIX OJIOKOB
MPOBEACHUS UMIYJIbCa U BPEMEHHONW NUCTIEPCUM TI0 IBUTATEIb-
HbIM HepBaM MPEUMYIIECTBEHHO BEPXHMX KOHEYHOCTEil BHE
MECT X TUMMUYHOU KOMIIpecCUU (TyHHENEl) SIBISIETCS TUNY-
HBIM JJIS1 JaHHOTO 3abosieBaHus (puc. 12). bioku nmpu MMH
XapaKTEPU3YIOTCS TOCTOSSHCTBOM W JJIUTEJIbHOCTHIO, MOTYT
CyIIIeCTBOBaTh 10 3 JieT U 6ojiee, HECMOTPSI HA CIIOHTAHHO Te-
KYIIMI UK 00YCIOBJIEHHBIN JICUEHUEM MPOLIECC pEMUETUHU3A-
uuu [3]. B 2701 cBSI3M AJisT 1Ie7IeHATTPaBIE€HHOTO MOUCKA OJIOKOB
MPUMEHSIIOT 0co0ylo MeToauky OHMI momraroBoil ctumysnsi-
i Hepsa 4epe3 3-10 cm [5]. ITo Mepe pa3BUTUSI BTOPUYHOM
aKCOHAJIbHOW NIeTeHEepally BBISIBISIOTCS MPU3HAKU JCHEPBa-
LIUU: TIOTEHUUANbl (UOPUIISALUIA, MOJOXUTEIbHBIE OCTpPbIE
BOJIHBI, HO B OTJIMYME OT aMUOTPO(GUIECKOTO OOKOBOTO CKJIEPO-
3a (ABC) aTu u3MeHeHUsI BBISIBJISIIOTCS TOJIBKO B TEX MBIIIIIAX,
KOTOpbIe MHHEPBUPYIOTCS TOpaXXeHHbIMU HepBamu [1].
Huddepenunanbayto nuarnoctuky MMH nipoBogsr ¢ TyH-
HEJIbHBIMU CUHAPOMAaMHM (3aIsICTHOTO KaHaja, KyOWUTaJIbHBIM,

Puc. 12. DHMI npu MMH: M-oTBeThI, 3aperucTpUpOBaHHBIE TIPY CTUMYJISIIIUNA

CPEeNMHHOTO HepBa ¢ nucTaibHOU (1) 1 MpoKcuMaibHOM (2) TOUeK: BBIPaKEeH-

HBIA OJIOK TIPOBEJIEHUS] U yBeJMYeHUEe BPEMEHHOM AMCIIEPCUN Ha CErMeHTe
3anscTbe - JokTeBou cru6. CITU cHukena o 26 M/c
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I roiioHa), cnuHATBbHBIMU aMUOTPOMUSIMHU (IUCTATbHAS (hopMa),
MOCTHOJMOMUETUTUYECKUM CUHIPOMOM, MOTOPHOU (opMoit
XBAIl. B cBsi3u ¢ moTeHUMaibHOU KypabenbHocThio MMH
MPAaKTUYECKYI0 BaXHOCTb mMMmeeT ero oramuue oT ABC, koTto-
pBIii JOCTATOYHO YacTO OIIMOOYHO YCTAHABIMBAECTCS TAKUM Ta-
uveHtaM. JuddepeHunaIbHO AUAarHOCTUYECKUE TPU3HAKU

MMH u ABC npencrasieHsl B TadJ. 7.

Taonunma 7. IudpdepeHuunanbHas nuarioctuika MMH u ABC

1 Hy6oKUe pedieKChl
byns6apHBIC CHMITTOMBI

YJamie HOpMaJIbHbIC
HE XapaKTCPHbI

JluarHocTuueckue mpu3HaKu MMH ABC
Tun TeuyeHust nporpeccupyioliee, nporpeccupyoniee
peLuauBuUpymoliee,
CcTallMOHapHOe
Temr pa3BuTust MeIJIEHHBI OBICTpPBIN
TurmuHbIi BO3pacT 20-50 et 50-70 net
Jlokanu3zanust [MpeumyniecTBeHHO MpOKCUMaJbHbIE
JIBUTATETbHBIX NUCTATbUbIE Tape3bl W JUCTAJIbUbIE Mape3bl
HapylIeHU Ha pyKax yamie Ha Horax
WHn mape3oB niepudepudecKuii CMEIIaHHBII
<'HMMETPUYHOCTh ACUMMETPUS CUMMETpPUS
MOpaXeHust

YJamie BBICOKUEC
BCTPEYAKOTCA YacCToO

DacuuKyIsIuu He BBbIPaXEHHBI, pacrpocTpaHeH H bie,
BCTPEYaOTCs BbIpaXKeHHbBIE
JIOKAJIbHO

YeperHble HEPBBI MopaxaroTcst PeaKo He MopaxaloTcst

JlpIxaTeabHble HE XapaKTepHBI BCTPEYAlOTCSl 4acTo

HapyLeHUs

Turp anturen GM, BBICOKUIA HU3KHIA

IIMIC MHOXECTBEHHBIE OJIOKM |IIpM3HAKHU ITOPaXKECHUS
MPOBEIEHUsI HAa pyKax | MOTOHEWpoHa

C mo3unuii 10Ka3aTeJbHOW MEIUIIMHBI MMOKA EIUHCTBEH-
HbIM cpeacTBoM JedeHuss MMH B Hactosiiiee Bpemsi sIBsIETCS
npumMeHeHre BBUT'. D deKTUBHOCTD 3TOM IpyMIIbl IIpenapaToB
U KauecTBe CPEACTBa cTapT-Teparuu cocrasisier 70-86 % [1, 5-7].
B mporuecce neyeHust HabMOmaeTCsl Kak HapacTaHUE CUJIbI, Tak
U yAy4lIeHWE TPYJOCITOCOOHOCTU, MOTYT MCYe3aTh OJOKU MpPO-
HraeHus. [lomoxutenbHble pe3yiabrathl BBUIT He 3aBucsr
nT Hatuuus win otcytctBust antuten GMj. Jlo3a npenaparos

I



cocrabisier 0,4-1 r/Kr Ha Kype ¢ ITOBTOPEHUEM Kaxable 4-6 He-
nenb. OmHako Ha (hoHe JIeYeHUs] 3HAUUTETbHOMY perpeccy moj- j
BEPraroTcs JUIIb OTHOCUTEJIbHO HEAaBHO C(HOPMUPOBABIIIUECS
mape3bl, a JUIMTEJbHO CYIIECTBOBABIINE Ne(hEKThl OCTAIOTCS
ctabwibHbIMU [3]. HazHaueHue TabieTUPOBAHHBIX, BHYTPUBEH-
Hbeix KC B MaibIx wiau 0osbux 1o3ax He 3GhEeKTUBHO, a UHO-
IJa UX UCIMOJIb30BAHUE MOXET JaXe YCYryomsiTh TeueHue 3a60-
neBanusa [8]. II® Takxke Hed(pPEKTUBEH WM MOXET BBI3bIBAThH
OJIOKM TIpOBEACHUSI B paHEee HEMOBPEXIECHHBIX cerMeHTax [8].
Ilpuy MMH ponyckaercs ucnosib3oBaHUEe UMKIohochamuaa
B 03¢ 3 I/M’, OHAKO €ro LIMPOKOE UCIONb30BaHUE OrpaHUye-
HO YacTbIMM NO0OYHBIMU 3dhdekTamu. CouyeTaHue LUKIOPOC-
damrna ¢ BBUT no3BonisieT yIJIMHUTD UHTEPBAT MEXITy UHGY-
susiMu. [TombiTku eueHuss MMH tukinocnopuHoMm, nHTEpde-
poHoMOeTa-1a,a3aTUONPUHOM,METOTPEKCATOM,pUTYKCUMAOOM,
Tepecasikoii CTBOJIOBBIX KJIETOK TOKa ceOsl He ompapaaiu [6].

ITporHo3z mpu MMH nias Xu3HM OnaronpusiTeH, OAHAKO
y 0oJIbliIeit YacTu OOJIbHBIX B CAyvasix MperpeccCupoBaHUs Mpo-
necca MMH npuBoaAUT K OrpaHMYEHUIO TPYAOCIIOCOOHOCTHU
U CHUXKEHUIO KayecTBa KU3HMU.
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1.1.5. MuacteHusi rpaBUC

MuacteHus rpaBuc (MI', 6one3up Dpda-Toapadraama-2Koi-
1) - TIATOJIOTUYECKOE COCTOSIHUE, TTPOSIBIISIONIEECS MbIILIEYHOMR
c1aboCThl0, BCenCTBUE AedekTa nepeqay HEpBHOTO WMITYJIb-
ca Ha YpOBHE CHHaINTM4ecKoro amnmnapara [1-5, 11-13]. BnepBeie
ormcada Thomas Willis B 1670 r. 3HaYUTENBHO IO3QHEE MOJIb-
ckuMm HeBpojiorom S. Goldflam B 1893 r. pacKpbiTa KJIMHUAYE-
cKasl CYUIHOCTh 3a00JIeBaHUSI - MATOJOTMYecKasi yTOMJIsIeMOCThb
mbi. Cryctst 2 roga Hemeukuit Bpad F. Jolly momyuun anek-
i podu3noIornuecKoe MoATBEPXKACHE TaHHOTO (peHOMeHa U Ha-
3BaJl 9Ty IMATOJIOTUIO myasthenia gravis pseudoparalytica.
MIMeHHO 3TOT TEpMUH COXPaHWICS IO HACTOSIIIIMX THEN 1 BKIIIO-
yeH B MKbB-10 nmog mmgppom G70.

3aboJyieBaHUE BCTpevyaeTcsl MO BCEMY MUPY U €ro pacrpo-
CTpPAaHEHHOCTb Ha | MJIH HaceJeHus Kojebyercs oT 45 ciydyaes
I Utamuu oo 142 B8 CIIA [13]. B Pecniyonuke benapych, no
nanHeiM E. H. IToHOMapeBoii, ee pacmpocTpaHEHHOCThb COCTaB-
Huer 52,7 ciydas, a 3aboseBaeMocTb - 4,8 ciayyast Ha 1 MJIH
HaceneHus [8]. CyiectByeT MHeHUe, yTo MI' monBepkeHo B oc-
HOBHOM HacejieHue MmerarnoiucoB [1]. JlelicTBUTeNIbHO, IO JaH-
HbIM Poccuiickoro MyuacTeHW4ecKoro ILieHTpa, YpOBEeHb 3a00-
JneBaeMocTM B MockBe U1 MoOCKOBCKoOit obiactu B 1,5-2 pasza
Bomne, yem B apyrux peruonax Poccum [2]. B MuHcke pacmpo-
crpaHeHHocTh MI B 3 paza Bbiie (137,8 ciaydast), yeM B LIEJIOM IO
pecyosuke [8]. OnHako, mo MHeHU0 M. U. Ky3uHa, b. M. T'exta,
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9TOT (DaKT CBsI3aH B OOJbIIEH CTENEeHU ¢ 00Jiee BHICOKUM YPOB-
HEM [WarHocTukKu B crtonuuax [6]. MI moaBepxeHbl auLa
B IIIMPOKOM BO3PACTHOM JMara3oHe: AeTu (HeoHaTtanbHast MT),
noapoctku (woBeHwiabHass MI'), B3pocibie (MI' 3penoro Bo3-
pacta) u moxwisle (MI' moxwuinoro Bospacta). B 15 % BcTpe-
YalTCS CJIy4yal BPOXACHHOW MUACTEHUU Y HOBOPOXIEHHBIX
OT KEHILWH, CTpaJaloliuX 3Toi marojorueir [11]. B GonbiiuH-
CTBE UCCJIENOBaHUI momuepkuBaeTcs npeobnaganue MIy xeH-
IIMH (COOTHOILIEHME XXeH. : MyX. = 1,5 : 1), co cpeiHUM Bo3pac-
TOM 3a00JIeBIIMX Cpedu JceHuwiur 41,7 roga U cpelu MYXYUH -
60,3 roga [5, 12].

Knaccudukaiiuss MuacTeHUM 3a TMOCAeAHUE 20dbl TIPeTep-
meja cyuiecTBeHHble nobasneHusi. Haubomnee pacrpocrpaHeHa
cuctematuzauus MI, npemioxenHas b. M. I'exr u H. A. Uibu-
Hoii [3] u nononHeHHas E. H. IloHoMapeBoii [§].

Knaccuppukayus MT

1. Ilo xapaxmepy meuerus muacmenu1ecKo2o npouecca:

MUACTEHUYECKUE DMU30/IHI;
MUACTEeMNYECKHUE COCTOSTHUS,
nporpeccupyloas MUacTeHUs;
3JI0KaYE€CTBEHHAs] MUACTECHUSI.

2. Ilo cmenenu eeneparuzayuu 08USAMENbHBIX paC-
Ccmpolticme:

A. JlokanbHbIE (POPMBL:
TJIa3Has;
TJIOTOYHO-JTULIEBAST;
CKEJIETHO-MBbIIIIEYHAas.

b. T'enepanuzoBaHHbIE (HOPMBL:
0e3 MUAaCTEHUYECKUX KPU30B;
C MMACTEHUYECKUMU KPU3aAMU.

3. Ilo cmenenu mssjcecmu 08U2aMeAbHbIX pACCMPOUCME:

JIeTKas;
CpelHel CTETEHU TSKECTH;
TsIKeas.

4. Ilo eoccmanosreHuro deueamenvhbvix QYHKYUL Ha npuem
AXDIT u KC:
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MOJTHAsI KOMIIEHCAIINST;
HeroJiHasi KOMIIEHCALIMS;
TUTOXast KOMIIeHCaIusI.

5. Ilo omHowenuro K UN04UK080IL Jcenese;

TUMOTEeHHasl (MpU TUIEp-, HOPMOILUIA3UM WIU aTpodu-
YECKUX U3MEHEHUSIX);
TUMOMOTerHas (C yKa3zaHUEM XapakKTepa TUMOMBI).

MTI' - kjaccuyeckoe ayTOMMMYHHOE oOpraHocrnenuduie-
CKoe 3a00JIeBaHKE C YCTAHOBJIEHHBIM aHTUTEHOM U aHTUTEIaMU
|7, 13]. B maroredese MI' OCHOBHBIMM MMIIEHSIMH ayTOMMMYH-
HBIX PEaKIUil SBISIIOTCS anbda-cyObeAUHUIIBI AaHTUXOJIUHICTE -
pasHbix peuentopoB (AXP), pacnosoxXeHHble HA TOCTCUHATITH-
4yeckoii MeMOpaHe, U MOHHbIE KaHaJIbl aKCOHOB, TaK Ha3bIBacMasi
ccporozutuBHas dopma MI' [4]. AXP KIeTok CKeleTHbIX MBIIII]
YHJISIIOTCS HauOoJiee U3YYeHHBIM TPAHCMUTTEP-3aBUCUMBIM Ka-
TOHHBIM KaHaJOM, KOTOPBIA TPEACTABISIET MIUKOMPOTEUH,
COCTOSIIIUIA U3 TISITU TPAHCMEMOPAHHBIX MOJUMENTUIOB, KOTO-
pble KOIUPYIOTCS YEThIPbMS pa3IMYHBIMU TeHamu. BelecTBoM,
OTKPBIBAIOIMM TaHHBII KaHaJI, SIBJSIETCS AllETWJIXOJUH - HEW-
PO TPAaHCMUTTEDP, BBICBOOOXAaeMblli M3 HEPBHOIO OKOHYAHMSI
B HepBHO-MBbIIIEUHOE cOoeqMHEHNE. JIBa NIEHTUYHBIX TTOJIUTIEI-
TMaa B MEHTaMepe UMEIOT YYaCTKHU JUTST CBSI3bIBAHUSI all€TUIIXO-
1vHa. B HopMme mocie CBSI3bIBaHUS alleTUIXOJWHA KaHal OT-
KpbiBaeTcs Ha | MMWJIIMCEKYHay, a 3aTeM ONSITh 3aKpbIBaeTCs.
()nHu aHTUTEHHBIE NeTepMUHAHTBI AXP cityxaT [jisi pacro3Ha-
BaHusi B-, a npyrue T-numporutamu [13]. Tlpu MTI' anTutena
K AXP B3anMoaeiCTBYIOT C aHTUTEHAMU, HAKATUTMBAIOTCS B HEP-
WUIMO-MBIIIIEYHOM COEIWHEHUU, OJOKUMpYs Tepeaadyy WMITyjibca
< Heppa Ha MOINEpPEYHO-MoJIocaTyo MbIly. [lpeamonaraercs
I ocHOBHBIX MexaHU3Ma BIUSTHUSI aHTUTEN Ha TeHEepaluo Mo-
TeHLMajla AEUCTBUS U MbILLIEYHOE CoKpalueHue rmpu MI': 1) uz-
MEHEeHHE TeOMeTPUM TMOCTCUHAINTUYeCKOW MeMOpaHbl; 2) pas-
pyuieHue AXP, 4TO MPUBOIUT HE TONBKO K UX NEeHUIIUTY, HO
U K UBMEHEHUIO (PYHKIIMOHAIbHBIX CBOWCTB MOHHBIX KaHAJIOB;
3) ummyHo-dapmakonoruueckuit 6ok AXP [4, 10]. Kpome
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YCTAaHOBJICHHBIX TYMOPAJIbHBIX HapyleHuil nmpu MI' nosryyeHsl
JIaHHbIE, CBUAETENbCTBYIOIME O BausgHuU Thl u Th2 Tunor
T-KJI€eTOUHOTO OTBETa, KOTOPbie MHAYLIMPYIOT TMOBBILIEHHBIN
CHHTE3 MPOBOCTATUTENbHBIX IMTOKUHOB (MHTEPJIECUKUHBI-2, 4,
5, 6, 10, 12 u dakTOp HEKpoO3a omyxonei-aibda) [12].

VY 15-20 % G6OJbHBIX ¢ KIMHUYECKUM MpOsIBIeHUIMU MT'
B ChIBOPOTKE KPOBU OTCYTCTBYIOT aHTUTeda K AXP. Takue ¢op-
Mbl MMACTEHUW Ha3bIBAIOT «CEPOHETaTUBHBIMM». B 3TUX ciy-
yasix OCHOBHOM MUILIEHbIO ayTOMMMYHHBIX peaKLUil SABIsIeTCs
cneurduyeckass MbIIeYyHass TUPOKMHa3a (muscle-specific ki-
nase, MuSK), emMHCTBEHHBbIIA YCTAaHOBJEHHBII IMOKA aHTUICH
npu MI, He nokaiu3oBaHHBIM B TUMyce. MuSK mpuHumaer
yyactue B oopazoBaHuu rpynn AXP W MX IUIOTHOCTM Ha MOCT-
cuHanTuyeckoit Mmemopane. [lpeamnonaraercs, 4To OAMH U3 BO3-
MOXHBIX MEXaHU3MOB oOpazoBaHus aHTUTen K MuSK cBsizaH
¢ ToBbIIEHHBIM (pochoprnrpoBanrieM AXP, 4TO MEHSIET KOH-
(opMalIMOHHBIE CBOMCTBA MOHHBIX KaHAJIOB M IOBBIIIAET UX
TOTOBHOCTh K ceHcuTuzauuu [l]. Ypoenb aHtuTen k MuSK
KOPPEJUPYET C TIXKECThbIO TeUeHUsI cepoHeratuBHoil MI', 3Ha-
YUTEJIbHO YMEHbIIAETCs Ha (hOHE MMMYHOCYNPECCUBHOU Tepa-
MUY, HO HE MEHSIETCS Mocyie TUMIKTOMUM [9]. PasBuTue naHHoi
dopmbl MI' HacieACTBEHHO NETEPMUHUPOBAHO, TaK KaK ycTa-
HOBJIEHA e¢ CBsI3b ¢ penkuM ramtotunom HLA-DR14-DQ5 [13].

BausiHue BUIIOYKOBOM Xkene3bl Ha opmupoBaHue MI He on-
HO3Ha4yHO. Psin aBTOpOB mosaralot, 4to TUMYC Y 00JbHBIX ¢ MTIT
conepxuT B-nmuMmdbounTsl, Npoayuupyloliue aHTUTela MPOTUB
AXP [5]. OnucaH psin yabTpacTPYKTYPHBIX U3MEHEHUW B THU-
MyCe, XapaKTepU3YIOLINX BBIPAXXKEHHYIO BOCIHMAIUTEIbHYIO pe-
aKkIMio, 4TO He HaOmoAaeTcss y 3A0poBbIX Jull. [lo maHHBIM
M. U. Kysuna, b. M. I'exta, y 80-90 % GonbHbIx ¢ MI" 0GHapy-
SKUBAIOT TMIIEPINIA3HI0 BIITOYKOBOM kene3bl, y 10-40 % - 3710-
KauyeCTBeHHBbIE M J0OpOoKadecTBeHHBbIe omyxonu, y 10-18 % -
ee artpoduio, y 3-10 % - BUIOYKOBas Xejle3a He U3MeHeHa [6].
B to xe Bpemsa B 60-75 % ciayd4aeB THMOMBI MOTYT He IaBaTh
HUKaKMX KJIMHWYEeCKMX MposiBiaeHuii MI, Gonee Toro, 3aboJe-
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KJIWIIE MOXET pa3BUBaThCs yxe mocne ux ynainenus [1]. Ilpen-
MoJlaraeTcsi, YTO BWIOYKOBAS Kejie3a TOJbKO 3aMyCcKaeT ayTo-
WUMMYHHBI MexaHu3M npu MI, KoTopslii B moclienyouem
MOXET TMPOJOJIKATbCS MPU YYaCTUU APYTHMX OPraHOB PETUKY-
TMO3HAOTENAIBHOU CUCTEMBI. DTUM (haKTOM MOXHO OOBSICHUTD
U pernpeccupoBanue MI' mocje TuMaKTOMUH [8].

Knunuueckue nposieneHust MI' cBsI3aHBI C MAaTOJOTMYECKON
YTOMJISIEMOCTBIO U CIa0OCTBIO MBIIIII, KOTOPbIE HOCSIT AUHAMMU-
YecKUil XapakTep B T€YeHUE CYTOK, 3aBUCSIT OT oObeMa, Mpo-
JIOJDKUTELHOCTU (PU3MYECKON HAarpy3Kd U YMEHbIIAITCS TO0-
cie otapixa [1-3]. Knaccuueckumu cumnromamu MI ssBasiorcst
u3buparenbHas ci1abOCTh TJIa3HBIX, JULEBBIX, OyJIbOapHBIX
MBIIIILL, MBI KOHEYHOCTEW U TYJTOBUIIA; MbIIIIEYHAsT CI1abOCTh
0e3 00JIEBOrO CUHIpPOMAa B COYETAHWUU C HOPMAJIbHBIMU WU
JIake OXUBJIEHHBIMU CYXOXUJIbHO-TIEPUOCTATBHBIMU pedieKk-
caMU U OTCYTCTBHEM PacCTPOMCTB UyBCTBUTEJIbHOCTH; 3HAUU-
TeJIbHOE YMEHbIIeHUe cilaboctu non BausHuem AXOIT [§].
I'la cumntomaronoruto MI' cyllieCTBEeHHOE BIUSIHAE OKa3bIBa-
10T BO3pacT MallMeHTOB 1 OCOOEHHOCTU TeUeHMSsT OOJIe3HMU.

K nanbosiee moOpokadyecTBEHHBIM W JieTKUM (opmam MT
< (THOCSIT MUACTEHUYECKUE SMU30/bI U MUACTEHUUYECKUE COCTOS -
Husi. MuacteHu4Yeckue anmu3oanl B cTpykType MI cocraBistor
232 % W XapaKTepU3yITCs KPaTKOBPEMEHHBIM IOSIBICHUEM
MUACTEHUYECKUX CUMITOMOB, HE TPEOYIOIINX JICUCHUSI, CMEHSI-
IOIIMXCS TIOJTHOU pemuccueil [8§]. MuacTeHnYecKre COCTOSTHUST
(craumonapHoe TeueHre MI') Bcrpeuarotest B 17 % ciiydaes, 4TO
TPOSIBIISIETCS CTAOUIBHBIMU W HEPE3KO BBIPAXKEHHBIMU CUMIITO-
MaMU OOJIE3HU C MPOAOJKUTEIbHBIMU MOJHBIMU JTUOO HEMON-
HBIMU peMUCCUSIMHU, Yanle y B3pocibix [3]. [Iporpeccupyomas
M T Bcrpeuaercsd B 52-62 % ciaydaes, yailie B JETCKOM U MOXKK-
JIOM BO3pacTe, MPOSIBJISIETCS] HApacTalollell MBIIIEYHOU cado-
CTBIO M PACIpPOCTPAaHCHMEM Ha APYrue MbIIICYHbBIC TPYMIIbI.
V 3TUX OOJIBHBIX MOTYT HAOMIONATHCSI KPAaTKOBPEMEHHBIE W HeE-
TOJTHBIe peMuccun [6]. 3mokadecTBeHHass MI cocTaBiisieT B CTpyK-
Type 3abojeBaHus 10 25 %, mpeobiamaeT B 3pejioOM BO3pacTe,
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OTJIMYAETCS HEMPEePhIBHBIM MPOTPECCUPOBAHUEM TIpoOliecca
MPaKTUYECKU C TMepBbIX AHEN TMOSIBIEHUS MUACTEHUYECKUX
CUMIITOMOB Y Y€peAyeTcs C JIOKATbHBIMU JTMOO TeHepan30BaH-
HbIMM Kpu3amu [12].

TMonumMopdusm 3a001eBaHUS OMpEACSIET BOBJICUEHUE B Ma-
TOJIOTUYECKUI Tpolecc INIa3HOW, JUIEBOU, OyiabOapHOU WU
MOMEPEYHO-T0JIOCATON MYCKYJIATyphbl TYJOBUINA, KOHEYHOCTEN,
MOpaXEeHUE €€ B Pa3JIWYHbIX COYETAHUSIX U B HEOAUHAKOBOW
creneHu. [azHas ¢dopma mpeobnagaet B nedore MIT 1 yacto
MPOSIBISIETCSI ACUMMETPUYHBIM OMYIIIEHWEM BEK, MHOXECTBEH-
HbIM JBOCHHEM, KOCOIJIa3ueM, OrpaHWYeHUEM JBMXKEHUs Tja3-
HBIX SI0JIOK, KOTOpBIE CBSI3aHBI C TOPAXEHUEM 3KCTPAOKYJISIP-
HBIX MBI, MTPU WHTAKTHOCTW BHYTPEHHUX MBIIII] T1a3a [2].
Jqunionusi MOXET ObITh OOYCIOBJI€HA BOBJIEYEHUEM TOJBKO
OJTHOU M3 HAPY>XHBIX TJIA3HBIX MBIIIL] U [TO3TOMY HEBPOJIOTHYE-
cKasi KapTUHAa HE COOTBETCTBYET KJIMHUKE TOPAaXEHUs TJIa30-
JIBUTATEJIbHBIX HEpPBOB. Tak MpU BBIPAXXKEHHOM OrPAaHUYECHUU
TMOJBUXHOCTUA TJIA3HOTO $I0J0Ka KHapyXku y OoibHbIX ¢ MI
He HaOII0JaeTcsl CXOMSIIETocsl KOCOTJa3usi, YTO XapaKTepHO
JUTSE TIOPaXKEHUSI OTBOJSIIETO HEPBA. DTU MPOSIBIICHUS] MEHSIIOT
CBOI0O UHTEHCUBHOCTb B TEUEHWE [THS, YBEJIUUYUBASICh K BEUepy,
Mpy 3pUTEIbHOU b0 (husnueckoil Harpyske. M3omrpoBaHHast
rnasHas ¢opMa BcTpedaeTcs ToNbKo y 20-25 % GOJIbHBIX, Yalle
B TIOXXMIJIOM Bo3pacTe, a 'y 60-70 % B TeueHMe MmepBOro roga 6o-
JIe3HU TepexoauT B apyrue gopmsl MI [13].

I'motouno-nuunesast ¢opma MI mposiBiaseTcss paccTpoi-
CTBOM TJIOTaHWSI, TUTIEpCATMBAIME, THYCAaBOCThIO Tojloca U 3a-
TPyAHEHUEM XEBaHUsI, pexXe CTpajgaeT peub (M3-3a 3aTpyAHEHUS
MOABUXKHOCTU $I3bIKa). DTU CUMMOTOMBI 4acTO COYETAIOTCSI CO
C1a00CThI0 MUMUWYECKUX MBIIIL] U MPeobJIafaloT y JULL cTapliie
60 mer. Ilpu maHHOM (bopMe XapaKTepHa MHUCCOLMAINS OYib-
BapHbIX CHMIITOMOB, KOIIa IMpHU XOpolled 3BYYHOCTU Trojoca
OOJIbHBIE TIJIOXO TJOTAIOT JIMOO, XOPOIIO TJI0Tasi, OTMEYAIOT MpU
Harpy3ke OCHUIUIOCTh rojioca. TWIHMYHA YTOMJSIEMOCTh KeBa-
TEJIbHBIX MBIIIIL[ B TIPOLIECCE €/Ibl, OCOOEHHO TPYIHO TEPEXEBbI-
BaeMoOli MUIK (HampuMmep, caja), MPU ITOM YETIOCTb OOJbHBIX



CBHCAeT U OHU BBIHYXACHBI MOAAEPXKUBATh ee pyKoid. Pemuccuun
npu 3Toi (popMe BCTpeyaroTcsl 0UeHb peako [8].

CkeneTHo-MbIlIeuHast hopma MI sgBnsieTcst penkuM mposiB-
neHneM 3abojieBaHus (5,2 %), dJamie BcTpedyaeTcs y KEHIIUMH
20-40 ner. Orta (opMa MPOSBIASIETCS CAA0OCTHIO MBI IIEU
U MPOKCHMAJIbHBIX OTIEJI0B KOHEUHOCTEH, YTO MTPUBOAUT K BO3-
HUKHOBEHUIO CHUMIITOMOB <«CBUCJIOU TOJOBBI» U «yTHMHOW TIO-
XOJIKW», 3aTPYJHEHUIO MOIbEMA IO JIECTHUIE WIM HAKJIOHA Ty-
JoBula. B TAXeNbIX ciaydyasx cJaaboCTb pacmpoCTPaHSIETCS
Ma JUCTAJIbHBIE OTHEIbl PYK W HOT, HO TPU 3TOM pedeKchl
1 YyBCTBUTEIBHOCTh HE CTpadaroT [5].

T'enepanuzoBaHHas (opMa - HaMboyiee TUMTUYHOE MPOSIBIIE-
Hue MI, kotopoe Bctpevaercst B 60,3 % ciydaeB. OHa IposiB-
JISIETCS COYETAHHBIM MOPAXXEHUEM KPaHWATbHBIX MBIIIIL, TYJIO-
BUILIA U KOHEYHOCTEH, yale TpaHC(HOPMUPYETCS U3 JTOKATbHBIX
¢dopM. MpilieyHas cyabocTh Mpu 3Toil ¢hopMe HaOItOmaeTCs
B Pa3HbIX COYETAHUSIX CO CTOPOHBI IJIa3, TJIOTKU, IIE€U, MPOKCHU-
MaJIbHBIX OTAENIOB KOHEYHOCTEH, TpyqHOU KieTKU. CyXOXWiib-
HblE W TEePUOCTATbHbIE pedIeKChl, KaK MPAaBWIO, COXPAHEHHI.
11apymieHuit 4yBCTBUTEABHOCTU HeT. [[J1s1 3TOil (popmbl HocTa-
TOYHO xapakTepHo (B 20-42 %) peluIuBUpYOIIee TeUeHUE
C YaCTMYHBIMM WJIM MOJHBIMU peMuccusiMu [3, 3].

Y 15-20 % OonpHbIX TeueHUe MI MOXET OCIIOXHSTBCS
pa3BUTHEM MUACTEHUYECKUX U XOJTUHEPTUYECKUX KPU30B, MIPU-
YyeM y TPEeTW W3 HUX HaOJI0AaloTCs TOBTOpPHBIE Kpu3sbl [14].
OO0IIMMM MpU3HAKAMU KPU30B SIBJSIIOTCSI ObICTPOE HapacTaHUe
NIBIXaTeJIbHBIX HapyIIEeHUl, Oyab0apHOro CUMIITOMOKOMITIEK-
ca, ycyrybjeHue Ta30[BUTaTeIbHBIX HapyIIeHU, TBOCHWUSI,
¢1ab0CTH B KOHEYHOCTSIX, COIMPOBOXAAIOIIMXCS CTpaxoMm, Oec-
TOKOMCTBOM, CIYTAHHOCTBIO CO3HaHUS. Paznuuusi Mexay Kpu-
3aMU TIPEACTaBIEHBI B Ta0. 8.

Teuenne MI 3a mociaenHue 15-20 JeT CylIeCTBEHHO H3Me-
HWIoch. B HacTosiliee BpeMsi HEYacTO BCTPEYAIOTCsl KJlacCUye-
ckre ¢GopMbl OOJIE3HU, TIPU KOTOPBIX MOPAKEHWE HEPBHO-MbI-
IIeYHOM Tepesayu MeAJEHHO MIET CBEpXY BHU3, KOTIa MepBbI-
MU MOPAXAIOTCS TJIa3HbIE, 3aTEM TJIOTOYHO-JIULIEBbIEC, CKEJIETHBIC
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Taoauna 8. Pazanuusa mexnay MuacTreMundeckKum
U XOJIMHEPruYeCKUM KpPU3aMu

TMpuzHaku MuacTeHruecKuit KpT XonmuHcpruyeckuii Kpu'!
[TprunHbBL HenoctaTok AXOIT n30bITOK AXDI1
Peakuusa na AXDIT TOJIOKUTEIbHAS OTpULIaTeIbHAS
3pauku MUIpuas’ MMO3
C11 10HOOT/IETICH e CHUXEHUE TIOBBIIIIEHNE
IMepucranbT Ka ocabyiieHne TOBBIIIIEHUE, TUapest,

KUIIEYHUKA pBOTa
KoxHbie TOKPOBBI CYXOCTh BJIAXKHBIE
Iynec, AL TaXuKapIus, OpaguKapavsi,
noBbimeHne AJl noHmkenne AJl
LBet kKoxu OJIeTHBI TUTIEpEMUS
Tpemop, KpaMrmu HET ecTh

MBIIIIIBI W JTUIIb CITyCTSI HECKOJIBKO JIET OT Havaja OOJIe3HU Ha-
CTyMaeT TeHepalu3alusl MbIIEeYHOl ciaabdocTu. B Hacrosiiee
BpeMsl Hepenku ciaydyau nedtora MI reHepanmszoBaHHOU (op-
MbI, a MHOTIIA Cpa3y ¢ MUAaCTEHMUECKOTO KpU3a Mocje, Ka3aaoch
Obl, HE3HAYUTEIbHBIX (PAKTOPOB (IMEpEHECEHHbIE HAaKaHYHE pe-
CMUpaTOpHble MH(EKILIMU, MPUEM IpenapaTroB, YCUJIMBAIOIIMX
OJTOK HEPBHO-MBIIIEYHOU Mepenaaun, u Ap.). [IpuunHa maroMmop-
(oza MI, BeposiTHO, CBsA3aHa C U3MEHEHUSIMU UMMYHHOTO pea-
rupoBaHusi K AXP BciencTBre KOMIUIEKCA BHEIIHWX U BHY-
TpeHHUX IpuduH [7]. Takoe pazButue MI, 1o HalleMy OIBITY,
yale BCTpedaeTcs y Jull ctapiie 60 JieT.

HuarHoctuka MI' ocHoBaHa Ha 5 KputTepusx: 1) aHanu3ze
TUMTUYHON KJIMHUYECKOU KapTUHBI; 2) UCIMOIb30BAHUU TECTOB
(MexaHUYecKHUX JIMOO MEAUKAMEHTO3HBIX) IJIsI BBISIBJICHUS Ma-
TOJIOTUYECKOU YTOMJISIEMOCTH MBIIILL; 3) pe3yiabTaTaX UMMYHO-
JIornyecKux aHanu3oB; 4) gaHHeix OHMI'; 5) uccienoBaHuu
COCTOSIHMSI BUJIOYKOBO# >kese3bl. lnarHo3 MI' craHoBUTCS 10-
CTOBEPHBIM MpU HaATU4YUU 4 KpuTepues 3aboneBaHus [2].

Ilpy npoBeneHUM MeXaHWYECKUX TECTOB IMAallMEHTY Mpeia-
ratioT: 1) B Te4eHUE HECKOJIbKUX MUHYT CMOTPETh Ha MPEIMET,
TMOJHSTHIA BbIIE YpPOBHS a3, win 10 pa3 MIOTHO 3aKpbITh
U OTKPHITH Iaza (mpoba BapreHOepra), 4To MOXET BbI3BATh IMO-
SIBJICHUE WIU YBEJWUYEHUE T1T03a; 2) MOAEPXKaTh CUJIBHO CXaTbl-
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MU 3y0amu 1mmaTesb (I BBISIBICHUS CTA00CTU XEBATEIbHBIX
mbin); 3) coenats 10 mpucenaHuii, Mocje 4Yero OLICHUBAIOT
(*wiy B Horax; 4) npousBectd 10-20 OBMXXEHUI BBITSIHYTBIMU
MO TOpu3oHTaIM pykaMu. [Ipu 3TOM OTHOBPEMEHHO C HapacTa-
HUEM CJ1a00OCTH B TMPOKCUMAJBHBIX OTHOENAX PYK MOSIBIISIETCS
CUMIITOM <«KPBLUTOBUAHBIX JIOMATOK» [§].

MenrkaMeHTO3HbIE TECThl HAMPaBJIEHbI HA YCTPAHEHUE WU
YMEHbIIIEHE HEPBHO-MBIIIEYHOU Tlepenaun Ha BBeaeHue AXOI1
¥ 10O Ha yBEJIWYEHUE CIA00CTU MBI MOCE BBEACHUS pelak-
CUpYIOIIMX MpenapaToB. MeblllledHasi CUJIa OLIEHWBAETCSI JIO
npoObl 1 depe3 30 MUHYT Toche nHbeKIMil. K nx yuciay oTHO-
car: 1) Mpo3epuHOBBIA TECT, KOTAa BBOAST TMOAKOXHO 2 MII
0,05%-HoTrO pacTBOpa MpO3epHHA WIM KaIMMUH B 103¢ 2 M
0,1%-Horo pacTBOpa; 2) pelakCallMOHHBIM TeCT TMOKa3aH Ipu
TIETKOI CTETMEHU U HE IPUMEHSIOT MPU TJIOTOYHO-JIUIIEBOU (pop-
me MI, xorma BBoAAT 2-4 MiI Ava3ernamMa BHYTPUMBILIEYHO [3, §].

Ilpy mpoBeneHUM HMMMYHOJOTMYECKUX aHAIM30B y OOJIb-
HbIX ¢ TeHepanuszoBaHHo MI' B 70-90 % ciydyaeB 0OHapyXu-
nuck antutena K AXP [5, 12]. Tlpu rmaznoit popme MI' noBbI-
meHHbI TUTp AT BeIsiBIIsIeTCsI MeHee 4eM Yy 60 % 6oJbHBIX [13].
ITo MHeHUIO OOMBIIMHCTBA UCCIe0BaTeNIel, TeCT He crieundu-
yeH masi MI, Tak Kak BO3MOXHBI KakK OTpHUIATeJbHbIE, TaK
U TIOXHOIOJOXUTEJIbHbIE Pe3yJIbTaThl (MMPU MOJIMMUO3UTE, 6O-
HWE3HM MOTOPHOTO HEeBpoHa W ap.). Kpome Toro, orcyrcTByer
KOppesiuys Mexay TUTpoM aHTuTen K AXP u TskecTbio 3a00-
Hesanua [10]. TIpu ceponeratusHoit MI'y 40-70 % manueHTOB
MBI SIBJISIIOT aHTuTeNa K MuSK, KoTopble HUKOTa HE BCTpeYaroT
npu ceporo3uTuBHoi MI', a Takxe npu apyrux A3 [9].

Cpenu 51aeKTpOo(U3UOJOTUYECKHUX METOAUK HauOObIIYIO
JrarHoCcTUYeCKyto 3HaUMMOCTh it MI' uMeeT CcTUMYSIIMOH-
nags OHMI. TlpumeHsisi pUTMUYECKYIO CTUMYJISILUIO JBUTA-
TEJIbHbIX HEPBOB € 4acTOTOM 3 I'll, MOXXHO BBIIBUTb HapyLUEHUSI
MEePUIIO-MbIIIIEYHOI Mepeaaun, crelu@uuHble A5 3TOH MaTo-
I UM. AHAJIM3UPYIOT CTeNEeHb CHUXKEHUS (IEKPEMEHT) ISITOrOo
M oTBeTa MO0 OTHOIIEHUIO K nepBoMy M-otBeTy. B HOopMe am-
H HU T'yla TOBTOPHBIX M-OTBETOB He MEHsIeTCsl JTMOO pasHulla
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MeXny HuMU He mpeBblmaeT 5-10 %. [lpu cepomo3uTHBHOM
MT peructpupyercsl 1eKpeMeHT pa3TUUHOMN CTENIEHU BbIPaKEH-
HOCTH, MaKCUMajbHO nocturamoivii 60-80 % (puc. 13). OGbr4-
HO WCCIEAyIoT AeNbTOBUAHYIO M TpanelreBUIHYI MBbIIIIbI.
JIeKpeMeHT ¢ KPYroBOM MBIIILIbI IJ1a3a, KaK MpaBUIo, HE BbISIB-
nsiercsi. YyBCTBUTEBHOCTh METOAUKM JOCTATOYHO BBICOKA JJIsI
IJIa3HOM M reHepanu3oBaHHoi MI', cocraBiss 6omee 85 % [13].
IMocne npoBeneHuUsT MPO3EPUHOBOI MTPOOBI aMIIUTyaa M-0TBe-
TOB yBeJIMUYMBAETCS WK HopManu3dyeTcsa. OcoOeHHOCThIO cepo-
HeratuBHON MI' sIBisieTcsT OTCYTCTBHe nekpemeHTa B 83,3 %
cirydaeB [9].

17151 OLIEHKM COCTOSIHMSI BWJIOYKOBOM XeJie3bl MCMOJb3YIOT
MHEBMOMeIMACTUHOIpahUi0, PaIUOHYKIUIHOE CKAaHUPOBaHMUE,
KT u MPT rpynHoii kiietku. [IMmeBMoMenuactTuHorpadus - UH-
Ba3MBHOE HCCJeNOBaHUE, MPU KOTOPOM B KayecTBe KOHTPACT-
HOTO BellECTBa Yallle UCMOJIb3YIOT KUCA0poA. MeToa mo3BosieT
CYIUTh O pa3Mepax BUJIOUYKOBOI XeJie3bl U B OINpeNeJeHHOM CTe-
MeHu o0 ee MOP(POJOTUYECKON CTPYKType (TUMOME, TMIepruia-
3UH, XUPOBOil MHBOMOIMM). [Tpy pagMOHYKIUAHOM CKaHUPOBa-
Huu ¢ TexHermeM (Tc™"''") MOXHO BBISIBUTH U3OBITOUHYIO (hUKCaA

50 B 20 2% 30 35 4 4 N % & 5 B OB & K W O

Puc. 13. ODMTI npu MI: M-0TBCTHI, 3alMCaHHBIC C ACIHTOBUIHON MBIIIIIBI

OpY CTUMYJISILIMKA TTOAMBIIIEYHOTO HepBa B ToukKe Dpba ¢ wacrtoroir 3 I'm:

peruCTpUpyeTcsl JeKPeMeHT ISIToro M-oTBeTa 1O OTHOLIEHUIO K TEPBOMY,
pasHbIit 40 %
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Io M3oTOMa B MPOSKLIMU BUJIOUKOBOU KeJIE3bl, UTO yKa3bIBaeT
TLi ee MOBBIIIEHHYIO (PyHKIIMOHANBHYIO aKTUBHOCTh. KT (MPT)
i pyAHOI KJIETKW - HEMHBA3UBHbBIE METObI UCCIEIOBaHUS, KO-
pOpble TIO3BOJISIIOT BBISIBUTH TUMOMBI Jlaxke MaJjibIX pa3MepoB
(I 2 cMm), ux popMy, TOMOT€HHOCTh, HAJIMYME KaJIbLIMHATOB, B3a-
HMMOOTHOIIIEHUE ¢ IPYTMMM opraHamu cpeaocteHus. Hemocrar-
KOM 3THX METONIOB SIBJISIETCS 3HAUMTENIbHAS JydyeBasi Harpy3ka
(npu KT) 1 HEBO3MOXHOCTh (PYHKIIMOHATBHOI OLIEHKU COCTOSI-
HUSI BWJIOYKOBOM KEJIE3bI.

HudbdepeHunanbHblii AuarHo3 MIT mpoBOAST C HIMPOKUM
CnekTpoM HEBPOJIOTUYECKUX W COMATUYECKUX 3a00JIeBaHUM,
MITaCTeHUYeCKMMU cuHapoMmaMu. I'nasHyio dopmy MI crienyer
HuddepeHmpoBaTh ¢ KpaHUATbHOW JNEeMUETUHU3UPYIOIIEH
W muabetnueckoii ITHII, cuHnpoMoM BepxHeli IJTa3HUYHOM I1e-
My, opranbMoriernueckoit opmoit Muoauctpoduu I'pede. s
MOCeHe XapakKTepHO MEMJIEHHOE HapacTaHWe MIa3HBIX CUM-
11 TOMOB, UX CHMMETPUYHOCTh, OTCYTCTBUE JUTLIONUY U TUHAMU-
KW Ha MPOTSDKEHUU JHS, YaCcTOe TOBBIIIEHUE YPOBHS KpeaTuH-
docdokrHazbl B CHIBOPOTKE KPOBU. [TOTOUHO-NUIIEBYIO (DOpMy
MTI' HeoOxomMMO OTAWYATh OT aMUOTPO(MUYECKOTO OOKOBOIO
Ckiepoza, CTBOJIOBOTO SHIIe(haTUTa, OMYXOJIM CTBOJIA U OCOOEH-
HO OT OCTPOro JIMOO XPOHUYECKOTO HApPYIIEHUSI MO3TOBOTO KpPO-
11 (obpatiieHusT B BepTedbpo-0a3uisipHOM OacceifHe, YTo aKTyaslb-
Ho i1 MIT moxwuioro Bo3pacra. [ cocyauMcToil maTojoruu
Kpome nito3a u 6y106apHOro CUHIpOMa, Kak MpaBuiio, XapakTep-
HbI BECTUOYJIO-MO3XEUYKOBbIE, MUPAMUJIHBIE U YyBCTBUTEJbHBIE
paccTpoiicTBa, OTCYTCTBYeT peakiuus Ha BBeaeHue AXOII. Te-
i opaninzoBaHHy0 (hopmy MT' nuddepeHIUpPYIOT C KOHBEPCUOH-
HBIMU PACCTPOICTBAMU, JEMUETUHUZUPYIOIIUMI 3a001eBaHUSI-
M 11 HHC u ITHC, nepuoandeckumu (TUrep- Uid TUMOKATUEMU-
YEeCKMMM) MapajivyaMu, CUHIPOMOM XPOHUYECKOW YCTaJIOCTH,
M HOoNaTUsMU U Ap. Y yactu 00JbHbIX MI' Heo0XonumMo OTJIMYaTh
Ot MuacteHuuyeckoro cuHapoma Jlambepra-MtoHa u MruacteHu-
YECKOro CHHApoMa Ipu 060Tyau3Me, TP KOTOPOM MUIIpUa3, Ta-
pe3 akkoMoaluu, Oyap0apHbIe HApYIIEHUs U CIa00CTh B KOHEU-
HOCTSIX COUYETAIOTCS C OCTPbIM TaCTPOIHTEPUTOM.
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Tepanus MI' paznuyaeTcs B 3aBUCUMOCTH OT XapaKTepa Te-
YyeHUsT 3a00JIeBaHUS, CTENEHU TeHepau3alluid JBUTATEIbHBIX
HapylIeHU U HaJIMYKsI MUACTEHUYEeCKUX Kpru30B. OOBIYHO Ha-
3HAYAOT KOMILIEKC CUMMOTOMATUYECKUX, MATOT€HETUUYECKUX,
a Takke HeMeJIUKaMEHTO3HbIE METO/IbI JIEYSHUS.

OCHOBHBIM CITOCOOOM CUMIITOMATUYECKOW Teparnuu JIo0oi
dopmbl MI' paccmatpuBaloT HazHaueHue AXODII, KoTopkle,
OJIOKHpYS] aKTMBHOCTh alleTUJIXOJUHICTEPa3bl, CIIOCOOCTBYIOT
OoJiee TIUTEIBHOMY B3aUMOJACUCTBUIO anieTuiaxoiduHa ¢ AXP,
HO HE BIMSAIOT B 1IeJIOM Ha TedeHue o6osie3Hu [10]. AXOIT otnu-
YalTCsl MO JIUTEIbHOCTU NEUCTBUS: MPO3epuH (2-3 4), Kaiu-
MHH (5-6 1), HelipoMuauH (6-8 1), MuTenasa (6-8 4) u yopeTua
(24 4). 1o3upoBka AXDII nonbdupaeTcsi UHIUBUAYATbHO, OPU-
EHTUPYSCh Ha JUIMTEJIbHOCTb ACHCTBUS U UX 3(PDEKTUBHOCTD.
CxeMa mpueMa He JOJDKHA OBITh CTAa0MJIBHOW MO BpeMEHU
1 OOBIYHO 3aBUCUT OT 0ObeMa TpeianojaraeMoil (u3nuecKoi
Harpy3ku. [Ipu rimorouHo-nuneBoit hopme MI st oberueHust
npuema numu AXDIT nenecoodpazHo nmpuHUMaTh 3a 30 MUH -
1 yac o enpl [5]. OnHOBpeMeHHO ¢ AXDII 00bIYHO Ha3HAYaAIOT
xjiopua Kanus 3 r/eyt (npu nekomneHcauuu MIT BHYyTpUBEHHO
4 % - 20-30 mu1) 1 BepolmupoH 15 Mr/cyT. B KOMIUTEKCHOE Jie-
YEeHUE 1IeJ1IeCO00Pa3HO BKIIOYATh AaHTUOKCUIAHTHI: TUOKTAIIU
(BHyTpHBeHHO 600 Mr/cyT), akToBerrH (BHYTpuBeHHO 10 M) [8].

MeTtogaMu BbIOOpa maToreHeTU4eckoil tepanuu MIT saBs-
orcsa KC, nurocratuku, [1®, BBUI', obnyyeHue nubdo ynane-
HUE BWIOYKOBOW Xene3bl [13].

ITpu orcyrcTBUU KommeHcaluu Ha npueM AXDII npenapa-
Tamu niepBoii TuHuM siBJstoTcs KC, KoTopble Ha3HAYalT MO TPeEM
cxeMaM: 1) mynbc-Tepanus (MeTwianpeaHuzogoH 1000 Mr/cyt
BHYTPUBEHHO); 2) ajJbTepHUpYIOIIEH cxeMe (MpeaHU30J0H
1 Mr/Kr B yIpeHHHE 4Yachl 4Yepe3 IeHb); 3) B HEpaBHBIX J03aX
(ooMH AeHb MPEeIHU30JIOH B Jo3e 1 MI/Kr, BTOPOW NEHb -
0,5 mr/kr) [2]. 1o omHoit u3 cxem KC Ha3HA4aloT 10 CTOMKOIO
YJIYUIIEHUsI C TIOCTEAYIOlIel MOCTENeHHOW OTMEHOU mpemnapa-
toB. Ha (hoHe momo0HOI Tepanuu ciaenyeT yYUThIBATh BO3MOX-
HOCTb YXYAIIEHUSI COCTOSTHUST OOJIbHBIX, 0coOeHHO Tipu MT mo-
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>KWJIOTO BO3PacTa, BIUIOTH 10 PA3BUTHUS XOJUHEPTUUECKUX KPU-
1oB. [ToBTOpHBIe M WINTeabHBIE Kypchl KCy 10-12 % 60abHBIX
C MI npuBogdT K GOpMUPOBAHUIO TOPMOHO3aBUCUMBIX (hOpM
MI, npu KOTOpBIX OMNpeAesieHHbIE AJIs1 KaXXA0T0 GOJIbHOTO M03bI
KC (garme 4-16 Mr MenpoJjia) OCTaBJISIOT Ha TTOXU3HEHHBIN MpH-
eM. OgHoBpemeHHO ¢ KC y yacTu O0JIbHBIX C TSKEBIM TE€UEHU-
eM MI onpaBaaHo Ha3HaYeHUE CUHTETUYECKUX aHAJIOTOB aipe-
HMOKOPTUKOTPOITHOTO TOPMOHA (CMHAKTeH-AEMO Mo 1M BHYTpU-
MbIllIeyHO 4Yepe3 2-3 nHs, 10 uHbekumii Ha Kypc). B niemom Ha
npueme KC ymydinenve win peMuccuio Habmomaor y 80 %
6oabHbIX cMT [11].

B cnyyasgx mporpeccupyonieil uiau 3iokadectBeHHoO MI
METOIaMM JieueHUS BTopoit tuHuu saBisorcss BBUTL, I1® u uu-
toctatuku. BBUI' (BeHoumMyH, ramma BB) B no3e 2 r/kr Beca
Ha KypcC SIBJSIOTCSI BbICOKO3(M(MEKTUBHBIM CIIOCOOOM JieUeHUSs
nekoMmneHcauuit MI', omHaKO MX CTOMMOCTb OY€Hb BBICOKA.
IIpenapaTtbl BBOOSIT O4Ye€Hb MemIeHHO. Ilo6ouHble 3(EHEKTHI
K BUJE TIOBBIIIEHUs] TeMIepaTypbl, TOJOBHON 00U, TOLIHOTHI
HabmomaroTcs oueHb peako [10]. T1® gisa ynmaneHuss UUPKYIU-
pyoiux aHTutea K AXP mpoBoasiT 00JbHBIM C BbIpaXKeHHOM
JieKoMITeHcalre 3a0oaeBaHusl. MCMoab3yoT AMCKPETHBINA WU
anmapaTHbI HEMPEepPhIBHBIA LUK C 3aMEHON A0 2 J1 TIa3Mbl
Ha Kypc, pasaejeHHbId Ha 4-5 ceaHcoB [2]. [Tpu MI' noxwunoro
Bo3pacta mpu oTcyTcTBUM 3ddekTa oT AXBII B KOMILIEKC
JIeYEHUsI MOXHO BKJIIOYATh IIUTOCTaTUKMU: MeToTpekcar (2,5-
5 mr/c3'T) wiu azatnonpuH 50-200 Mr/cyT) moa KOHTpoJieM Ja-
OopaTOpHBbIX MoKa3aTesneil kpoBu. Mcronb3oBaHre LIUTOCTATU-
KOB TO3BOJIsIeT CHU3UTh N0o3y KC wim yBeau4yuTh WHTEpBal
Mexnay Kypcamu I10.

VYnaneHve BUJIOYKOBOW XeJe3bl IIIMPOKO UCHOJIb3YIOT B Jie-
yeHuu MI'. I1o mueHuto P. Jlaiiceka u P. bapuu, nokazaHusaMu
K ornepatTuBHOMY JieueHuto MI siBisitorcsi: 1) BbISIBIEHUE TU-
moM; 2) MIT 3penoro Bo3pacTa u oBeHWIbHass MI' ¢ Havamom
Ha BTOPOM JIECATUIIETUU KXU3HU JIETKOA U YMEPEHHOU CTENeHU
C JUIUTENIbHOCThIO 3aboneBaHust 3-18 wmec; 3) mporpeccupy-
owass MI' npu oTcyTcTBUM 3¢¢eKkTa Ha MaKCHUMaJIbHbIE J03bI
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AXDIT; 4) znokayectBeHHass MI' mociie MakCUManbHOTO YIy4-
menus non BausHueM KC u I1® [5]. TuMaKTOMUSI IIPUBOAUT
K Ge3MeIMKaMEeHTO3HOM peMuccuu y 35 % OOJIbHBIX U K MEIM-
KaMeHTO3HOU pemuccun y 54 % mnarmentos ¢ MI [11]. Crnenyer
VUUTBIBATh pa3BUTHE MUACTEHUYECKUX Kpu3oB y 12,3 % 060jb-
HBIX MOCJIE€ TUM-, TAMOM3KTOMUI, KaK MPaBWIO, C HATUYUEM
OynbOAPHBIX WM [ObIXaTEIbHBIX HAPYIIEHU [0 OIepaluu.
BonbIMHCTBO aBTOPOB TpeajaraloT ¢ OOJbIION OCTOPOXKHO-
CThI0O TIOAXOJWUTh K PELICHUIO BOIpoca 00 yAaJIeHUU BUJIOYKO-
BOM1 3KeJie3bl MaJICHBKMM AeTsaM [6, 12]. PaHee mmpoko mpume-
HsieMasl PEHTIeHOTeparnusi BUJIOYKOBOU 3KeJe3bl B HACTOSIIIEE
BpeMs TPaKTUYECKU HEe UCTob3yeTcs [8].

JleyueHre MMacTEeHMYECKUX KPU30B HAUMHAIOT C BHYTPUBEH-
HOTO BBENEHUS MPO3epUHA B 103€ 2 MJI U METUJITIPETHU30I0HA
500-1000 mr. IIpu orcyrctBuu 3ddekTa yepe3 10-15 MuH mo-
MYCTUMO JOTMOJHUTEIbHO BBeeHUEe | MJI Mpo3epuHA BHYTPU-
BEeHHO. B ciyyasix xoj1eHepruyeckoro Kpus3a Ha3HavaloT aTpo-
nuH. [Ipu orcyTcTBUM 3dhdeKkTa MPoBOAST UHTYOALIUIO OOJb-
Hbix U mnepeBon Ha WMBJI. IlokazaHusiMu AJ1s MHTyOaLUM
Tpaxeu SIBASIIOTCS: 1) CHUXEHWE XKU3HEHHOW €MKOCTH JIETKUX
MeHee 15 mur/kr; 2) yMmeHblueHue PO, (MeHee 70 MM pT. CT.);
3) nosbiienue PCO, (6onee 50 MM prt. cT1.) U cHuxeHue PH
(MeHee yeMm 7,3); 4) BbIpaxXeHHBI opodaluaJbHbIi Iapes,
He kopperupyembiit AXOIT u KC [14]. TIpogoakuTeabHOCTb
MBJI omnpenensieTcsi TSXKECTbIO JbIXaTEbHBIX HapyLICHUA.
B 3TOT MOMEHT HEO0OXOAUMO HCKIIIOUUTh HazHayeHue AXDII,
YTO BBI3bIBAET OPOHXOpPEI U MEXaHMYECKYI0 3aKyMopKy
UHTYOallMOHHOM TpyOokH. OmHOBPEMEHHO IPOBOAST IYJbC-
tepanuio KC, I1® unu BBUI B crangapTHoii noze. [Ipu or-
cytcTBUU 3(pdekTa B TeueHUe 3-4 nHEW BBIMOTHSIIOT TPaxXeo-
ctomuto [l1]. B mnepuome npoBedeHUsT peaHUMaLMOHHBIX
MEPOMPUITUI U B TTocieayomeM 6oabHbIM ¢ MITT mpoTuBoImo-
Ka3aHO Ha3HauYeHWe aHTUOMOTUKOB aMUHOTJIMKO3UIHOTO psiaa
(reHTaMUILIMH), NeNTUIHBIX (ITIOJUMUKCUH B), apuTpoMuLIMHa,
KJIMHAOMWIIMHA, aHTUAPUTMUYECKUX CPEACTB (JIMI0KauH), Oe-
Ta-0710KaTOPOB, (PEHUTOWHA, TPAHKBUIU3ATOPOB (AUAa3eEmam).
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1Jo mepe BocctaHoBieHus apixanust MBJI oTkn04aloT U BHOBb
nepeBOnsIT OOJBHBIX Ha ageKBaTHbIe H03b1 AXDII.

IIporHo3 y 6oabHbix ¢ MI' B ienom OnaronpusiteH. Ilo Ha-
UM JaHHBIM, (apMakoJoruyeckasi PeMHUCCHUsI IOCTUTAETCS
y 60-70 % 6oabHbiXx ¢ MI. Xymmuii mporHo3 HabjoomaeTcs
y 0OJIBHBIX, MJI0X0 pearupywiux Ha npuem AXDII, ¢ yacTbimMu
obocTpeHUSIMU, TpeOyOIMMU TOBTOPHBIX BBeaeHuir KC, u Ha-
KJIOHHOCTBIO K KpU30BOMY TeueHM0. JleTanbHoCcTh OT MI' B Ha-
crosiiiee Bpems Kojebuercs or 4 no 12 % [8].
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1.1.6. i3ompoBaHHbIe 1epedpaibHble BACKYJIMThI

M3onupoBaHHbie 1iepedpaibHbie BackyauTsl (MLB) - rpymn-
Ma reTeporeHHbIX 3a00JIeBaHUI C IEPBUYHBIM U30UpaTEIbHBIM
BOCHAJUTENIbHBIM TMOPAaXEHUEM apTEpPUil TOJOBHOTO MO3ra
cpemHero v Maioro nuametpa [4, 6]. MIx ucTuHHas 4actora He
W3BECTHA B CBSI3U C OTCYTCTBMEM YETKUX KIIMHUYECKUX KpUTE-
pueB 3abosieBaHUs, cenUUUECKUX JTaDOPAaTOPHBIX TECTOB U
pe3y/IbTaTOB MHCTPYMEHTAJIBHBIX UCCIeNI0BaHUN. Y psina 060Jb-
HBIX B CIEUMATU3VPOBAHHBIX HEBPOJOTMYECKUX CTAllMOHApaXx
nuarHo3 MIIB He ycTaHaBiIMBalOT B CBSI3M C HaJM4YueM He-
CKOJIbKMX (haKTOPOB PUCKA COCYAMCTOM IMAaTOJIOTMU TOJIOBHOTO
MO3Ta WM BO3HUKHOBEHMEM 3a00JIEBAaHUSI B TTOXUIIOM BO3pac-
te [1]. Tak uimn uHave, 3Ta MATOJOTUS BCTPEUYAETCSI HEYACTO W,
no naHHbIM C. Salvarani u coaBr., HabmogaBmux 101 mauueHTa
3a 21 rom, ee pacnpoOCTpaHEHHOCTh cocTaBiseT 2,4 ciayyas Ha
1 mMiH Hacenenus [7]. Eile pexe BCTpeyaroTcsi U30JIMPOBAHHbBIE
BACKYJIUTHI ¢ TTopaxeHueM cnuHHoro mo3ra u [THC. Crpanator
Jv1a Jitodboro mojia, OAMHAKOBO YacTO MYXXUYMHBI U XKEHUIUHbI
B Bo3pacte 20-50 ser [2].

OCHOBHBIM TaToreHeTn4eckuM Mexanusmom MIIB sasiasiet-
cs1 BocniasieHre cocynoB LIHC, koTopoe 00bIYHO HOCUT MH(DEK-
IIMOHHBIA WM ayTOMMMYHHBIU xapakTep nubo (opmupyercs
BCJIEICTBUE TUTMIEPUYYBCTBUTEIILHOCTU SHAOTEIUS apTepuil MO3-
ra [8]. MulieHbpio (ayToauTUIeHOM) (POPMUPYIOIIUXCS UMMYH-
HBIX PeaKkiMil 0Ka3bIBAIOTCS SHAOTEIUATbHbIC KJIETKU apTepuit
MO3ra MeJKoro u cpeaHero kanuopa. [loBpexneHue cocynu-
croit creHku npu UIIB mpoucxoauT 3a cyeT mpsiMOro Bo3meli-
cTBUS UUPKyaupyomnx AT, oTI0XeHUsT UMMYHHBIX KOMIUIEK-
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COB OO y4yacTusl pa3IMuYHbIX (POPM HAPYIIEHHOTO KJIETOYHO-
ro umMmyHuTeTa [3]. AYTOMMMYHHOE BOCHAJIEHUE MPUBOIUT K
CYXKEHUIO MPOCBETa 1IepeOpabHbIX, apTEPUl U TOCIETYIOIIeH
WIIIEMUU COOTBETCTBYIOIIUX 30H TOJOBHOTO MO3ra ¢ (hOpMUPO-
BaHUEM MH@apKTHBIX odyaros. [TaToMopdonornyecku B cocynu-
CTOI CTeHKe HaOsomaercsl JeWKolUMTapHas WHQUIbTpaIus,
KO3MOXHMO 00pa3oBaHUE TPaHYJEM.

Knvnauueckue nposienenust U3B Hecnenunduynbl 1 oTinya-
[0TCSl 3HAYUTENbHBIM NonmMopdusMoM. Hauvano, kak mpasuio,
0oCTpoe JIM00 MOMOCTPOEe, BCJEN 3a MEPEHECEHHOW pecrnupaTop-
HOI MH(DeKIMel Uu aHTMHOM. Pexe uMeeT MecTo XpoHUYeCKoe,
WHOTIa peuuauBupyoouiee TedueHue. O01enH(GeKInOUHbIe MpU-
3Haku 11t B He xapaktepHbl. HeBponornuyeckue CUMIITOMBI
00BIYHO MMEIOT MHOTOOYAroBbIil XapakTep W 3aBUCIT OT TOIMM-
YEeCcKOH JIOKaIM3aluu 04aroB MOpakeHUsl roJJOBHOrO mosra [2].
11abmonaroTcsl MpU3HaKU MOBPEXICHUSI KaK Ceporo, Tak u oOe-
Jioro BelmlecTBa, YacTo oTMedaeTcss BOBJIECYEHUE HECKOIbKUX
cucteM Mosra. [TopakeHue NMUpaMuaHON CUCTeMbl BCTpeyaeTcs
y Bcex 0oibHbIX ¢ U3B 1 BapbupyeT oT aCUMMETPUYHOTO MO-
BBILICHUST CYXOXUJIbHO-MEPUOCTATIBHBIX PeIIEKCOB, A0 JIETKUX
TEMUIAPE30B C MATOJIOTUYECKUMU CTOTTHBIMU 3HaKaMU TPYTIIIbI
babunckoro n Pocconumo. Ilpu nokanuzanuu mpoiiecca B Te-
penHel IeHTPATbHOU M3BUJIMHE BO3MOXHO pa3BUTHUE MOHOMA-
pe30B. Y 4acTtu OOJTbHBIX UMEET MECTO CTBOJIOBO-MO3KEUKOBBIN
CUHJPOM B BUJI€ TOPU30HTAJIBHOTO, BEPTUKAIBLHOTO TUOO MHO-
JKECTBEHHOTO HUCTarMa, MeXbsiIepHON o(TaabMOIJIETUN, CTa-
TUYEeCKOM M OuHaMuuyeckoil arakcuu [1]. Pexe BcTpeuvarorcs
CEeHCOMOTOpHas adasusi, 3pUTebHble (TOMOHUMHAsI WIN KBa-
JIpaHTHasl TEMUAHOIICUSI) WIM YYBCTBUTEIbHBIC HApYUICHUS B
KOHEYHOCTSIX M CYJOPOXHBIA CUHAPOM B BMIE MapluaibHbIX
MO0 BTOPUYHO TeHEepaTIU30BaHHBIX mpuctymnos [§]. Tlpu xpo-
HUYECKOM PEeLUAMBUPYIOIIEM XapakTepe mpoliecca (HeCMOTpsI
mMa MOJIOJON BO3PAacT) pa3BUBAIOTCS KOTHUTUBHBIE HAPYIICHUS
KOPKOBO-TIOJKOPKOBOI'O THUIIA.

EnvHCTBEHHBIM TOCTOBEPHBIM MeToAoM auarHoctuku MIIB
CUMTAIOT OMOIICHUIO IIAPEHXMMbl WM O000J0YEK TIOJIOBHOTO
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Mo3ra [3, 6]. OmHako 3TOT crmocob AUarHocTUKHM B bemapycu,
npyrux crpaHax CHI' He mony4yus mmpoKoro pacnpocTpaHeHUs
B CBSI3U C PSIJIOM TEXHUYECKHUX CJIOXHOCTEH MPU CTEPeOTaKCU-
YECKOM HaBEJICHUU W PEeajbHON OMacCHOCTU BHYTPUMO3TOBBIX
KpoBoTeueHul. PacriozHaBaHue 3Toil marojoruu 6a3upyercst Ha
aHan3e KIWHUYECKOW KapTUHBI, Ja0OPATOPHBIX MAHHBIX, pe-
gynbTaTax MPT ronoBHOro mosra u aHruorpaduu. 3HAYMMbIX
M3MEHEHUU MpU pyTUHHBIX aHanu3ax KpoBu u LICXK He oTMme-
yaeTcs. B OMOXMMHUYECKUX aHANMU3aX Y 4acTU OOJIbHBIX BbISIB-
10T C-peakTuBHBIN Oenok. Hanbonee nHpopMaTuUBHBIMU Jia-
O0opaTtopHbiMU TecTamu Ipu MIIB cuuTaloT moBbIIEHNE TUTPA
aHTUHyK1eapHbix U aHTH-JIHK anTtuten B 50 % ciyyaes [3].
Hcnonb3oBaHWe codyeTaHUsi ITUX NBYX aHAIW30B, MO HAIIUM
IaHHBIM, crienududHo y 83,5 % 6onpHbix ¢ MLIB [1]. I1po-
seaenue MPT ronosHoro mosra B T,,, pexXume MO3BOJSIET Bbl-
sIBUTh y Bcex OosibHBIX ¢ UIIB MHOXecTBeHHBbIE (Oosiee NBYX)
TUTNIEPUHTEHCUBHBIE OYark B CEPOM U OEJIOM BEIECTBE TOJIOB-
Horo mo3ra. O4aru oOBIYHO JIOKATU3YIOTCS B 3aTbUIOYHOM, BU-
COYHOI, TEMEHHOU 00J1acTsIX, BHYTPEHHEU Karcyse, TajaMmyce,
MOCTY, HOXKE MO3ra, MO3XeuKe, 4yeTBepoxoaMuu [7]. Xapak-
TEPHBIMA OCOOCHHOCTSIMM OYaroB SIBJISIETCS OTCYTCTBUE WX
KOMITPEMUPYIOILIET0 BO3ACHCTBUSI Ha OKPYXKAIOIIYI0 MO3TOBYIO
TKaHb, MHOXECTBEHHBII XapakTep, MaJible pa3Mephl (B CpEIHEM
10-20 MM, He 6osee 30 MM B TaMeTpe) U CMOCOOHOCTh K HAKO-
TUIeHWI0 KOoHTpacTa (puc. 14, a, 6). Ilpu XpOHUYECKOM TEUEHUU
MIIB Ha MPT rosoBHOTro Mo3ra BbISIBJISIIOT aTpoduueckuii mpo-
1IeCC Ceporo BelIeCTBa B BUIE YMEPEHHOIo pacliMpeHust 00-
po3n moaymapuii. MameHeHuss Ha anruorpammax npu HMIIB
BcTpevarTcs ¢ yactoToit ot 37 1o 90 % u mpencraBieHbl MHO-
JKECTBEHHBIMU CETMEHTApHBIMU CYXEHUSIMU U PACIIMPEHUSIMU
COCYZIOB, UX BHE3AIHbIM MPEPbIBAHNEM COCYIOB, CMa3aHHOCTbIO
COCYIMCTBIX KOHTYPOB, Pa3BUTUEM KoJulaTepayieil, COCYIUCTOU
OKKJTIO3UEN U YIJINHEHWEM BPEMEHU KPOBOTOKA [2].
Huddepenunanpubiit quarHo3 UIIB mpoBoasT ¢ cuctem-
HbIMU BackynuTamu, PC 1 ero BapuaHTaMu; MyJTbTU(DOKATbHBI-
MU BSHIedaTuTaMu; APYrUMUA TPUYMHAMU WH(DAPKTOB MO3ra
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Puc. 14. MPT ronoBHoro mosra npu MIIB: a- B mpaBoii BUCOYHOIT 00JIacTH

oImpelessIoTCs TUepuHTeHCUBHEIE B T, ouaru ot 15 10 29 MM B auametpe.

HazanbHble LMCTEPHBI, XEIYIOYKM MO3ra, KOPTHKAaJIbHBIE OOpPO3IbI HE pac-

LIUPEHBI, 6 - KOHTPACTHOE YCWJIEHHUE 3TOrO K€ OOJBHOIO: MHTEHCHUBHOCTH

04YaroB 3HAYMTEILHO IMOBBICHJIACh. B IIpaBoil BUCOYHOI 06JaCTH OIIpele-

JISSIOTCS. MHOXKECTBEHHBIE OYaru OT 3 10 29 MM B AMaMeTpe W IPOEKLUK
YeTBEPOXOJIMUSL ClIeBa

B mononoMm Bo3pacte (aHTU(hOCHONUTTUIHBIN CUHIPOM, He3apa-
IIEHUE OBAJBLHOTO OTBEpPCTUS U 1p.). [Ipu 0001 KIIMHUYECKOH
¢dopMe CUCTEMHOro BacKyJMUTa MOpPaXeHWE HEPBHOU CHUCTEMBI
SIBJISIETCS] TOJIBKO YaCThlO KJIMHUYECKOU KapTUHBI W BCeraa Ao-
TOJTHSIETCSl UIIIEMAYECKUM TMOpPAXEHUEM HECKOJIbKUX OPraHoOB
IUIA CHUCTEM B PA3JIUYHBIX COYETAHUSIX: CIU3UCTHIX O0OJIOUEK,
KOXU, MBIIIILI, CyCTaBOB, IJ1a3, CepALa, JErKUX, MOYEK, XKeTya04-
HO-KMILIEYHOTO TpaKTa, KOTOPbIe COMPOBOXIAIOTCS HECTEeu-
(pUYECKUM MHTOKCUKAITMOHHBIM CUHIPOMOM. [[JTsT AeMUeTuHU-
YUPYIOIIMX 3a00/IeBaHUIN C MPEUMYIIECTBEHHBIM TMOPAKEHUEM
HHC (PC, ontukoneBpomuenut [leBuka, 6one3nb MapOypra,
KOHIIEHTpUYECKUU ckiiepo3 bajio) xapaktepHo mnpeoOiagaHue
Cpemy XEHIIWH, 4YacToe KIWHWYECKOE WM CYOKIWHUYECKOe
BOBJICUYCHUE 3PUTEILHBIX HEPBOB, MOBBIIIEHUE YPOBHS MOHO-
koHanbHbIX aHTUTeN B LICXK, mopaxeHue MperuMyIecTBEHHO
0eJIoro BelllecTBa TOJOBHOrO Mo3ra no gaHHeiIM MPT ¢ tunuy-
HO JIoKan3alueid 04aroB B MEpUBEHTPUKYJISIPHBIX U CYOKOP-
TUKAJIbHBIX 30Hax Mosra [3]. MynbrudokaibHbie dHUE(hATUTHI
XapaKTepU3yIOTCsl TUMEPTEH3UOHHBIM U 00IIeMH(MEKIIMOHHbBIM
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CUHApPOMaMMU, KJIETOUHO-0enKoBoi nuccouuanueit B LHCXK, mo-
JIOXKUTEJIbHBIMU CEPOJIOTMYECKUMI aHAJIM3aMU K BUpycaM, a TakK-
XK€ TUIIMYHOM JIoKalu3alMeil 04aroB B BUCOUYHBIX TOJISIX MO3Ta,
WHOTMA C TeprU(OKATbHBIM OTEKOM. AHTU(MOCHOIUTTUIHBIN CUH-
JIPOM  XapaKTepU3yeTcsl PEeUUAMBUPYIOIIMMU apTepUalbHbIMU
U BEHO3HBIMU TPOMOO3aMU pa3IMUHON JOoKaJIM3alMK, HEBbIHA-
IIMBaHUEM OEpEeMEHHOCTH, TPOMOOILIMTONIEHUEH, MOJOXUTETb-
HBbIMM TE€CTaMU K BOJYAHOUHOMY aHTUKOATYJSTHTY U KapAUOJI-
MUHOBBIMM aHTUTeIaMM. HesapallileHre OBaJbHOIO OTBEPCTUS
4acTo MPOTEeKaeT OECCUMIITOMHO. Y B3POCIbIX OTMEYaroTCs
YTOMJIIEMOCTbD, OJbIIIKA, MPU3HAKU 3aCTOMHON ceprevyHoil He-
JIOCTAaTOYHOCTH WIM HapyllleHue puTMa. JImarHo3 MoaTBepxaa-
10T pe3yabtathl Y3U cepaua.

Jleuenue MIIB BxmovatrorT HazHaueHne KC (1-1,5 wmr/kr),
WHOTJAa B COYETAaHUU C LIMTOCTaTMKaMu (MeToTpekcar 2,5-
5 Mr/cyT), Ba30akKTMBHBLIMHU IpenapaTamu (cepmuoH 30 mr/cyT),
aHTUarperaHtaM (KypaHTUa 75 MI/cyT) ¥ UMMYHOMOZYJSITO-
pamu (rieHtokcudmiirH 800-1200 mr/cyr). 1o nannbim C. Sal-
varani et al., ydiive pe3yabTaThl JEYEHUsSI OTMEUYEHBI y TMallv-
€HTOB C OoYaramu, HakaruiMBaroImuMu koHtpact npu MPT [7].

ITporuos mpu UIIB B 1ieniom 6naronpusiteH. OmqHaKO y cBOe-
BPEMEHHO HEIWarHOCTUPYEMbIX OOJbHBIX 3abojeBaHME ITPO-
rpeccupyer, NPUBOIUT K KOTHUTUBHBIM HapyIIeHUsM, yTpaTe
TPYIOCITOCOOHOCTH U, B PsAe CIydaeB, K JITAIbHOMY ¥cxomy [6].
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1.1.7. CuHOpOM PUTHUIHOTO YejaoBeKa

Cungpom purugHoro 4denoBeka (CPY, stiff-man syndrome,
| MeapoM pUIHIHOIO MO3BOHOYHMKA) - XPOHMYECKOE 3a00JIeBa-
nue IHTHC, xapakrepusymoliieecsl Iporpeccupylomieii puruaHo-
i i bl0, 0OJIE3HEHHBIMU MBIILIEYHBIMUY CIa3MaMU aKCUATbHOI My-
IIYJaTypbl W MBI MPOKCUMAJbHBIX OTACJOB KOHEYHOCTEN
11 3, 5]. Bnepssle onucana F. Moersch u M. Woltman B 1956 .
1'menpoctpaneHHocTh CPY cocrabiisieT 1 ciyvait Ha 1 MJIH Ha-
ceJieHusl, B paBHOI CTENEHM Y MYXXUMH Y XEHIIMH B BO3pacTe
40 60 et [6]. [IpeobaamaloT criopagyecKue ciaydar OOJIe3HH.
I BeIgEnsTIOT TpU TeTeporeHHbiX BUuna CPY. AyrTouMMyHHBIN BULT
Yaile BcTpevaeTcsl y KEHIIUMH UM COYeTaeTcsl ¢ caxapHbIM Aua-
oetoM I Tumna, TupouauTOM XalMMOTO, MEPHULIMO3HON aHEMU-
|if, ayTOMMMYHHBIM MTOJTMSHIOKPUHHBIM CUHAPOMOM, MHACTE-
Huelt rpasuc [10]. Tlpu mapaHeoruiacTU4eCKOM BUJI Yalle CTpa-
ILUOT MyX4YMHBbI Ha (hOHE MEJIKOKJIETOYHOTOo paka Jerkux [9].
Mnuronatvuyeckuu BUIL B OJMHAKOBO Mepe IMopakaeT MYXUUH
u XeHuH. Knuanyeckumu Bapuantamu CPY saBasiotcst stiff-
lunh syndrome, MpOSIBASIONINIICA CKOBaHHOCTbIO M CIla3MaMu
[Onmbko B ogHOI KOHEeYHOCTH, U codetaHue CPY ¢ MHOKIOHY-
BOM, rnazoaBuratebHbIMU HApYILIEHUSIMU, aTaKCUEU 1 SIUIIETT -
IIYeCcKMMU npunaakamu [1, 8].

B narorenese CPY oCHOBHYIO poOjib UTPAET BBIPAOOTKA M-
K yjiupyromux AT NpoTHB HEKOTOPHIX CHHAITUYECKUX aHTUTCHOB.
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Hawnbonee yacto MUIIIEHBIO ayTOUMMMYHHBIX PEAKIAN SIBIISIETCS
nekapbokcunaza riotaMuHoBoi kKuciotel (AT'K). Dtor dep-
MEHT MPUHUMAET y4acTUe B CUHTE3€ OOJIBITMHCTBA UHTUOUTO-
pOB CHUHaNTU4YecKoi mepemaadyu. Ero riaBHOU dyHKIUEH sIBISI-
ercsd MeTabou3M ramMmma-amMmuHoMaciasiHoi kuciotel (TAMK) -
OITHOTO U3 OCHOBHBIX TOPMO3HBIX MeauaTopoB B HelipoHax [THC
[1, 10]. Ayroantutena npotus JAI'K mpencrasisiior coboit mpo-
TEWHBI ¢ MOJIEKYJISIDHOM Maccoii 65 u 67 J1, KoTopbie BCTyHaloT
B PEAKIIUI0 AaHTUTEH-aHTUTEI0 U CHUXaT ouocuHte3 TAMK.
BcaencrtBue HeIOCTaTOYHOCTUM TOPMO3HBIX HalCerMEeHTapHbBIX
BJIMSIHUU TOBBIIIAETCSI aKTUBHOCTh CITMHAJIBHBIX allb(a-MOTO-
HEMpOHOB CMHHOIO Mo3ra [4]. IIoCTOSIHHO MOBBIILIEHHAST MbI-
IIEYHAs AKTUBHOCTb BBI3BIBAET JAECTPYKIMIO OEIKOB IIUTOCKE-
JIeTa MBIIIEYHBIX BOJIOKOH - TUTUHA U HEOyJIWHA, Pe3yJIbTaTOM
KOTOPOTO SIBJISIETCSI YXYAIIEHWE OIMOPHBIX W 3IACTUYECKUX
CBOIMCTB MBbIIIEYHOIO BOJIOKHA [1]. MexaHU3M IepeKpecTHOM
PEaKTUBHOCTH JIEXKUT B oCHOBe yacToit (30 %) comyTcTByIOLIEH
CPY ayToMMMYHHOII 3HIOKPUHOIATUU C ITOpPaXCHUEM TMOMmKe”
JIyIOYHOM, BUJI OYKOBOU M IIUTOBUAHON xkene3 [8]. B ciydasx
napaHeoruiactuyeckoro CPY y GonbHBIX OOHapyxuBatoT AT
K CMHANTUYeCKOMYy MeMOpaHHOMY NpoTeuHy aMmbubusuny [9].
HacnenctBeHHblil MexaHu3M ¢opmupoBaHust CPY He mokasaH,
OIHAKO OTMEYaeTCsl BbIpaKeHHasi UMMYHOTEHEeTHYecKas acco-
umauus ¢ ramnotunamu DR, u DQB, cuctembr HLA [6].
KnrHuyeckue nposiBjeHUs 3a00JieBaHUST HAYMHAIOTCST TTO-
CTENEeHHO, ¢ YYBCTBAa CKOBAHHOCTU B OJHOI WJM ABYX HOTrax.
CnycTsl HECKOJIbKO JIeT OLIYyIIEHUE CKOBAHHOCTU YCUJIUBAETCS
W 3aXBaThIBaeT aKCUaJIbHYIO MycKyiaatypy. Haubosnee Bbipaxke-
HO MopaxeHue TPyIruHO-KIIYNYHO-COCLIEBUAHBIX, TTapaBepTe-
OpaJIbHBIX U a0JOMUHAIBHBIX MBIIII. MBIIIEUHOE HAMPSIKEHUE
HOCUT TIOCTOSIHHBIN, CUMMETPUYHBINA XapakKTep W MPUBOAUT
K pa3anu4yHbIM AedhopMalusaM MPEeUMYIIEeCTBEHHO B TPYIHOM
U MOSICHUYHOM OT/EJIaX MO3BOHOYHUKA (TUTIEPIOPI03Y, CKOJTUO-
3y kudockonuosy). IlaTonornueckasi yctaHOBKa TyJOBUIIA yCy-1
ryosnsieTcss mpu BepTUKanu3auuu [2]. MBI CTaHOBSITCS
TUIOTHBIMU MPU Najblallii, ¥ HEKOTOPBIX OOJIbHBIX HAOIIOIa-
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ctest ux runeptrpodust. PuOPUAIALUUA U DaCUMKYISILIMU MbILIL
He xapakTepHbl. B psze ciydaeB OOMbHON MOXKET MPEOI0JIeBaTh
MPOU3BOJILHOE MBIIIEYHOE COKPAIIEHWE W BBHIMIOJHSTH TOBCE-
MHEBHYIO paboTy. B mocnemyrolieM NpucoequHSIOTCS 0ofes3-
HEHHBIE CyJOPOTH MBIIIII] SI3bIKa, MJIeY, )XMBOTA, MTO3BOHOYHUKA,
KOHEUYHOCTE, YCUJINBAIOIIUECS TPU aKTUBHBIX UJIHM MACCUBHBIX
NBVXKEHUSX, TIIyMe Uan aMonusx [3]. MblilledHble Cria3Mbl IPU-
BOIST K peIEKTOPHBIM PETPAKIIUSIM TOJOBbI, 3aTPYIHEHHOMY
MO0 YacTOMY JbIXaHWUIO, TOCTENIEHHOMY Pa3BUTUIO MUOIEH-
iibIX KOHTPAKTYp KPYMHBIX cycTaBoB. B cBsi3u ¢ mporpeccupy-
IOIIMM MBbIIIEYHBIM HaMpsIKEHUEM BO3HUKAIOT TPYIHOCTU TpHU
XO/b0e, CaMOOOCTYXXVMBAaHWUU, OTMEUAIOTCSI YacThle IMaJeHMUSI.
XapakTepHOil OCOOEHHOCTbIO MbIILIEYHOTO HAMPSLKEHUS TpU
( PY aBnsieTcs ero MCUE3HOBEHUME BO BPEMSI CHA WJIW MOCJIE BHY-
TpuBeHHOTO BBeaeHms 10 Mr amasemama [6]. mybokue pediek-
CBhI Yallle COXPAHEHBI WIW CJIETKA CHUXEHBI, YYBCTBUTEIbHOCTD
He HapylieHa. Yacto HaOIoaalTCsl TOCTOSTHHBIE TU00 TIPUCTY-
MooOpa3Hble BereTaTUBHbIE HapylIeHUs (TTapoKcU3MasibHasl Ta-
xukapaus, noBbiieHue AIl, nuddysHbiil runepruapos) |[3].
I BBICIIIasT HEpBHAS AESITEIBHOCTh OOBIYHO HE CTPaNaeT, OJHAKO
y 4yacTu OOJBbHBIX MMEIOT MECTO pa3IUYHbIE COILMabHbie (DO-
6uu (aropocobusi, cTpax, cHuxxeHue HacTpoeHus ) [8]. K uucny
Oonee penkux TmposiBaeHuidt CPY OTHOCST MOTEpIO 3peHMUs
(BcnencTBre ayTOMMMYHHOUW pETUHONATUW), AUIUIONUIO, MO3-
JKEUKOBBII U 3NMIeNTUYEeCKUiA cuHaApoMsl [1]. B ciaydasix coue-
tanust CPY u caxapHoro nuadeTa K KITMHUYECKOU KapTUHE MPU-
COENMHSIOTCS sIBJIeHUs1 ceHco-apedaekToproil [THIT.

Huarnoctuka CPY ocHOoBaHa Ha KIMHUYECKUX AJAHHBIX, pe-
3yJibTaTaX UMMYHOJIOTUYECKUX WCCIIENOBaHUN M JaHHbIX OMI.
K 4uciy mo3UTUBHBIX MPU3HAKOB 3a00JIEBaHKS OTHOCHT [6]:

HamnpsDKeHUE aKCUabHbIX, MPEeUMYILIEeCTBEHHO MapaBepTe-
OpaJIbHBIX MBIIIIII;

HapylleHHe Mo3bl (ITOSICHUYHEBIN runepiaopno3 6oaee 90°);

CTUMYJI3aBUCUMBIE MBIIICYHBIEC CITA3MBl;

pacciabiieHre MBIIII] BO BpeMsl CHa;

CHVXEHUE MBIIIEYHOTO TOHYCA MOCJie BBEIEHUS TUa3eama;
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MEJUIEHHOE MPOrPECCUpPYIOlee TeYEHUE CUMIITOMOB OOJIE3HU;

HEBO3MOXHOCTh BBISICHEHUSI UHO 3TUOJIOTMU MBIIIEYHOTO
crasma;

MOCTOSIHHASI MbIlIeYHasi aKTUBHOCTb MPU urospyatoir OMI
TPU UCCIIETOBAHNU KaK MUHUMYM OJHOU aKCUAJIbHOW MBIIIIIBL.

ITpu nposenenun uronpuaroii IMI y 6onbHBIX ¢ CPY B co-
CTOSIHUM TOKOSI PErUCTPUPYETCSl MOCTOSIHHAsT aKTUBHOCTD TO-
teHuuanoB asurarenbHbix equHull (ITIIE) HopManbHOU (op-
mbl yactoToit 20-30 I'iy B akcuanbHbIX MbliILax. OTCyTCTBYIOT
MOTeHIMANbl (GUOPUJUISILINI, TOJOXUTEIbHBIE OCTPbIE BOJHHI,
KOMILJIEKChl MOBTOPHBIX pa3psiaoB. [Ipoun3BOSbHOE MBIIIEYHOE
HaTpsKeHUe TPUBOAUT K TIOBBINIEHWIO KOJIWYECTBA PEKPYTU-
pyembix TTIJE [3]. Jannsie ctumynsiuonHoit SHMI (uccrne-
JIOBAaHWE MOTOPHbBIX, UYYBCTBUTEJbHBIX BOJIOKOH, HEPBHO-MbI-
IIEYHOU TMepeauyn) He BBISIBJISIIOT marosioruu [1].

M3MeHeHuit pyu NpOBEACHUN PYTUHHBIX UCCIEI0BAHUIA KPO-
Bu, mouu, LHCXK, MPT ronoBHoro mo3ra y 6osbHbiXx ¢ CPY
He HaOmonaercs [7]. Beicokocnenu@uuHbI 4151 JaHHOH IaTos0-
T UMMYHO(MEPMEHTUBIE UCCIEIOBAHUSI, KOTOPBIC BBISIBIISIIOT
Boicokuii Tutp AT B chiBopoTke M IICXK Kk nekapbokcuiaze
rmoTaMruHOBOM Kuciotel B 70-100 % ciydaes [4, 10]. O6Ha-
pyxenue AT kK ampuduszuny y nauueHToB ¢ CPY 060cHOBbIBa-
€T lIeJICHATIPaBJICHHBIN OHKOIMOUCK JJIST UCKJTIOYEHUSI paKa JieT-
Kkux [9]. Pe3ynbraThl OMONCUN KOXHO-MBIIIEYHOTO JIOCKYTAa TIPU
CPY B HOpMe MO0 y MOJTOBUHBI OOJTBHBIX BBISIBIISIIOT HECTICIU-
(ryeckue HapylieHUs, KOTOPbIe BKJIOYAIOT IIEJICBUIHbIC Ba-
KyOJIM B TTapaBepTeOpaIbHbIX MBIIIIAX, SIBIeHUST (pudpo3a, ote-
Ka WU YBEJIMYEHUE B pa3Mepax MBIIIEYHbIX BOJOKOH [1].

Hudbdepenuuanpubiii nuarno3 CPY mpoBoasiT ¢ IIKMPOKUM
CMEKTPOM TICUXOTCHHBIX (Yallle KOHBEPCUOHHBIX) HapYIICHUIA;
cunapomom IlIBaptia-/I>xammesnsi; TeHepaIu30BaHHOU MBbIIIEY-
HOI mucToHMel; ckiepoaepmoii byike; cunapomom Mcaakca [8].
AHanu3 nuTepaTtypsl U COOCTBEHHBIE HAOMIONCHUSI 32 TpEMs
o6onbHbiMU ¢ CPY mokasmiBaloT, YTO Haubojiee 4acTo OOJIbHbIE
¢ CPY ommboyHO HaOII0AaIOTCS MO ITOBOAY HEBPOJIOTMYECKUX
TPOSIBJICHUI OCTEOXOHPO3a MO3BOHOYHUKA. OTIUYUTEIbHBIMU
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OCOOEHHOCTSIMU JOPCOMATUI SBIISIIOTCS 4YaCTO€ HaJIW4YUe KO-
PELIKOBBIX CUMINTOMOB (0O, CHUXKEHUE CYXOXWIbHO-TIEPUO-
OrtanbHbIX pediekcoB, HapyllIeHUs YYBCTBUTEIbLHOCTH); BEpTe-
OpajibHble Aedopmaliid MeHee BbIpaxKeHbl, HOCST CaHOTeHe-
TMueckuii xapakTtep W 00Jerd4arT 00Jib; CTUMYJI3aBUCUMBIC
Ml.MMeYHble Cra3Mbl HEe XapaKTePHbI.

B nedenun CPY nimpoko npuMeHsIIoTCs JedeoHast (PU3Kyb-
T'ypa, dusnotepanus u JieKapCTBEHHbIE CPEACTBA, HOPMAU3Y-
[ollMe CofepXKaHUe raMMa-aMUHOMACIISTHOM KUCITOTHI U yMEHb-
[IBtorpe MbllIeYHY0 BO30ynuMocTh. K HUM OTHOCSTCS 1uase-
iiM (50 mr/cyt) kinoHazernam (2-10 mr/cyr), 6akiodeH (75 mr/cyr),
ucrnakuH (600-2000 mr/cyr) [1, 3, 8]. B kayecTBe maToreHeTH4e-
«oii Tepanuu ucnojb3yioT KC (mynbc-tepamust), I11® u BBUT
I moze 2 r/kypc [1, 5]. IIpu mapaHeomIaCTUYECKOM THUIIE ITOKa-
I'Hbl nutoctaTku (MeTOTpEKcar, a3aTuornpuH). OnucaH moJo-
XKUTENbHBIN 3(ppekT putykcumada [0].

ITporHo3 y 6onbHbIX ¢ CPY yarie HebmaronpusiteH, 00Jb-
Hble YMHUPAIOT CIycTsT 4-16 JieT Tpu SBJICHUSIX KaxeKcuu. Ba-
puantT CPY ¢ MUOKJIOHYCOM, TJIa30ABUTATEIbHBIMU HAPYIIEHU-
WMH, aTakcuei, SMWIeNTUYECKUMU TpUMaIkaMu IpoTeKaeT
IIOKAYeCTBEHHO M JIETAJIbHOCTh HACTYIAeT CITyCTsI 6-16 Mecs-
Heu [6]. TIpornos npu mapaHeoruiactuueckom tune CPY 3aBu-
CUT OT CBOEBPEMEHHOCTH TMAarHOCTUKU W aJeKBaTHOM Tepamnuu
PHKOMATOJIOTHH.

Jlutepatypa

1. Bunoevesa O. E., Kamywiuna 3. A., Mozoaesckuii 0. B, Cun-
Bpom purmmHOro 4enoBeKa: BOIPOCHI MaToreHesa ¥ JjiedeHvs // He-
|[poi. xypH. - 2009. - Ne 1. - C. 11-17.

2. Hespoornyeckie CHMIITOMBI, CHHAPOMBI, CUMITTOMOKOM-
Bsickewt u 6onesnu / Ton pen. E. W. T'ycesa, I'. C. bypn, A. C. Huku-
doposa. - M: Meauimna, 1999. - C. 223.

3. Ilonomapes B. B. Penkue HeBponoruiyeckue CUHAPOMBI U 00-
He .HU. - CI16.: @onmmant, 2005. - C. 57-65.

4. Burbelo P., Groot S., Dalakas M. High definition profiling of
niiloantibodies to glutamic acid decarboxylases GAD65/GAD67 in
Itlff-person syndrome // Biochem. Biophys. Res. Cornimm. - 2008. -
Vol 366.-Ne 1.-P. 1-7.
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5. Espay A., Chen R. Rigidity and spasms from autoimmune
encephalomyelo-pathies: stiff-person syndrome // Muscle Nerve.
2006. - Vol. 34. - Ne 6. - P. 677-690.

6. Immune-Mediated Neuromusculare Disease / Ed. R. Pourmang. -
London: Karber. - 2009. - P. 147-165.

7. Levy L., Levy-Reis I., Fujii M. Brain gamma-aminobutyric acid
chages in stiff-person syndrome // Arch. Neurol. - 2005. - Vol. 62.
Ne 6. - P. 970-974.

8. Meinck H.- M. Stiff-Man Syndrome //Encyclopedia of Molecu-
lar Mechanisms of Disease / Ed. F. Lang. - Berlin Heidelberg: Sprin-
ger, 2009. - P. 540-542.

9. Murinson B., Guarnaccia J. Stiff-person syndrome with am-
phiphysin antibodies: distinctive features of rare disease //Neurology. 1
2008. - Vol. 71. - Ne 24. - P. 1955-1958.

10. Saiz A., Blanco Y., Sabater L. Spectrum of neurological syn-
dromes associated with glutamic acid decarboxylase antibodies: dia-
gnostic clues for this association // Brain. - 2008. - Vol. 131. - Pt 10.J
P. 2553-2563.

1.1.8. Cunnpom Mcaakca

Cunapom Hcaakca (CH, HelipoMUOTOHUSI, TICEBIOMUOTO-
HUSI) - XPOHUUYECKUI TeTepOreHHbIA CUHIPOM, C TIpeuMyllie-
cTBeHHBIM nopaxeHueM [THC, mposiBasitoiuiicsl mocToOsTHHON
aKTUBHOCTbIO MBIIIEYHBIX BOJIOKOH, MPEUMYILIECTBEHHO B JM-
CTaJIbHBIX OTHeJlax KoHeyHocTel [1, 4, 5]. Brnepsbsle onucan
H. Isaacs B 1961 r. Cenenuit o yactote CH HeT, Tak Kak B -
TepaType BCTPEUarOTCs MyOIUKAIIMU, MTOCBSIIIEHHbIE KIUHAYE-
CKWUM WJIY 3JIEKTPOPU3UOTOrMYECKUM OCOOEHHOCTSIM 3ab071eBa-
HUS Y €AIMHUYHBIX 00JbHBIX [2, 3]. CTpagaloT B paBHOI cTemne-
HU MY>KUMHBI U KEHIIMHbBI B IIIMPOKOM BO3PACTHOM AMaIia3oHe
C MakCUMaJIbHOI 4YacToTol ciay4yaeB OosniesHu B 30-45 et [8].
Y GonbuinHcTBa 60bHBIX pa3BUuTHEe CH HOCUT criopagnyecKuii
XapakTep, OIHAaKO onucaHbl cemelinbie ciydyan CU c Hacneno-
BaHWEM MO ayTOCOMHO-JIOMUHAHTHOMY TUIY B TPEX MOKOJICHU-
SIX, a TAKKe BPOXIEHHBIe (popMBI 3a60jeBanus [6]. B psiae ciry-
yaeB CHU coueTtaeTcs ¢ IpyTMMU ayTOUMMYHHBIMU OOJIE3HSIMU
(octpoii u xpoHuueckoit BJIII, peBMaTOUIHBIM apTPUTOM, TU-
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pouauToM) MO0 HOCUT MapaHEOIUTACTUYECKUI XapakTep Mpu
pake Jierkux win tumbome XomaxkkuHa [1, 3].

OCHOBHBIM MaTOT€HETUYECKUM MeXaHU3MOM pa3Butuss CU
siBJIsieTcsl BbipaboTka AT, HampaBieHHBIX MPOTUB KaJMEBbIX Ka-
HaJIOB (Voltage-gate potassium channels), pacTrioOXXeHHBIX B IU-
CTJIbHBIX OTHEaX JBUTATEIbHBIX HEPBOB WJIM HEPBHBIX TEp-
MuHangx [2, 5]. YcranosneHo, uro naHHble AT He oKa3bIBalOT
MPSIMOTO IEMCTBUSI Ha KMHETUKY KAJIMEBbIX KaHAJIOB, a JIMIIb
YBEJIMYMBAIOT pa3pyllleHUe U OrpaHMYUBAIOT 00pa3oBaHUE HO-
BbIX KaHaIoB [7]. Biokaga KanueBbIX U COOTBETCTBEHHO aKTH-
BalMsl HATPUEBBIX KAHAJIOB BBI3bIBAET BHICOKYIO SKTOMUYECKYIO
aKTUBHOCTb OTIEIbHBIX MBIIIEYHBIX BOJIOKOH W Tepudepuye-
CKHUX HEPBOB.

HavanbHbiMU KTUHUYECKUMU mposiBieHussMu CU sSBisItoT-
Csl MOCTENEHHOE MOSIBJICHUE MUOKUMUIA (TUTIEPKUHE3bI OTACIb-
HbBIX MBIIIEYHBIX MYYKOB) HA KOHEYHOCTSIX, KOTOPbIE 3aTeM MO-
TYT MPUHSTh XapaKTep TeHepaTu30BaHHbIX dhacuukyasuuid [1].
13 pa3zBuTOil cTamuu OO0JIE3HU HEBPOJOTMUYECKUE HaAPYIICHUS
pa3HOOOpa3Hbl U CKJIANBIBAIOTCSI U3 COYETAHUS CIETYIOIINX
MPU3HAKOB: MOCTOSIHHO MOBBIILIEHHOTO MBILIIEYHOTO TOHYCA B AU-
CTAJIbHBIX OTAENaX KOHEYHOCTEH; OTCYTCTBME pacciiabIeHUs
MBIIIIL BO BpeMsl CHa U «(peHOMeHa BpabaTbiBaHUsI»; MOSIBJICHUE
CcrubaTebHbIX KOHTPAKTYP KUACTEW W CTOM MPU MOBTOPHBIX IBU-
KEHUSIX; MUOKUMUMN Win (haclUKYJISIMii B KOHEYHOCTSIX [3].
Y 4Jactu GONBHBIX B TMATOJOTMYECKWIA MPOLIECC BOBJIEKAIOTCS
MBIIIIIBI TOPTaHU, SI3bIKA, JbIXaTeJIbHbIE U TJa30/IBUTATCIbHbBIE
MBIIIIbI, YTO MPOSIBJISIETCSI OCUTIOCTBIO TOJ0CA, HApYIIEHUEM
peuu, TMOBEPXHOCTHBIM JbIXaHUEM, 3aTpyJHEHHWEM IepeBona
B30pa [2, 7]. bojbHBIE YAaCTO OTMEYAIOT MOBBIIIEHHYIO MOTIU-
BOCTb, OCOOEHHO Mocie GU3NUECKON HAarpy3Ku, MO3TOMY Y HUX
TMIOCTOSTHHO MPUCYTCTBYET OIIYIIEHUE Teraa B KUCTSIX U CTO-
nax. Jas CHU He xapakTepHbl IMC(HYHKIUU MOYEBOIO ITy3bIpsi
W UMMOTEHIUS, OMHAKO CIIEAYET UMETh B BUIY BO3MOXHBIE CITy-
yau OCTPOM 3aJep>XKU MOYHU BCJEACTBUE CIazMa ypeTpajbHOTO
chunkrepa [8]. [Ipy 00bEKTUBHOM OCMOTpPE B pa3BUTOM CTaauu
CH xapakTepHa To3a CO cCJIeTKa HAKJIOHEHHBIM TYJIOBUILEM,
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MPUTIOJHSITHIMUA TLJIEYAMU, COTHYTBIMU W TPUBENECHHBIMU JIOK-
TaMu. KpynHbie Gacuukyasiuuy U MUOKUMUU OOBIYHO TIPe00-
JIaialoT B JULEBBIX, TPYAHBIX, UKPOHOXHBIX MBIIIIAX U SIPKO
BBIPAXXEHBI Y OOJIBHBIX CO CJIab0 pa3BUTOU MOAKOXHOW KIIET-
yaTkoil. TlocTeneHHO CHUXaOTCS TIyOoKue pedaeKChl, pa3BU-
BAlOTCSI MbIIIEYHasl c1abocTh, aTpoduu MO0 MCEBAOTUIEPTPO-
(um MblL KOHeYHOCTel. HapacTatoniass cKoBaHHOCTb MTPUBO-
AT K (POPMUPOBAHUIO CBOEOOPA3HON MOXOIKU «OpOHEHOCHa».
Hepenku 6071€3HEHHBIE MBIIIIEYHBIE CIA3Mbl B II€€, TYJIOBUIIE U
KoHeuHocTsaX. Horum Bcerma mopaxarorcsi CUiibHee, 4eM pyku [1].
Ucxonss u3 Ha3BaHUS 00je3HU (IICEBAOMUOTOHUS) OO0sI3aTelb-
HbIIi HEWpOMUOTOHUYECKUIT cuMmnToM npu CHU oTiauvaercst oT-
cyTcTBUEeM (eHOMeHa «BpabaThiBauUsl», IMO3TOMY IOBTOPHbBIE
NBUDKEHUsI (HampuMep, CXUMaHWE U pa3KUMaHWE MajibleB) MPU-
BOIST K (POPMUPOBAHUIO CTMOATENBHBIX MBIIIEUHBIX KOHTpaK-
TYyp KucTeil [6]. ¥ HEKOTOpBIX GOJBHBIX MOXET HaOIIOIAThCS
3aMeJUICHUEe OTKPBIBAaHUSI IJIa3 TOCEe CHJIBHOTO 3aXXMypuBa-
Hus. Y 30 % GOMbHBIX OTMEYAIOTCS TUCTATbHBIC YYBCTBUTEIb-
Hble HApYUIEHMS: TTapecTe3uu, TU3eCTe3Un, OHEeMEeHUE KOHEUHO-
creit [2].

HuarHoctuka CU ocHOBaHa Ha aHAJIU3e KIMHUYECKOW Kap-
TUHBI, pPe3yJbTaTaXx UMMYHOJOTMYECKUX UCCIEAOBAHUM W AaH-
HbIXx DMI. OO0lUeKIMHUYEeCKHE aHAJIM3bl KpoBU U Mouu miisi CU
He uHpopMaTuBHBL. [Ipy OMOXMMUYECKOM MCCIIEIOBaHUU KPO-
BU Y TMOJIOBUHBI OOJIbHBIX HAOTIONAIOT MOBBIIIEHUE ChIBOPOTOU-
Horo kanus. B HCXK y yacTu maumeHTOB OTMEYaroT JIErkKoe
yBenuueHue Oenka [8]. JluarHocTuyeckyto 3HauuMocTh ipu CHU
MPENCTABISIET BHICOKUIA TUTP ayTOAHTUTEN K MOTEHIUAI3aBU-
CUMBIM KaJMeBbIM KaHajlaM, KOTOPBII MOXET ObITh OOHapyXeH
B 40-100 % cny4aeB [5, 7]. I1pu mpoBenernn DHMI o6bIYHO
He yaaeTcss oOHapyxuTh HapyweHuit CIIM mo aBuraTeabHbIM
W YyBCTBUTEIbHBIM HepBaM. OMNpenessitoTcsi HOpMaJbHbIE Ta-
pameTpsl F- BomHbl 1 H-pedriekca [2,4]. UccnenoBaHre HEpBHO-
MBIIIEYHOW Tieperayd TakXkKe HE BBISBISET MaTOJOTHM.
Hau6onee nndbopmarusHa piist CU uronpuatast OMI, npu koTo-
poii B OOJBIIMHCTBE MBIIIL OOHAPYXUBAETCS MOCTOSTHHAS T0-
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MBIIIEHHAs] aKTUBHOCTh MOTEHIUAIOB NEUCTBUSI ITBUTATETbHBIX
enquHul (ITIJE) B Buae OBOMHBIX, TPOHHBIX, MHOXECTBEHHbBIX
pa3psiioB, TIOTEHIMAIOB (DacUMKYISIUN, MWUOKUMUYECKUX,
HelipomMuoToHndeckux paspsaoB. ITJIIE B OGoJbIIMHCTBE CITy-
YaeB MMEIOT OOBIYHYI0 (POPMY C HOPMAJIBHOU MJTUTETBHOCTHIO
u amrutynoi [5]. HelipomuoToHUYecKUe paspsiibl, paspsiabl
11IIE Bbicokoit yacToThl (200-300 I'ty) MOryT BO3HMKATh CITOH-
TaHHO, TOCJIe TIPOU3BOJBHOTO MBIIIEYHOTO COKPAIICHUSI, UIIIe-
MWU, TIEPKYCCUU HEPBA, B PE3yjbTaTe BBEACHUS WUIJIbl WIU MPU
ee nBuxeHuu [4]. B oTanure OT MUOTOHUYECKUX Pa3psiioB JJIsT
CH xapakTepHO MOCTENEHHOE CHMIXEHME aMIUIMTYAbl B TMPO-
1ecce pa3BUTUS padpsiioB. OnucaH (peHOMEH BPEMEHHOIO MC-
YE3HOBEHUSI MTOCTOSIHHOU MBIIIEYHOW aKTUBHOCTU WJIM €€ CHU-
KEHUsI HUXE UCXOAHOro ypoBHs uepe3 20-40 ¢ mocie BbIMON-
HEHUsI TIPOM3BOJILHOTO ABMXeHus [2]. Tlpu npousBoIbHOM
HaIpsDKEHUM PErucTpUpyeTcsl MHTephepeHUUMOHHBIM Tun DMI
(maTTepH nojHoro HachileHus ). COH, HapKO3, CIIMHAJIbHAs aHe-
CTe3Ms1 He U3MEHSIIOT MbIIIEYHON akTMBHOCTU. biokana nBura-
TEJIbHOU TOYKM WU HEPBHO-MbIlIEYHAs OJj0Kaga MPUBOAST
K ucuesHoBeHuto IIJJE, 4yTo moaTBepKaaeT MATOJOTHUIO Ha
YPOBHE UCTAJIbHBIX OTAEIOB HEPBOB [7]. MblllieuHasi Ouomncust
Yalie BBISIBISIET 2-i TUIT aTpOMUU MBIIIEYHBIX BOJOKOH C SIBJIE-
HUSIMM JIeHepBalluy, peMHHepBallUU, PEKOHCTPYKLMMU IBWTa-
TEJIbHOU eqUHUIIBI [3].

Hudbdepenuuanpubiii nuarHo3 CU mpoBomsT co BceMu
¢dopMaMu MUOTOHUHU (OUCTPODUUYECKOM, X0JI0d0BOM, TOMCOHa,
XOHIPOAUCTPO(PUUYECKON), TUMOKATbLIMEMUENH, amMuOoTpoduye-
CKUM OOKOBBIM CKJIEPO30M, CMHAPOMOM DPUTMIHOTO YeJOoBeKa.
Pazanuusa mexny CU u CPY npencrapiieHbl B TadJ1. 9.

B neyennun HavanbHbIx mposiBieHuit CU ompaBmaHO Ha3Ha-
YeHUe MPOTUBOCYAOPOXHBIX CPEINCTB, KOTOPbIe HEPEAKO IMpU-
HOJIST K TMOJTHOMY MCYE3HOBEHUIO CUMMTOMOB Ooiyie3Hu. Cpenu
HUX TPENNoYTeHUE OTAAIOT MpernaparaM ¢ MeMOpaHOCTaOWIu-
3upyromum 3¢p@eKToM, KOTOpble YMEHbBIIIAIOT CTeNEeHb OJIOKabI
K" xaHanos; kap6amasernuH (200-600 Mr/cyr), peHUTOUH, rada-
neHTuH [3, 4]. IIpu ux HeaddHEeKTUBHOCTU CpeAcTBaMU BbIOOpa
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Tabauua 9. duddepeHIMaTbHO-IUarHOCTUYECKUE

kpureprn CPY u CU [5]
OCHOBHbIE KpUTepuun pMFMﬂC}:{l;:{(flzloeﬁOBeKa Cl/lHﬂpOM Hcaakca
[Ipermy1LeCTBEHHOE MOpaXeHVE [HHC IHE
Peakyus deucamenvroil akmusHocmu:
HEPBHO-MBIIIIEYHAsT OJI0KANA YMEHBIIACTCS YMEHBIIIAETCST
Orokana repugepryeckoro Heppa | YMEHBIIIACTCS YMEHBIIACTCS
CMUHATbHAST AHECTE3UST YMEHBILACTCS HE U3MEHSIETCST
HapKo3 Y. YeHBILIACTCS HE U3MEHSIETCS
COH YMEHBIIACTCS HE U3MEHSIETCS
Jazernam YMEHBIIACTCST HE U3MEHSIETCS
KapOamaserin HE UBMEHSIETCS | YMEHBLLIAETCS

tepanun CH asasrores KC, uurocraruku, 114 nu BBUI [8].
C cUMIITOMAaTUYECKOM 1IeJbI0 UCIONb3YIOT IpenapaThl 0OTYJI0-
TOKCHUHA (IUCTIOPT, OOTOKC), BBOMSI MX B MOPaKEHHbBIE MbIIIIIbI.
ITporno3 npu CU HeomnpeneneH. Y yacTu OOJBHBIX OTMEYa-
eTCsl IIMTebHOEe JoOpoKayecTBeHHOe TeueHue. OnHako B 60Jb-
IIMHCTBE Ccly4yaeB HaOJodaeTcsl Mporpeccupylolnee yxymilie-
HUe, MPUBOJsAIIEEe K BbIpaK€HHBIM OTPAaHUYEHMSIM B CaMOO00-
cnyxuBaHuu. JletanbHble ucxofsl ipu CU penku M oOBIYHO
CBSI3aHBI C MPUCOESAMHEHUEM COMATMUECKUX OCIOXHEHUH.

Jlutepatypa

1. bone3nu HepBHoli cuctembl / Tox. pea. H. H. fIxHo. - M.: Me-
muimHa, 2005. - T. 1. - C. 637-638.

2. Jlykvsanoe M. B., Xeopocmuna A. B., Hcaeea H. A. luarHocTu
Ka 1 JiedeHue cuHapoMa Mcaakca // HeBpor. xypH. - 2003. - Ne 6. -
C.21-26.

3. Ilonomapes B. B. 11 Penkvie HEBpOJIOTMYECKWE CUHIPOMBI U 00-
nie3Hu. - CI16.: @omuanr. - 2005. - C. 41-48.

4. Dhand U. Isaacs's syndrome: clinical and electrophysiological
response to gabapentin // Muscle Nerve. - 2006. - Vol. 34. - Mb 5. -
P. 646-650.

5. Electrodiagnostic Medicine / Ed. D. Dumitru. - 1995. -
P. 501-503.

6. Falace A., Striano P., Manganelli F. Inherited neuromyotonia
a clinical and genetic study of a family // Neuromuscul. Disord. -
2007.-Vol. 17. - Ne 1. - P. 23-27.
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7. Maddison P. Neuromyotonia // Cliu. Neurophysiol. - 2006. -
Vol. 117. -Ne 10. - P. 2118-2127.

8. Panagariya A., Kumar H., Mathew V. Neuromyotonia: clinical
profile of twenty cases from northwest India // Neurol. India. - 2006. -
Vol. 54. - Ne 4. - P. 382-386.

1.1.9. OHuedanut PacmycceHa

BOHuedanut Pacmyccena (BP, cunnpom PacmycceHa) - xpo-
HUYECKUI Tporpeccupymmnii (oKaabHbIA HIEMATUT ayTo-
WMMYHHO 3TUOJIOTUHU, TTPOSIBISIOLINIICS MOJIUMOPHHBIMU MU -
renTUYeCKMMU MPUCTYIIaMM M OYaroBbIM TMOpaXkeHWEeM TOJIOB-
Horo mo3sra [4-7]. BriepBble onucaH aMepUKaHCKUMM BpayaMu
T. Rasmussen u J. Obszewski B 1958 1. Yame (B 86 %) nposiBiisi-
eTcs B IeTCKOM Boapacte (6-10 ner). 3abojieBaHMe BCTpevyaeTcs
JIOCTaTOYHO PEeIKO, MeHee 4eM B 1 % Bcex cllydaeB CUMIITOMA-
TUYECKOM amuiencui [5].

Panee ata maTtosnorusi paccmMaTpuBajliach Kak BapuaHT BUPYC-
Horo sHuedanura [2]. [Tatorenez OP packpbIT TonbKo B 2002 T.
U pamMKax MexIyHapoJHOTo KOHTrpecca, nmpoxoausiiero B 2Ke-
HeBe, Tlie paccMaTpuBajach KOHUEMIMS ayTOMMMYHHBIX MeXa-
HU3MOB Pa3BUTUsS SMWIENICUU. YCTAaHOBJIEHO, YTO MeEXaHW3M
pa3Butus OP cBsizaH ¢ BbIpaboTKoil AT K TiiyTaMaTHOMY pe-
i (entopy (GluR3), siBastromieMycss aHTUT€HHBIM NeNTUAOM. Bbl-
pabdotka antutea K GluR3 akTuBUpyeT HEMPOTPaHCMUTTEPHbIE
peLenTopbl, OTKPLIBAET MOHHbBIE KaHaIbl U aKTUBUPYET Helpo-
Hbl. bnarogapsi MexaHuW3MaM 3KCAaWTOTOKCUYHOCTU, KOTOpPbIE
peanu3yloTcs depes IJiyTaMaTHbIe pelienTopbl, MPOUCXOAUT TH-
Ilenb HetipoHnoB u actpouutoB B [LTHC. TIponomkeHuto maroso-
TUYECKOTO TIpOIlecca CIOCOOCTBYIOT BO3ACHCTBUE ITUTOKUHOB
(dakTopa Hekpo3a onyxonu-anbdha, UHTepdepoHa-ramma), obe-
creyunBalolnX MpoHUKHOBeHUEe AT uepe3 remaTosHiedaninue-
CKUIi Oapbep M BO3NEUCTBUME LIMTOTOKCUYECKUX JUMGMOLIUTOB
(O3, CO8), conepxalux rpaH3uM-B, yyacTBylouii B paciie-
mwieHun GluR3. Ha BocripuuMunBOCTbh HEMPOHOB BIUSIOT UM-
€1y HoreHeTnudeckue (paktopbl. Y 0onbHbIX ¢ OP ycraHoBIEHA
Beicokast yactota antureHos HLA: A2 (100 %), B44 (67 %),
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DR4 (83 %) [6]. OcobeHHOCTAMU MOP(MPOIOrNIECKUX HAPYIIe-
HUil ipu OP gBASIIOTCST CTPOrO OYAaroBble U3MEHEHUS B TOJIOB-
HOM Mo3re (IJIMO03 WIW CIIOHTHUO3), 3aXBaThIBAOIIUE OAHY JOJIO
win remucdepy. [TonbITKy BBISIBIEHUS BO30yauTeneli 601e3H1
(0cobeHHO BUPYCHOM MHGpEKIINN) B MTOPAXKEHHBIX y4acTKaX MO3-
ra 'y 6oipHbIX ¢ DP mpu O6uorncuu wiv naToMop@oIoruiecKkom
WCCJIEIOBAaHUY HE yBEHYATUCh ycriexoM [1].

Hns OP xapaktepHO HOpMallbHOE pa3BUTHE peOEHKa 10 0O-
ne3nu. Havany 3a0oeBaHMsT OOBIYHO MPEAIIECTBYET UH(MEKIINS
TepeHeceHHas HakaHyHe Oosiee yeM 3a 1 wmecsil. KnuHudeckue
cuMIToMbl P monnuMopdHBI U MPOSIBISIIOTCS COYETAHUEM BITU-
JIENTUYECKUX MPUITATKOB, 04aroBbIX 3HAKOB Ha MPOTUBOMOJIOX-
HOW OT MOPaXXEHHOTO MOJyIIapusi CTOPOHE W TMCUXUYECKUMU
pacctpoiictBaMu. B 70 % cayvaeB 3aboseBaHMe OeOIOTHpPYET
napiyaJIbHBIMU MOTOPHBIMUY MTPUCTYTIAMU WIN SMAJIENITUYECKUM
cratycoM (21 %). B mocnenmyiorieM 3MWICNITUIECKUI CUHIPOM
HOCUT MOJUMOP(MHBINA XapaKTep U MPOSIBISIETCS B BUJE MPOCTHIX,
CJIOXKHBIX MapIUaIbHbIX U BTOPUYHO-TEHEPATU30BAHHBIX TPU-
CTYIIOB, KOTOpbIE PE3UCTEHTHbI K HAa3HAYeHUIO MPOTUBOCYIO-
pOoXHBIX TpernapaTtoB [1, 4]. Coycrs 1,5—2,5 roga K HUM IPUCO-
EIUHSIIOTCS TIOCTOSTHHBIE JIOKATU30BaHHBIE MAOKJIOHUY, KOTOPHIE
O0OBIYHO BOBJIEKAIOT MBIIIIIbI JIUIA U (WIM) BEPXHUE KOHEYHOCTH
U IpoTeKaroT 6e3 norepu co3HaHud [2]. OuaroBasi HEBpOJIOTAYE-
cKasi CHMIITOMATHKa 3aBUCUT OT JIOKAJIM3allMK oyara rmopaxkeHusi
CEeporo BEIIECTBA TOJOBHOTO MO3ra W MPOSIBJISIETCSI CIacTUYe-
CKMM TeMUMAape30oM, TeMUAHOTICUEN WK adaszreil mpu mnopaxe-
HUM JOMMHAHTHOTO nojyiapus [4, 5]. OnucaHbl ciy4au coyera-
Hus OP ¢ mporpeccupyioieii remuatpodueil auia (CUHIPOM
Pomb6Gepra-Ilappu), 4To, IO MHEHUIO aBTOPOB, MMEET OOIIYIO
MOpP(}OJIOTUYECKYIO0 OCHOBY - IETE€HEpALIUIO BelllecTBa Mo3ra [7].
INcuxuyeckue pacctpoiictBa npu DP mposiBasitoTcsl Hapyle-
HUSIMU TIOBEIEHUSI U OBICTPO HapacTalolleil KOPTUKATbHON Je-
meHuueit [1, 5]. B nuteparype momuepKuBaeTcsi BO3MOXHOCTb
npucoeaMHeHus pyu DP cuHApoMa NMpexIeBpeMEeHHOTO pa3BU-
tusa [2]. TeueHue 3a00ieBaHUSI HOCUT MPOTPECCUPYIOIINNA Xa-
paKkTep, PEMUCCUU HE XapaKTePHBI.
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Boeinensior Tpy cTaguu KJIMHUYECKOro TeueHust DP:

1) BOBHUKHOBEHUE MAapPLUATBHBIX MOTOPHBIX, BTOPUYHO-TE-
HEPAJIM30BAHHBIX MPUCTYNOB C TOCTIPUCTYITHBIM MPEXOsi-
LM MOTOPHBIM Ae(ULIMTOM B KOHEUYHOCTsIX (mapaind Tomna)
U TIOC/IEAYIOLIMM NPUCOSIMHEHUEM MUOKIIOHUIA;

2) MmocTerneHHOoe YXyIIIeHUEe MOTOPHBIX W TCUXUYECKUX
dyHK1Mi, HopMUpOBaHUE CTOMKMX Mape30B KOHEUHOCTEN, Ha-
PYLIEHUI YYBCTBUTEIbHOCTHM MPOBOAHUKOBOIO THMa, Aucoa-
29U, HapylIeHUe TTOBEICHUSI;

3) crabuim3anus cocTosTHHA crycts 6 mec. - 10 jer oT Ha-
yajia 3a00JIeBaHUsI, YMEHBIIIEHWE YaCTOThl MPUCTYTIOB U JBUTA-
TEJbHBIX HapylleHUH JuOO MporpeccUupoBaHUe C JieTaabHbIM
KCXOJIOM.

HuarHoctuka OP ocHOBaHa Ha XapaKTepHOU KJIMHUYECKOM
KapTUHE, UMMYHOMEPMEHTHBIX UccaenoBaHusIX Kposu U LICXK,
pe3yabratax D3I u HeilpoBusyanuzanuu. IIpu KT u MPT BbI-
SIBJISIIOT PE3KO AaCMMMETPUYHYIO IliepeOpalbHYI0 OYaroByIO
arpodu0 ceporo BEUIECTBA TOJIOBHOTO MO3ra W pacUIMpPEHUE
XemynoukoBoil cucteMbl [5]. TTo3UTpOHHO-3MUCHOWHAS TOMO-
rpapust ¢ 18-dyopo-neoKCcu-rItoK030i MO3BOJISIET BBISIBUTH
THOoMeTaboMu3M mpernapaTta B oqHou remucdepe. CyToUHbBIN
MOHUTOPUHT DD y 6osbHBIX ¢ OP yka3siBaeT Ha nuddysHoe
3aMeIJICHUE OCHOBHBIX (DOHOBBIX PUTMOB, TOSIBIEHWE BbIpa-
KEHHBIX CTOUKMX apUTMUYHBIX JIeJbTa-BOJH, TpeoOagaHue
OCTpBIX BOJIH B ofHOM Tionyiapuu [1]. U3MeHeHus: mipu oO1ie-
knuHu4eckoM aHanuze LICXK nns OP He xapakTepHbl. Crielu-
(PUYHBIM TECTOM TSI TOU MATOJIOTUU SIBJISIETCS OOHApyXKeHUe
a"tuten K GluR3 B ceiBopotke u LICXK [6].

HuddepeHInalbHYIO AUarHOCTUKY DP mpoBoOAsT C TeHYUH-
MO 1 cUMNTOMATUYECKOIi SMUIeNcueii BCeACTBUE IUPOKOTO
Kpyra OpraHu4eckux MPUYUH TOpPaXeHUsI TOJOBHOIO MO3ra;
JIeTeHepaTUBHBIMU 3a00sieBaHusAMHU (Oone3Hb Muuica). Ocodyto
CJIOXKHOCTh MPEACTABISIET oTinuue DP OT XpOHWYECKUX O4Yaro-
BBIX BUPYCHBIX 3HIIe(danuToB. B ommmuue or OP ux KimHU4YecKue
MPOSIBJICHUSI HAYMHAIOTCSI B OoJyiee mo3aHeM Bospacte (40 ner
U cTapiuie). Y GOJbHBIX MpeobaialoT KOTHUTUBHBIE HApYIIEHNSI,
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HEaJlleKBaTHOCTh TOBENECHUS, TCEeBAOOYIBOAPHBIA CUHIPOM
W TMPU3HAKU pa3lpaxeHUsT MO3TOBbIX 00o0yiouek. CymopoKHbIN
CUHIPOM B BHUJE NEPBUYHO-TEHEPATM30BAHHBIX MPUCTYIIOB
W IBUTATEbHBIE PACCTPOUCTBA MUPAMUIHOIO TUMA OTMEYAIOT-
Csl 3HAUUTEIbHO pexe. Y OoJblleil yacTu OOJTbHBIX MPU UCCTIE-
noBaHuu LICXK ormeuaeTcs ymepeHHbBIN TUMQOIUTAPHBIN TIe0-
1IUTO3 U (WJM) MOBBIIIEHUE CONEpKaHUsl OelKa U TOJI0XUTEb-
Hasl MoJIMMepa3Hasl [eMHasl peakiusl yaule K BUPYCy MPOCTOTrO
repreca U BUpycy DmiuteitHa-bappa, KoTopble KOppeaupyroT
¢ mmporpeccupoBaHueM mpornecca. [1pu nposenenuu KT (MPT)
TOJJOBHOTO MO3ra 4acTO BCTPEYAIOTCS MPU3HAKU 0YaroBOTO MO-
paXeHUS TOJIOBHOTO MO3ra B JIOOHO-BUCOYHBIX, JJOOHO-TEMEH-
HBIX WIW DIYOUHHBIX OTaeaax mMosra [3].

MoHo- Wiu noauTepanusl MPOTUBOCYIOPOXKHBIIM Tperna-
patamu, npuem KC u uutoctatukoB npu OP HeahdeKTUBHEI
[1, 2, 5]. OnucaHo 3HAYUTENBHOE YIyUYIlIEHUE B BUIIE YMEHBIIIE-
HUS YKCJIa STMTUTTPUNAIKOB, KOTOPBIE COMTPOBOXIAIUCH TMOJIOXHU-
TeJIbHOU TMHAMMKONA Ha OAMHO(POTOHMON SMHCCUOHHON TOMO-
rpadu 1 MPT B TeueHue 5 €T mocie JIUTEIBHOTO Mpuema
BBUI B no3e 2 r/Kr Beca U MeTOJa UMMYHOA0COPOILIUM C U30U-
paTenbHbIM ynanenueM IgG u3 mma3msl [6]. M3BecTeH momoXmM-
TEJbHBIN Pe3yabTaT YCTPAHEHUS] MUOKJIOHYCA JUIa Y OOJbHOM
¢ OP nHbeKkIMSIMU OOTYJIOTOKCHHA A B CKYJOBYIO MbIIIIy [4].
Ilpu orcyrcTBUM 3hdheKkTa OT KOHCEPBATUBHON Tepanuu B Kaye-
CTBE aJIbTEpHATUBBI Y O00BbHBIX ¢ DP paccMaTrpuBaeTcsi HEUpOXuU-
pypruyeckoe BMENIATeIbCTBO - (PYHKIMOHAIbHAsT remucdep-
9KTOMMSI, TIPU KOTOPOM 3SMWIENTUYECKUE OYard pa3oO0IlIatoTcs
MyTeM YIaJeHUsI COOTBETCTBYIOIIMX KOPKOBBIX CTPYKTyp. Yac-
TOTa CTOMKMX PEMUCCHII TocIe oreparmii coctasisiet 23-52 % [1].

IIporHo3 npu DP yalne HeOGIAaronpusSTHBINA. Y BbDKUBIIUX
OOJIBHBIX COXPAHSIETCSI CTOMKUI MOTOPHBI W KOTHUTWUBHBIN
Jne(ULNT.
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1.2. CucTteMHble ayTOMMMYHHbIE 3a00J1€BaHUSI
C BTOPUYHBIM MOPAXKEHUEM HEPBHOI CHUCTEMBbI

B Hacrosiiiee BpeMsl BblaeJieHa TpyIina opraHoHecnenudu-
yecknux A3 ¢ MHOXECTBEHHBIM IOPaXEHUEM Pa3IUYHBIX Opra-
HOB M CMCTEM opraHusma. B 3Tux ciaydasix BOBJICUEHUE HEpPB-
HOM CUCTEMBI SIBJISIETCSI TOJIBKO YaCThIO KJIMHUYECKOUN KapTUHBI
W nicerna HOCUT BTOpUYHBII XapakTep. K aToii rpynmne oTHOCST-
||| cucreMHBle GOE3HU COENUHUTEILHONM TKAHU, CPEAU KOTO-
PbIX BBIASJSIOT CUCTEMHYIO KPAaCHYI BOJTYaHKY, aHTUdOchO-
UWUMUIHBIN CUHJPOM, CUCTEMHYIO CKJIEPOIECPMUIO, UIMOTIATU-
yecKkue BocnaiuTebHble MuonaTuu, cuHapom lllerpena. K sroit
Xe Tpynne O0oJie3HEM OTHOCST CHUCTEeMHbIE BaCKYJIMThI C Mpe-
UMYIIECTBEHHBIM TIOpaXXEeHUEM apTepuili KPYIMHOro Kaauopa
(6one3nb XopToHa, 60JIe3Hb Takascy), cpeaHero Kaauopa (y3ei-
KOBBIi MOJIMAPTEPUUT) M MEJIKOro Kajiubpa (rpaHyjioMaros3
Herenepa, 6osie3Hb bexuera).
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1.2.1. CucreMHasi KpacHas BOJTYAHKA

Cucremnast kpacHasa BondaHka (CKB, lupus erythematosa
M32 no MKBb-10) - ayTouMMyHHOE peBMaToJ0rndeckoe 3abo-
JIeBaHUE, XapaKTepusylollieecsl TUNEPINPOAYKIUEH IUPOKOTro
cnekTpa opraHoHecrnienpuiyeckux AT K pa3TuyHbIM KOMIO-
HEHTaM S1ipa U UMMYHHBIX KOMIUIEKCOB, BbI3bIBAIOIIMX BOCMA-
JINTEJIbHOE MOBPEXAeHNWE KOXHU, CYCTaBOB, BHYTPEHHUX oOpra-
HOB U HepBHOU cucteMsl [1, 2, 7]. 3ab6oneBaemocts CKB koite-
osercs ot 4 1o 250 cnyvaeB Ha 100 Thic. HaceneHUs1, HauboJee
YacTo pa3BUBASICh y XeHIIUWH 15-40 neT (COOTHOILIEHUE XEH. :
myx. = 10 : 1). MakcuMaibHbI UK Havyana 6one3Hu - 15-25
net [4]. Puck pazsutus win odoctpeHuss CKB BbIie Bo Bpems
OepeMEeHHOCTH U MOCJepOJOBOM IMepuojae. Boiaensior cruemy-
forue BapuaHThl 6one3nn; CKB B moxuioMm Bo3pacTe, BO3HU-
Kaoumii mocie 50 ger u nporekatomuii oiaronpustHo; CKB
¢ 1e0I0TOM B MOJIOAOM BO3pacTe U MeHee 0JIarONpUsITHBIM Te-
yeHueM; HeoHatanbHass CKB, pasBuBalIiascs yepe3 HeCKob-
KO HeJesib WIM MeCSLEB Mocjie POXASHUSI peOeHKa OT MaTepH,
cTpanamlieil 3TuM 3a00JieBaHMEM; MOJOCTpasl KOXXHasi BOJYaH-
Ka, OTJMYaloIasics U30JMPOBaHHBIM mopaxkeHueM kKoxu; CKB
¢ anTudochonunmuaHbiM cuHapomom (20-30 %); aexapcTBeH-
Hast CKB Ha ¢oHe npuemMa nzoHuasuaa, rujpaiazvuHa, mpokau-
Hamuga [7].

ITatoreHe3 CKB cBs3aH ¢ HapylIeHUSIMU MPEUMYIIECCTBEH-
HO TYMODPAJIbHOTO HMMMYHHUTETAa U SIBJASETCS MPOTOTUIIOM
aHTUTENO-BbI3BaHHOTO pacctpoiictBa. [Ipu CKB obHapyxuBa-
erca Oonee 100 pasznuuHbix AT K pa3iWYHBIM aHTUTEHAM:
1) mpoTrenHaM mia3Mbl; 2) MEMOpPAHHBIM aHTUTEHAM (JTUMGOLIH-
TaM, HeWTpoduaam, TpoMOOIIUTaM, SpUTpPOLUTAM; 3) BHYTPHU-
KJIETOYHBIM [MTOIUIAa3MAaTUYECKUM KOMIMOHEHTaM (MUKpODU-
JIaMeHTaM, MUKPOTPYOOUKaMm, IN30coMaM, pudocomam); 4) siiep-
Hoit IHK, pubonykieonporenHam u ructoHam [7]. Ilpeodnanaer
(95 %) aHTMHYKJIeapHBIA (haKTOp - TeTepOreHHas OIS
AT, pearupyloiux ¢ pa3jinyHbIMA KOMIIOHEHTAMU KJIETOUHOTO
snapa. Jlocratrouno crienudmaabl (50-90 %) AT K nBycnupaiib-
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noii HatuBHOU JIHK m ayroaHTHTENa K MajibIM SITEPHBIM HYy-
kieotuaaM. Breicokocneuuguunsl misi CKB ayroaHTuTena
K Sm-aHTHUTeHy, OIHAKO WX BBISIBISIOT ToNbKo ¥y 10-30 % ma-
uueHToB [4]. Ilpu couetanuu CKB ¢ aHTUDOCHOIUITUAHBIM
CUHAPOMOM BBISIBJISIIOT BOJTYAHOYHBIN AHTUKOATYJISIHT U Kap-
nuonunuHoBbie AT. Cucremusle HapymeHust npu CKB sBus-
FOTCSI PE3yJIbTaTOM TpsIMOro Bo3neicTBUst AT M IIMTOKWMHOB Ha
KJIETOYHYI0O MeMOpaHy, (DOpMUpPOBaHUSI BACKYJIOMaTUU BCIE-
CTBHE OTJIOKEHUSI UMMYHHBIX KOMIUIEKCOB B TKAHSIX U aKTUBA-
IIMM KOMIUIEMEHTa, a TakKXX€ BO3ACUCTBUS IIUTOTOKCUYECKUX
T-mumdouutoB. Ilpenukropamu CKB paccMaTpuBaloT reHeTuU-
yeckue (pakTopbl, BKITIOUYAOIIME Ne(EeKT UMMYHOPETYISITOPHO-
10, "MMyHO3(PHEKTOPHOTO MEXAaHU3MOB U BIIUSIHUE TTOJIOBBIX
TOPMOHOB. Y TIOABJISIIOIIETO YUCiIa OOJbHBIX UMEET MECTO CO-
YeTaHWE HECKOJbKUX (DAKTOPOB MOBPEXICHUS] TKAHEHU: UIIIEMU-
YECKOro, UMMYHOJIOTHYeckoro u Meradonudeckoro [3]. Tlaro-
mopdonornuecku miass CKB xapakTtepHbl numdonutapHasi UH-
ubTpalusg AEpMbl U 3MUAEPMBI, HEKPO3 0a3adbHBIX KJIETOK
W KePaTUHOIUTOB, UCTOHYEHNE Oa3aibHOI MeMOpaHsI (puc. 15).

Knuuuueckue nposienenuss CKB xapakTepusyioTcss MHOTO-
00pa3ueM U pa3IuYHbIMU BapuaHTaMU TEYEHUS AaXe y OJHOTo
W TOTO Xe TallMeHTa B TeueHue OosiesHU. OObIYHOE Hayajio

W a?® o
Puc. 15. Mukpodotorpacdus 6uorcuu koxu npu CKB: orMmeuaercs mumdbo-

nMTapHasi MHGWIbTpALKs AePMbl U SIUAEPMbBI, HEKPO3 6a3ajlbHbIX KIETOK
M KePaTUHOLUTOB, UCTOHYEHUE Ga3aIbHON MeMOPaHbI
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3200J1eBaHUS C TOSIBJIEHUSI KOHCTUTYLIMOHAJbHBIX CUMIITOMOB
B BuIe oOuieil ciabocTv, OTCYTCTBUSI amleTuTa, CHUKEHMS
Macchl TeJla M TIOBBIILIEHUST TeMIepaTypbl. XapaKTepHbIMU KOX-
HbIMU TIposiBieHussMU CKB sBisiloTCSl 3pUTeMa Ha HOCY U 1e-
Kax (¢purypa 6abouku), 1iee U rpyau (IeKojabTe) U B 00JacTu
KPYITHBIX CycTaBOB. TUIMMYHBI IMCKOUIHBIE OYaru ¢ rUIepeMu-
pOBaHHBIMM KpasiMu, WHQUIbTpaluMel, pyoLoBoil atpodueit
U IeTIMTMEHTAaIMel B LIEHTPE, C 3aKYMOPKOM KOXHBIX (DOJUTHUKY-
JIOB U TejeaHrnoskTasusimu [4]. Hepenko BcTpeuaeTcsl MOBBI-
IIEHHAs YyBCTBUTEJBHOCTb KOXU K COJTHEYHBIM JiydyaM (¢doTo-
CceHcuOuaM3anus), rHe3aHas ajulonelus; XeiuT u 6e300e3-
HEHHbIE 9PO3UU Ha CIUZUCTOM 000JI0UKE MOJIOCTU PTa; CETYATOE
JieBeno (mpu codeTaHuM ¢ aHTUMHOCHOMUNMUIHBIM CUHAPIO-
MoM). CriettudmaHbiM (90 %) SABJSIETCST HEIPO3UBHBIN TTOJTAAP-
TPUT C BOBJIEUEHUEM JIy4e3amsCTHbIX, KOJEHHBIX U MEJIKHUX CY-
cTtaBoB Kucteil. [lopakeHne BHYTPEHHMX OpPraHOB OTMEYaeTcs

y I0JIOBUHBI 00J1bHBIX. Haubosee yacto crpagaer cepale ¢ BO-
BJIEUEHUEM BceX ero o0OJIOYEK.

OcoOeHHO XapaKTepHO pa3BU-
THe »HIokapauta JIubmaHa-
Cakca, SIBASIIOIIETOCSI UICTOUHU-
KOM KapIMOTeHHBIX 3M00JI0B [1].
B 75 % cnyyaeB mpu CKB
B Pa3HOW CTENEeHU CTpamaroT
TMOYKW OT HEBBIPAXKEHHOW MPO-
TE€W HYpUH 10 OBICTPO Mporpec-
CHUpYIOIIEro TioMepyouedpu-
Ta C CerMeHTapHOU mponude-
pauyeili Kiayoo4dkoB (puc. 16).
Pexe pa3BuBaeTcsl BOJTYAHOY-
HBIi MTHEBMOHUT, CYXOW WU
BBIMIOTHOU TUIEBPUT.

B maronoruueckuii 1po-
mecc y 65-89,7 % GOJIBHBIX BO-

Puc. 16. MukpodoTtorpadus: cerMeH-
TapHasl Tpoiudepanus KIy00uKoB BekaroTcst CTpyKTypbhl I[THC

npy Jomnyc-Hedpure u IHHC BcieacTBue OKKIIO3UU



1iepedpagbHBIX COCYIOB MaJIOTO TUAMETpa 3a CYET UX UMMYHO-
KOMILIEKCHOTO BOCHaJIeHUsI, TpOMOO3a W BacKyJIWUTOB B vasa
nervorum [2]. Hanbonee TUMUYHBIMU HEBPOJOTUYECKUMHU MTPO-
saenenusiMu CKB saBrsiiorest peumnusupytomue THUA, nakyHap-
ni.ie ¥ Mabie UH(PAPKTHI TOJJOBHOTO MO3Ta, TUCIUPKYISITOPHAS
medanonaTusi, puck pa3BUTHUSI KOTOPBIX BbIlE MPU COYETa-
HUM ¢ aHTUdOcHoMMIUIHBIM cuHApoMoM [7]. Hacto y 60ib-
Hbeix ¢ CKB oTmeuaroTcsi TOJI0BHBIE 0O, COOTBETCTBYIOIINE
KPUTEPUSIM TOJIOBHOW OOJM MBIIIIEYHOTO HAMIPSIKEHUSI U MUTPE-
HH 6e3 aypsl. JloctarouHo peako (7,3 %) oTMedaroTcsl reHepa-
JIN30BaHHbIE WX MaplUUaIbHbIe SMWICNTUYECKUE TPUCTYIIHI,
acentuyeckue MeHUHTUTH (1,4 %) n muenauTsl. Cpeaun nopaxke-
Huii [THC npeoGiagaloT TyHHEIbHbIE MOHOHEBPOIATUU Cpe-
JNIMHHOTO, JIOKTEBOTO, JTy4€BOTO, 0O0JIbIIIEOEPIIOBOTO HEPBOB WU
WX COYETaHWsI. Y 4acTU OOJIbHBIX BCTPEUAETCSl KpaHWaTbHasI
TV TUCTabHAsI CEHCOPHAsi CUMMETPUYHAST aKCOHAJIbHO-JIEMUe-
nuauzupytomas [THII, usMeHeHus B LIEHOM OTHOEE TO3BO-
HOYHMKA B BUJE aTJaHTOOKIIUTUTAIILHOTO MOJBBIBMXA, Y3ypa-
IIMA TeJIa TO3BOHKOB W IUCLUTA. Y OOJBIIMHCTBA OOTBHBIX
nmeeT MecTto couyetaHHoe nopaxeHnue LIHC u ITHC, co3maBas
KapTUHY 3HIIedaroMuesonoauHeBponaruu [3].

INcuxmyeckue pacctpoiicTBa pa3BuBaiotcss y 60 % 6oib-
neix ¢ CKB, KoTopble BKIIOYAIOT PEAKTUBHYIO NEMPECCUIO,
OCTpbIe TICUXO3bl C OBICTPO Pa3BUBAIOIIUMUCS KOTHUTUBHBIMU
HapylIeHUsIMU. BBINESoT 0oblIe U Majable KPUTEPUU HEW-
pONCUXUYECKUX paccTpoiicTB, cBs3aHHbBIX ¢ CKB. K 6onbmmm
NUATHOCTUYECKUM KPUTEPUSIM OTHOCST MCUXO3bI, CYIOPOXKHBIE
TMPUCTYIIBI, OYAroBble [BUTATEIbHBIC WU YYBCTBUTEIbHBIC
HapyllleHusl, pacCTpOCTBAa CO3HAHUs. MaJlbiIMU KPUTEPUSIMU
CUUTAIOT TApPEeCTe3UU, TOJIOBHbIE 00U, TCEBA03aCTON NMCKOB
3PUTENIbHBIX HEPBOB, JOOPOKAYECTBEHHYIO BHYTPUUYEPEITHYIO
TUIIEPTEH3MI0, OECIIOKONMCTBO, HapyllleHe moBeaeHus. Helipo-
neuxuatpuieckytro CKB ycraHaBiuMBalOT Ha OCHOBAaHUU OIHO-
ro 0OJIBIIOTO WM OHOTO MAJIOTO TIPU3HAKA, MOATBEPKACHHYIO
pe3yibTaTaMy XapaKTePHBIX JTa0OPATOPHBIX JIMOO WHCTPYMEH-
TaJIbHBIX UCCeAOBaHUN [2].
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Huarnoctuka CKB ocHoOBaHa Ha MCMOIB30BAaHUU KPUTEPU-
€B AMEpPUKaHCKOU peBMaTOJIOTMYECKON acconmanuu |[5].

1. @uKcupoBaHHasl 3pMTEMa Ha CKyJiaxX, C paclpOCTpaHEHU -
€M K HOCOTYOHOI1 30He.

2. DpuTeMaTo3Hble MPUIMOJHUMAIOIINE OJSIIKU C MPUITU-
MaIUMU KOXHBIMU YelTyHKaMu U (POJUTUKYISIPHBIMU TTPOO-
KaMM; Ha CTapbIX oyarax MOTYT ObITb aTpoduyeckue pyoLbl.

3. @oroceHCUOMIN3ALNA.

4. be3bosie3HEHHbBIE U3BS3BICHUS B MOJOCTU PTA U HOCO-
TJIOTKU.

5. Heapo3uBHBIN apTpUT ¢ MOpaXeHUEM IBYX UK OoJiee Cy-
CTaBOB, MPOSIBISIIOIIUICS OOJIbIO, OTEKOM U BBITTOTOM.

6. [1eBpHUT WM MEPUKAPIUT, MOATBEPXKICHHBINA KIMHHYE-
CKW WJIN C TIOMOIIbIO 3XOKaparorpaduu.

7. TlopaxeHue TMOYeK: TMEePCUCTUpPYIOLIAs TMPOTEUHYPUS
> 0,5 r/cyT Wiy UMAUHAPYPUSI.

8. [Mopaxxenue LITHC: cynopoxXHble TPUCTYMbI UK TICUXO3.

9. TemonuTuueckast aHeMusi, Win Jejikonenus (< 4,010°/n)
i Tpombouutonenus (< 100-10°/n).

10. IToBblieHHBIM TUTP aHTUTeNn - aHTU-AHK, aHTH-Sm,
BOJYAHOYHOMY AHTUKOATYJISIHTY, KapAUOJUIUHY.

11. TToBeIlIeHWE TUTPOB AHTUHYKJIEApHOTO akTopa (TIpu
OTCYTCTBUM TpUEMa JEKapCTBEHHBIX CPEICTB, BBI3bIBAIOIIUX
CKB).

Huarno3 CKB ycraHaBnuBawT npu oOHapyxeHuu 4 uiu
0oJsiee M3 BBIIETIEPEUYNCICHHBIX KpUTEpUeB. IS TMarHOCTUKHA
CKB ¢ HeBpoJIOrM4ecKUMU MPOSIBIEHUSIMU IIIMPOKO MCTOJIb3Y-
10T MPT royioBHOTO Mo3ra jisl yTOUHEHUSI CTETIEHU 1iepedpanb-
HoIt aTpouu U (W) 0YArOBOTO MOPaXeHUs. YCTAaHOBJIEHO, YTO
MpU 3TON MATOJOTMU TOJOBHOU MO3r MoOpaXaeTcsl paHo, Aaxe
o ycrtaHoBieHus1 auarHoza CKB, a mpu3Haku ero ctpamaHust
SIBJISIFOTCST TIPEIMKTOPOM HEUPOTICUXUATPUUYECKUX TTPOSIBICHUM.
ITo nanubiM M. Petri et al., nepedpasnbHas arpodust mpeodnana-
eTy 18 % 6ompHbIx ¢ CKB, 4TO BBHICOKO KOppEIupyeT ¢ Tpe-
BOXHBIM PAacCTPOMCTBOM, a OYaroBble HapylleHUsl (HarOMMHa-
foye Takosble ripu PC) obHapyxuBawoT B 8 % ciydaes [8].



Huddepennmanbublii nuario3 CKB mpoBoasT ¢ cuHapoMom
XPOHUYECKOW ycTajiocTH, (hudpoMuairueii, Heipoodoppeano-
YoM, CMEIIaHHOW KpuorjoOyiuHemMueill B pamkax reratuta C;
CUCTEMHBIMU BacKyluTaMu (TpaHyjiomaTo3oM BereHepa, y3en-
KOBBIM TOJIMAPTEPUUTOM, CHIBOPOTOUYHOUN OOJIE3HBIO); TPOMOO-
TUYECKOll TpoMmOouuTorieHnYeckoi mnypnypoit; BUY-uHbek-
1LIMeI; 3]I0KaYeCTBEHHBIMU HOBOOOPA30BaHUSIMU;; pEaKTUBHBIMU
apTpUTaMU; MIMPOKUM CHEKTPOM MEPBUYHBIX HEBPOJIOTHUYE-
CKHMX U TICUXWYECKUX 3a00JIeBaHUIA.

Jleuenue CKB 101kHO OBITh MaKCHMMaJIbHO UHAVBUAYAIU-
3UPOBAaHHBIM B 3aBUCUMOCTU OT KJIIMHUYECKUX TMPOSIBICHUN
W aKTUBHOCTU 3abosieBaHUs. VICKIIOUUTETbHO BaXHOE 3Haye-
HUE WMeEeT ajJeKBaTHas MeaukameHTo3Has Tepanusi. HITBC
it cTaHAapPTHBIX TEpaneBTUYECKMX /103aX MOXKHO IPUMEHSITb
JUTST JIEYEHUS CKEJIETHO-MBIIICUYHBIX TPOSIBICHUNA, JTUXOPATKU
M ceposuta [2]. TuaApOKCUXIOPOXUH UCIIOJb3YIOT IIPU MOpaxe-
HUSIX KOHEW, CYyCTaBOB U KOHCTUTYIIMOHAJbHBIX HAPYIICHUSIX.
Y OONBHBIX C TOPaXXEHUEM HEPBHOW CUCTEMBI U HEBBICOKON
aKTUBHOCTBHIO OCHOBHOTO 3a00JI€eBaHUSI OCHOBHOE MECTO OTBO-
IUTCSl TIpernapaTtaM C aHTUOKCUAAHTHBIM U MeTabdOJINYEeCKUM
addekTaMmu (aKTOBETWH, TUOKTAIU), BBICOKOJO3HBIMU BUTA-
MWHaMU rpynmnel B (Muibramma, HelpopyOWH) B COYETaHUU
C aHTUarperaHTaMM U Ba30akKTUBHBIMU cpenctBamu [3]. Ilpu
orcyTcTBUM 3¢ dekta HaszHavarwoT KC. Mx mo3a y manueHTOB
C HUM3KOW aKTUBHOCTbIO cocTaBisieT 10 Mr/cyT; ¢ yMepeHHOM
akTUBHOCTbIO - 20-40 Mr/cyr; C BBICOKOH aKTHMBHOCTBIO -
I wmr/kr/cyt uaum 500-1000 Mr BHYTPMBEHHO KarejiabHO [4].
11penapatom BeIOOpa J€4eHUsI BOMTYAHOUYHOTO HedhpUTa Uin TMo-
paxenust HHC sinsiercs nukinodochamun. [Mo nanaeim K. Dus-
san et al., BeIcOKHMe 103bl HKKiIohochamuga (50 Mr/Kr B Te4eHHUE
I nHeli) UMeET MPEeUMYILEeCTBO HaJ eXeMeCSYHbIM BBEICHVEM
npemnapara B go3e 750 mr/kr [6]. C 1uenbio MoaaepxaHus peMUC-
CHUM TIpernapaTaMu BbIOOpa MOTYT ObITh a3aTUOINPUH WU METO-
Tpekcar. Ilpu OBICTpO HapacTaloleM HapylleHUW QYHKIIUU
>KM3HEHHO BaXKHBIX OPraHOB M OTCYTCTBUMM 3(pdeKTa OT Ha3Ha-
YeHHUsI Ha3BaHHBIX CPENCTB UCIOJb3YIOT [1D.
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B Hacrosgiee Bpemsi nporHo3 y 6oabHbeIX CKB oTHOCUTENb-
HO OnaromnpsTHbIM. BeokuBaemocTs uepe3 10 JjieT cocraBisier
80 %, ayepe3 20 neT - 60 %. K dakropam HebIaronpusTHOro
MPOTHO3a OTHOCAT MOPaXEHWE IOYEeK, apTepUATbHYI TUIIEp-
TEH3UI0, MYXCKOI IMOJI, Hayajo 3abosieBaHust 1o 20 €T U BBICO-
KYI0 aKTMBHOCTb Ipoliecca.
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1.2.2. AHTUdDOCHOAUHUAHBIU CUHIAPOM

AHTUdoedonunuaHbiii cunapom (ADC, cuHmpoMm Xareca) -
HEBOCMAIUTEIbHOE ayTOMMMYHHOE 3a00JIeBaHUE, XapaKTepusy-
foleecss HUTMYreM aHTU(MOCHOTUTTUIHBIX AHTUTEN, MPOSIBIISIECT-
cs BEHO3HBIMM Y apTepUalIbHBIMU TpOMOO3aMu, MaTtojiorueii oe-
PEMEHHOCTU W IPYTMMU KJIMHWYECKUMU OpuzHakamu [1, 2, 7].
Bnepseie onucan anmiuiickum pesmatoisoromM G. Hughes
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B 1983 r. [6]. PactipocrpaneHHocTh ADC B 00LLEH HOIMYJISILIAN
cocraBysieT 2-4 %. 3aboneBaHre BCTpeyaeTcs B JIIOOOM BO3pac-
Te, Yallle Y >XKeHIIMH (KeH. : MyX. = 2 : 1) u npeobaagaeT y JuLl
eBpOIEICKON M a3uaTcKoil pachl [3]. BhloeasioT mepBUYHBINA,
BTOopu4uHbIA 1 Katactpopudyeckuit APC. K neppuunomy ADPC
OTHOCSIT BCE CJIydyad €ro Pa3BUTHS y JIUI], HE UMEIOIIUX paHee
Kakux-1noo u3BecTHBIX A3. Bropuunbiii ADC pa3BuBaeTcs Ha
(oHe 00X peBMAaTUYECKUX (OCOOEHHO YacTO MPU CUCTEMHOMN
KpacHOU BOJIYAHKE) WM WHBIX A3, 3JI0Ka4eCTBEHHBIX HOBOOO-
pa3oBaHUli, MPUMEHEHUN HEKOTOPhIX MeaukKaMeHToB [5]. Kata-
crpopuueckuii APC (cuHApoM AlllepcoHAa) - pEeIKO BCTpeda-
fomasics (1o 1 %) dopma 6ojie3HH, KOTOpAsT TTPOSIBIISICTCS MYJTb-
TUOPTAaHHBIM MOPaXXEHUEM: CEPAILIA, JIETKUX Novek, reyenu, [IHC,
YTO OOYCJIOBJIEHO PacMpoCTpaHEHHBIMU TPOMOO3aMU apTepuit
MEJIKOTO U cpeHero Kaiauopa [§]. PaznuyatoT ceporno3uTUBHYIO
(c Hanmuuuem aHTUdOCchOMUNMUIHBIX AT) U CEepOHETaTUBHYIO
(Ip¥  OTCYTCTBUM KJIACCUYECKUX CEPOJIOTUYECKUX MApPKEPOB)
dopmy 3aboseBanus [6].

B nartoreHesze A@C Benyiasi pojib MPUHAIJIEKUT Hapylle-
HUSIM TyMOpPaJbHOI'O MMMYHMTeTa B ¢opMe BbIpabOTKM AT
K pa3IMYHbIM KOMIIOHEHTAaM MEMOpPaH TPOMOOIIMTOB U IHAOTE-
o cocynoB [1]. Haubonee crienubuanbiMu mjiss ADC cuura-
[OT BOJYAHOYHBIA aHTUKOATYJISIHT, TaK 0003HAYalOT aHTUTENA,
KOTOpbIE, CBS3BIBASICH in vitro ¢ dochonmunuaaMu TpoMOOIH-
TOB, CIOCOOCTBYIOT IIaTOJOTMYECKON rumepkoaryissuuu |[5].
Baxnyto ponb urpaioT AT K Kapauonumnusy, dhochaTuanaInHo-
sutonty, docdatuauncepuny u HochoIUNUI-CBI3bIBAIOIINM
OenkaMm. benku mia3mel, cBsi3aHHBIE ¢ (ochomUunuIamMu Kie-
TOYHBIX MeMOpaH (TTPpOTPOMOUH, OeTa2-rIMKONpPOTeUH 1, HU3-
KO- Y BBICOKOMOJIEKYJISIPHbIE KWHUHOTEHBI) CIIyKaT Kodakropa-
MU, B IPUCYTCTBUU KOTOPBIX hocthoaunuabl cs3biBatoTcs ¢ AT.
BripaboTka aHTUTEN K 6€Ta2-TIMKOMPOTENHY-1 HapyllaeT ecre-
CTBEHHYIO aHTUKOAryJsHTUYIO aKTUBHOCTh [2]. B pesynbrare
ayTOUMMYHHOU BacKyJIOMaTUX, MPOKOATYJISIIIUOHHOTO COCTOSI-
HUSI U (WIK) TPOMOOTUYECKUX U3MEHEHUI B COCylax MPOUCXO-
AT UX OKKJIIO3USI, KOTOpash 4acTO HOCUT pPeLWAMBUPYIOLIMUI
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xapaktep [7]. IIpu A®C mnopaxalorcsl IPEeUMYIIECTBEHHO Ka-
MUJUISIPBI, apTepUM YW BEHBI PA3JIMYHOrO JAUAMETpPa B pa3iny-
HBIX OpraHax U CUCTEeMax.

Knaunuueckue mnposiBieHus APC moauMopdhHbI, Tak Kak
BKJIIOYAIOT TPOMOO3bl TNepudepruyecKux apTepuil U BeH, Mopa-
>KEHME KOXMW, MBI, CyCTaBOB, BHYTPEHHWX OPraHOB, HEPBHOM
CUCTEMBI WY aKYIIEPCKYI0 MaTOJOTHIO B PAa3UYHBIX cOYeTa-
Husix [6]. Koxubie mposiBneHnst AOC MHOrooGpasHbI: ceTyaToe
neBeno «livedo reticularis» - B BUAE CUHEBATbIX IISITEH IIpe-
WMYIIECTBEHHO Ha HMXXHUX KOHEYHOCTSIX, KOTOpblE yCHUJIMBa-
JOTCSl TIPYM HU3KOM TemIlepaType; MOBEPXHOCTHAsl TOUeYHasl re-
MoOpparnyeckasi Chillb; HEKPO3 KOXW MaJIbIIEB KUCTEW U CTOI;
KPOBOU3JIUSHUSI B HOITEBOE JIOXE; MOMOIIBEHHAs! W JIAAOHHAS
spuTeMa; XxpoHuuyeckue si3Bbl rosieHei [7]. IMopaxkeHue cepaia
npu ADPC Habaomaercss B opme mopaxeHusl KjaarnaHOB, MHO-
Kapaa, KOPOHapHBIX COCYIOB WX UH(pAPKTOB MUOKapaa. Yacto
pa3BUBaeTCs CTOWKasl apTepuaigbHasl TUMNEPTEH3Us, OOYyCIOB-
JieHHas matojiorueit mouek [1]. TTopaxxeHue Jerkux B psiie Ciy-
YaeB COMPOBOXAAETCSI TPOMOOIMOONMEN JIErOUHOUM apTepuu
WU JIETOYHOU runepTeH3ueil. [laTtomorust meuyeHus: MposiBisieT-
csa cumntomoMm baana-Kuapu, KoTopblii xapakTepusyeTrcsl yBe-
JIMYEHUEM TedyeHU Ha (hoHe HEKOPPErupyeMoro aclmra Mmpu oT-
CYTCTBUHU MPU3HAKOB CEepACYHOM HemocTaToyHOCTU [5]. Xapak-
TepHbIM mpusdHakoM ADC gBisieTcsl akyliepckasl MaToJiorus,
BKJTIOYAIOIasi ABa U Oojiee CIOHTAaHHBIX abopTa B aHaAMHE3E;
BHYTPEHHIOIO TUOENb TJI0a; TOKCUKO3 BTOPOW TMOJOBUHBI Te-
CTalluu; Tpe- U IKIAMIICUIO; 3aePXKKY BHYTPUYTPOOHOTO pa3-
BUTHS TUIOMA; TIPEXIEBPEMEHHbIE poabl [3].

IMopaxkeHre HepBHOI cucTeMbl HaGmomaeTcs B 60 % Bcex
caydyaes ADC, npuyeM, Mo HAIIKUM JAaHHBIM, Y 37,5 % OGOJIBHBIX
¢ nepBuyHbIM ADPC HeBpOJIOTMUYECKUE MPOSIBIICHUST TTpeodiaaa-
0T TUOO BCTPEYAIOTCS U30JIMPOBAHHO B KJIMHUYECKOW KapTUHE
3a0o0neBaHus. CHeKTp KIMHUYECKUX CUMITTOMOB HACTOJIBKO IIIU-
POK, YTO MOXET «MMUTUPOBATh» MPAKTUYECKU JIIOOYI0 HEBPO-
JIOTUYECKYIO TMAaToJIoThI0. XapakTep HEBPOJOTMYECKUX Hapy-
IIeHuit npeacTasieH B Tabma. 10 [4].
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Taonumoa 10. HeBposornmyeckue HapylieHUs Ipu repuaHoM ADC

KnuHuueckue nposiBieHus Yucno 60abHbBIX %
W Hdapkr mo3ra 15 46,9
THUA 6 18,8
MurpeHb 4 12,6
DnuirenTU4YecKue MpUIagKu 2 6,2
IMapxuHCOHM3M 2 6,2
Xopes 1 31
[MonmuHeBpomaTHS 1 3
HdemeHIus 1 3,1
Bcero 60JbHBIX 31 100

ITo naHHBIM OOJBIIMHCTBA KCCEAOBaTeNei, OCTpoe Hapyllle-
HMeE MO3roBoro kpoBooOpaiueHus B popme TUA unu nHdapkToB
Mo3ra SIBJISIETCSI caMbIM 4acThiM (1o 90 %) HEeBpOJOTMYESCKUM
nposisiienneM ADPC [1, 6]. Mx 0cOOEHHOCTAMU SIBISIIOTCS: BO3-
HUKHOBEHME B MOJIOIOM BoO3pacTe; Mpeobiagaroliee pa3BUTHE
B MHTpalepeOpabHbIX cocydax 000MX KapOTUIHBIX OACCEeiiHOB;
CKJIOHHOCTb K TOBTOPHBIM HapyIlIeHUsIM; XOPOLIUii perpecc He-
BPOJIOTMYECKON CMMITOMATUKHU 3a CUET MaJlblX, Yallle JlaKyHap-
MbIX MH(GAPKTHBIX oyaroB [4]. Y yactu 6onbHBIX ¢ ADPC Habmo-
JAIOTCSl MUTPEHO3HbIE MPUCTYIbI, COOTBETCTBYIOILIME KIaccudu-
KallMOHHBIM KPUTEPUSIM MUTPEeHU Oe3 aypbl, MUTPEHU C aypoit
UM «00e3rIaBlIeHHOW» MUTPEHU (T. €, MPUCTYIbI TOJIBKO B BUJIE
aypel). Dmwientudeckue npumagku npu ADC BeTpedaroTcs
HEYacTo B BUIE MOCTUHCY/IBTHOM armiericun [6]. JloctatouHo pen-
ko nipu ADC omnucaHbl 3KCTpanMpaMuIHbIe pacCTpoiicTBa B (hop-
M€ CHMHApOMa NMapKWHCOHM3Ma ¢ MpeobjataHueM aKuHe3Uu, pU-
TUAHOCTU, TeMUXOPEeU, TeMUIMCTOHUM, TeMubaiu3Ma [1]. B eqn-
HuuHbIX ciydasix ADC couetaercsa ¢ [THU. KomouHauus livedo
reticularis 1 MyTbTUUH(APKTHOTO COCTOSIHUSI C UCXOJIOM B Jie-
MEHIMI0 0003HavaeTcsl kKak cuHapoMm CHenmoHa [7].

Huarnoctuka AD@C ocHOBaHa Ha KPUTEPUSIX, IPEAIOXKCH-
HbIX Ha MexayHapoaHoil koHdpepeHuuu B Camnmopo (AmnoHus)
u 1999 r. (u3noxeHs! B Taba. 11). JIas mocTaHOBKM IHMarHosa
ADC HeobXoAMMO HaJIMYMe OMHOrO0 KJIMHUYECKOTO U OIHOTO
nabopaTopHoro kputepus [3].
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Taonuma II. InarnocTuueckue kpurepuu ADC

Knunuueckue KpUTEPpUU

Cocynuctolii OnvH win 6oJiee KIMHUYECKUN SMU30/1

TpoM603 apTepuaIbHOTO, BEHO3HOTO TPOMOO3a Wik TpoMbO03a
MEJIKHUX COCYIOB, KPOBOCHAOXAIOIIUX 1000 opraH
u TKaHb. Hanuyue TpoMOOB MOIKHO OBITH
TMOATBEPKAEHO AOMIIIICPOBCKUM
(anruorpaduueckum, MP-ATD') uccnenoBanuem
Wi MOP(OJIOTMYECKUMU JTaHHBIMU
(Hanmuuue TpomMO03a 6e3 3HAYUTEJIBHOTO BOCTIAJIEHUS
B COCYIUCTOI CTEHKE)

AKylrepckast OmuH (vm 6ollee) ciIydail HeOOBICHUMOM IO
MaTOJIOTUST MOp®dOJIOTNIeCKN HOPMAJIBHOTO TUIONA TTOCIe
10 Hemenb 6GepeMeHHOCTH

Onnu (vwin Gosee) TIPeXIeBPEMEHHBIE PO
MOpP®dOJIOTUYECKN HOPMAJIBbHOTO HOBOPOXIEHHOTO
1o 34 Henmenb 6EPEeMEHHOCTU TI0 MPUYUHE TSIXKEJIOH
MPE3KIJIAMIICUU VJIA BBIPAKEHHOM TJIAllEHTapHOMI
HEIOCTaTOYHOCTH

Tpu (umm Gosiee) HEOOBSICHUMBIX CIIOHTAHHBIX abopTa
no 10 Henenb GepeMEHHOCTH TIPU OTCYTCTBUU
aHATOMUYECKUX, TOPMOHAJIBHBIX U XPOMOCOMHBIX
aHOMaJINI y MaTepy U OTLa

JlaGopatopHbie Kputepuu

AHTHUTEIa Boisisnenue IgG u/wm IgM B cpeaHeM U BBICOKOM
K KapIUOJUIKMHY | TUTpPE B JABYX WIM 0Oojiee Caydasix B TedeHUe 6 Helelb.
BoisiBiieHre 6¢Ta2-TIMKOIPOTCHH- 1 -3aBUCHMBIX

AHTUTE
BomyaHOYHBIM YnnuHeHne BpeMeHU (HOChOTUINI-3aBUCUMBIX TECTOB
AHTUKOATYJISTHT KOaryJsiiuu

Hecnoco6HOCTb K KOpPEeKIINYM HApYIIeHUIA
CBEPTHIBAEMOCTH TIPU CMEIIEHUU C HOPMaJIbHOMI
WU 00eTHEHHOM TPOMOOIIMTAaMU TUIa3MOM

Koppekuus nodaBieHrneM U30bITKA GOChHOSIUITHIOB

HckinoueHre Apyrux KoaryJaornaTuid

[To0XUTENbHBII OTBET NIPU JTAG0PATOPHOM KOHTpOJIE

B IBYX WJIN boitee cj1ydyadax B TCUCHHEC 6 HEIC/Ib

ITpu nabopatopHbIX uccienoBaHUsIX y 601bHbIX ¢ ADPC Tak-
K€ BBISIBJISIIOT TPOMOOLMTONIEHUIO (KaK CJEICTBUE TUIEepKOoary-
JIUUKN), HU3KKUA TUuTp aHTuHykKieapHbix AT, B 30 % cnydaeB
JIOKHOMOJIOXKUTEIbHYIO peakuuio Baccepmana [7]. Hns mon-
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TBEPKACHUSI COCYIMCTOTO XapaKTepa IMpolecca MpeArlouyTeHUe
otaaetcsa npopeaeHuo MPT romoBHoro Mmo3ra uiu MP-AT.

Jis WutlocTpaly KJIMHUYECKOM KapTUHBI IEPBUYHOTO
JI®C npuBoguM HaOIIOACHME.

BonbHoii JI., 45 met, BoguTelb JATbHUX PECOB, SMM30ANYECKA Ha
TPOTSKEHUM YeThIpeX JieT oTMevan rosbiieHue A/l o 180/100 mm pr. cT.
Bonen 6 mMcc, Koraa mocie (puU3n4ecKoro U 3MOLMOHAILHOTO HaIpsiKe-
HUST pa3BUJICS TIPUCTYT OHEMEHUS B TMPaBoOl pyKe C TOCIeayIoNieil cia-
0OCTBIO B HEWl U pacCTPOMCTBOM peur TUIA MOTOPHOI adaszuu, conpo-
BoXnatonuiicss 1ud@y3HON TOIOBHOUN 0OJIBIO MTPOIOIKUTEIHHOCTHIO 10
6 4. B mociemyioleM aHaJOTUYHBIE MPUCTYIBI MOBTOPsUIMCH 1-2 pasa
B Mec, MHoraa Ha ¢oHe MOBbIIeHHOTO Wi HopMaibHoro A/l. Tlpo-
IOJKUTEIBHOCTD TIPUCTYIIOB Koyebanmach oT 5 4 mo L5 cyr. B Mexrmipu-
CTYITHBIN TIepUOJ] YyBCTBOBaJI cebsl yIOBJIETBOPUTEIbHO. HeomHokpaTHO
JIeYnJIcs cTauroHapHO Imo moBoxy THUA B leBoM KapormmHoOM OacceiiHe
Ha (doHe apTepuanbHoOil rurepreH3uu. [Ipy MPT romoBHOro mosra
u MP-AI: B T, pexume oOHapyXeH ouar MOHMXEHHOI IUIOTHOCTU
Yy HapyXHOTO Kpasl JieBoro 60KoBoro xenynouka 10x7 mm (puc. 17) u tu-
TOTUIAa3UsI TPaBOi TMO3BOHOYHOI apTrepuu. OOBEKTUBHO TOBBIIIIEHHOTO
mutanust, Al 150/90 MM pr. cT. DMOIMOHAIBHO JTAOWIEH, TPEBOXEH.
Hameuensr pediexcsl opaibHOro aBTroMatu3ma. Cujla B KOHEYHOCTSIX
NMOCTaTOYHAsl, MBIIIEYHBIA TOHYC He wu3MeHeH. CyXOXUIIbIIO-TIepruo-
cTajbHble pedeKchl 0XUBJIeHb D = S, 4yBCTBUTETLHOCTh U KOOPIWHA-
must B HopMme. Ha 4-it meHb mipeObI-
BaHUSI B CTAallMOHApE TIOBTOPWIICS
TIPUCTYIT OHEMEHWUS B MPaBOi TO-
JIOBUHE JIUIIA U PYKU, CIabocTu
B HEli, pacCTPOMCTBOM peuu, KO-
TOPBI COMPOBOXIAICS YMEpPEH-
HOIl TOJIOBHOU OOJIBIO M IIOIbE-
mom AJl mo 150/90 mMm pT. CT.
B HeBposornyeckom cTatryce B
9TOT TEPUOH, OTPENESIIUChH BbI-
paXEeHHBIN IIEHTPAJIbHBIN Tape3
VII u XII map yepernHbIX HEPBOB,
MOHOTape3 MpaBoil PyKH C TUTIe-
cre3ueil mo OpaxuoledalbHOMY
TUITy ¥ yMEepeHHasi MOTOpHas ada-

Dlirded Hoapl s
7 LITIK VR
251

LWL X X fkn

Puc. 17. MPT ronoBHOro Mosra

sust. [puctyn mpomoskancst 6 4,
3aTeM BCE CHMIITOMBI pPerpeccu-
poBayu. B aHanM3e KpoBu orpene-
JISTUCH JIETKasi TPOMOOLIUTOTICHUSI
48000-10% (Hopma 52000-10°/m),

oonpHOTO JI., 45 JIeT ¢ IMarHo3om
nepsuuHblii ADC: B T,, pexume
oyar MOHMXEHHOM TJIOTHOCTU Y Ha-
PYKHOTO Kpast JIEBOTO GOKOBOTO Xe-
ymouka 10 x 7 MM
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BBICOKMII TUTP aHTUKAPIMOJIUIIMHOBBIX aHTHUTEN Kiacca IgG (46 OPI,
HopMa < 12 GPI), cpennuii TuTp anturen K (3,-mkonporenHy 1 kiacca
IgM 9,4 U/ml (Hopma < 8 U/ml). DKI: cuHYyCOBBIil pUTM, BEepTUKAIBHOE
MOJIOKEHUEe 3JIeKTpuieckoit ocu cepaua. Okynuct: octpora 3peHus 1,0,
Ha IJIAa3HOM [HEe THIIepTOHMYecKas aHruoratus. Y3U Opaxuonedalb-
HBIX apTepuii: JeTKOe CHIXEHUE CKOPOCTH JIMHEWHOTO KPOBOTOKA IO
MpaBoii MMO3BOHOYHOU apTepuu.

Takum 00pa3oM, y OOJBHOTO HaOIIOMATVCH PELUAUBUDY-
ore TUA ¢ ncxomoM B IakyHapHbBI WH(MAPKT MO3ra B JIEBOM
KapoTUAHOM OacceiiHe W JaBa JIaDOpaTOPHBIX MpU3HAKa, Xa-
paktepHbix 111 ADPC. OtcyTcTBUE MHBIX A3 yKasblBaJlo Ha
«10cTOBepHbIi» nepBuuHbil ADC. B npencraBieHHOM HabIi0-
JIEHUU OCOOEHHOCThIO KJIMHWYECKOU KapTUHBI ObLIA U30JUPO-
BaHHAsl HEBPOJIOTUYECKAs] CUMIITOMAaTUKa 0€3 CUCTEMHBIX
MPOSIBJIEHUM.

HuddepeHunanbHy0 1MarHocTuKy nepsudHoro AP@C mpo-
BoadT ¢ BTOopuuHbIM ADPC (Ha poHEe CHCTEMHBIX BACKYJIUTOB,
CUCTEMHOI KpacHOW BOJYAHKW, TPOMOO(GWINU, TPOMOOIIUTO-
TMIEHUYECKOU Mmyprypsl, TpoMObaHrnuTe Bunusaprepa-broprepa,
NBC-cunapome), centudeckKuM coctossHueM. [leppuunbiiit ADC
C HEBPOJIOTUYECKUMMU TIPOSIBIICHUSIMU HeoOXxoauMo auddepeH-
IIMPOBaTh C UIMPOKUM KPYrOM HEBPOJOTMYECKUX 3a0oJieBa-
Huil. Cpenu JUI[ MOJOJOrO BO3pacTa, MEPEeHECIInX WHQAPKT
Mo3ra, Bcerda cienyetr 3anono3putb AQC, Tak Kak yxe BbIllIe
ckazaHo, uto nopaxeHnue [ITHC Moxer omnepexarb CUCTEMHbIE
TPOSIBJICHUSI JINOO BCTPEUAThCS U30JUPOBAHHO.

Jleuenune nepsuuHoro APC BKJIIOYaeT Ha3HaUYEGHUE Hempsi-
MBIX aHTUKOATYJSTHTOB [5]. B ciyuasx mokazaHHOro Tpom0OO-
3a JIIOOOW JOKalW3allMu Tepanuio HAYMHAIOT C Ha3HAYECHWUS
HU3KOMOJIEKYJISIDHBIX TenapuHOB ((hpakcUaprH) B TEUYECHUE
5 pHeit. OgHOBpEeMEHHO Ha3HauyaoT BapdapuH (5 Mr/cyT) 10 10-
CTUXEHUSI TOKa3aTess MEeXIyHapOJHOTO HOPMaTW30BaHHOTO
otHomeHust (MHO), pasHoro 2,0-3,0. ITociie yero mogdbupaet-
cs1 no3a BapdaprHa s TIOCTOSIHHOW Tepanuu, OPUEHTUPYSICh
Ha ueneBoe 3HaueHrue MHO [3]. Tepanuio HETPOMOOTUYECKUX
OCJIOXXHEHUN (KJIamaHHasl MaTojorus), Ju00 6€3CMMITOMUBIX
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cepono3uTUBHBIX ciydyaeB ADPC mpoBOIsSIT Ha3HAYEHUEM acIly-
puHa (75—100 Mr/cyr). ¥ mauueHTOB C peluUAUBUPYIOLIMMU
TU.A ¢ anTHarperaHTHOW L€JbI0 MOTOJHUTEIbHO HAa3HAYAIOT
ncHTokcudmmmH (600-1200 mr/cyt) wam aunupuaamon (50-
75 mr/cyt) [1]. TIpu monmopraHHOM MOpaxeHUU (B TOM YMCIie
karactpopuueckom ADPC) u (Mau) BICOKOH MMMYHOJOTMYE-
CKOl aKTMBHOCTUM Mpollecca MPOBOAST myhbc-Tepanuio KC,
BBUI B crangaptHoii no3e uiu I[1® ¢ yganeHueMm 2-3 1UTPOB
wia3Mbl Ha Kypce [8]. Tlpu peuuauBupylolieM xapakrepe mpo-
1iecca Ha3HavyalT KOMOWHAIMIO TTPEIHU30J0HA U UKI0odOocC-
damunga [4].

IMporno3 npu nepsuyHoM ADC OTHOCUTEBLHO OJaronpu-
SITHBIA. XyQUIWNA TMPOrHO3 OTMEYEH Y OOJIbHBIX C KaTtacTpodu-
yeckuM AD@C. ITosropubie TUA, cBs3anHbie ¢ ADC, npuBoasaT
K Pa3BUTHIO J€MEHIIVH.
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1.2.3. Nnuonaruyeckue BOCHAJINTEIbHbIE MHONATHHN

Wnouonatnyeckue BocnanuTelbHble Muonatuu (MBM, M33
no MKB-10) - rpymnma ayTOMMMYHHBIX peBMaTUYECKMUX 3a00-
JIeBaHUI, OCHOBHBIM TMPOSIBIIEHUEM KOTOPBIX SIBJSIETCS MbIIIECY-
Hasl cJIab0CTh, CBSI3aHHAS C BOCITAJIEHUEM TONEePEYHO-M0JI0CATON
myckynatypsl [1, 4, 5]. PacnpoctpanenHocts UBM B momyssi-
uu Kojeosercs oT 1 go 5 cinywaes Ha 100 Teic. HaceneHus [3].
MBM MoryT BcTpeuaThCsl KakK B BUAEC CaMOCTOSITEbHBIX HO30-
Jlornyeckux (GopMm, Tak MU B KauyecTBE OTAEJbHBIX CHHIPOMOB
npu pa3nuuHbix A3. Haubosiee yacThIMU KJIUHUYECKUMU (DOp-
mamu MBM gasnsiiorcss monumuosut (IIM), nepmMaToMUO3UT
(IM) 1 MUO3UT ¢ BHYTPUKIIETOYHbIMU BKIOUYeHUsIMU (MBB -
inclusion body myositis). M u I[1M cTpanaroT B3pOoCible U IE€TH,
yanule >XeHIIrHbl. MBB yvale Bctpevaetcs y auil crapue 50 Jjer,
npeodiafaeT y My>XXuyuH (MyX.: xeH. = 3 : 1). CuHApOMaTbHbBII
xapaktep UBM umeeT MecTo NMpu CKJIEpOIEPMUU, CUCTEMHOM
KpacHOW BOJYaHKE, PEBMATOMAHOM apTpuTe (MepeKpecTHbIe
CUHJIPOMBI) JIMOO HOCUT MapaHeoIIaCTUYECKUI XapakKTep, CO-
YeTasiCh CO 3JI0KAYECTBEHHBIMU HOBOOOpa3oBaHUSIMU [4].

B ocHoBe matoreHeza MBM nexXuT ayTOMMMyHHOE BOCIA-
JIeHUe, TIPUYEM OpraHaMu-MUIICHSIMU SIBJISIIOTCSI MBILILIBI U KO-
xKa (mpu JIM). PazButue MBM comnpoBoxnaeTcs ceKpeuuei u-
TOKMHOB, aKTUBAalMU aHTUTEHIPE3EHTUPYIOIIUX KJIETOK, CHUH-
Te30M IIUPOKOro crekTpa Muo3uT-crneuuduueckux AT [1].
K ux yucnmy otHocsitcsi AT K aMUHOALETUICMHTETa3aM TpaHC-
noptHoit PHK, a mepBylo ouepeab K TUCTUAMH-CUHTETAa3e
(J,-1). IIpu MBB nanHble aHTUTENa OTCYTCTBYIOT. MMmerorcs
0COOEHHOCTU KJIOHAJTBHOM 3KCMAaHCUU TIPU Pa3INYHBIX opmax
MBM. Tak, npu JIM MblllIeYHOE MOBPEXACHUE CBI3aHO C JTUM-
douutapHoit MHOWIBTPAIMEN KOMITJIEMEHT-BbI3BAHHBIX I[UTO-
tokcnueckux AT u CD,, nuM@ouunToB, HallpaBIeHHbIX IPOTUB
MUWKPOBACKYJISITOPHOTO pycia CKEJETHBIX MbIIIL. MUKpOaHTHO-
MaTtusi BeAeT K WIIEMMUM MBIIIEYHbIX BOJOKOH, MUKpOUH(ap-
KTaMm 1 BTopuuHOMY BocniajeHuto. [Tpu I[IM u MBB, Hanpotus,
HabmogaeTcsl MPSIMOE TMOPaK€HUE MBI [[UTOTOKCUYECKUMU
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CO0, , iumbonuramu u makpodaramu [5]. [Taromopdonornuyecku
st M u T[IM xapakTepHa JoKajibHas mepudaciuKysspHast
MOHOHYKJIEapHasi WHOWIbTpAIUs, B KOTOpPOW aTpodudeckue
BOJIOKHA pacroJyiaralorcsl no mnepudepun mydykoB (puc. 18).
TunuuHbIMUA HapylieHUusIMU 11T MBB SBISI0TCS HUTEBUAHBIE
BKJTIOYEHUSI B LIUTOTUIa3My WU SIAPO MBIIIEYHBIX BOJOKOH [5].
Knuauveckue nposiBiieHus1 y OOJbIIUHCTBA 601bHBIX ¢ UBM
pPa3BUBAIOTCS TIOCTEIEHHO B T€YEHWE HECKOJbKUX JIET C MOSIB-
JIeHUsT o01Ieil cnabocTu, HemoMOTraHusI, 0oJieil HeoTpeneIeHHOMN
JIoKanu3aluuu, cyodeopuwibiioin TeMmnepaTypbl. 3aTeM MeJIeH-
HO TIPUCOEIUHSIETCSI TTOPAXKEHUE CKENETHOW MYCKYyJIaTyphl, KO-
TOPOE MPOSIBIIIETCSI CUMMETPUYHON CJIa0OCThIO B MBINIIIAX MPO-
KCUMAJIbHBIX OTIEJIOB BEPXHUX W HWXHUX KOHEYHOCTEW, IIeH,
CTIUHBI, TJIEYEBOTO WM Ta30BOTO MOSICA. Y TOJOBUHBI OOJBHBIX
WMEIOT MECTO OTeK W YIUIOTHEHUE TOPAXEHHbIX MbIIIL [4].
Mbiieuynsie atpoduu pisi UBM He xapakTepHbl 1 MOTYT IOSIB-
JISIThCST TOJIBKO Ha TMO3MHMX CTanusx 3abosyieBaHus. BTopbiM Be-
IIIUM KJIMHUYECKUM TIpU3HaKoM (ocobeHHo npu JIM) aBmnseT-
csl opaXkeHue KOXU B (hopMe 3pUTEMATO3HOU CHIITU Ha ToJIOBE,
JI0y, BEpXHUX BEKaX, CKYJlaX, KPbUIbSIX HOCAa, HOCOTYOHOM Tpe-
YTOJIbHUKE, TPyau (30HA AEKOJIbTE), Miedax (11ajab), Haja JOKTe-
BbIMU, KOJIEHHBIMM, MSICTHO-(baTaHTOBBIMU cycTaBamu |[3].
JpyruM xapakTepHbIM
npusHakoM JM «B-
JISieTCsl  TIOKpacHEHUe,
HIETyIIeHUe W Tpelu-
Hbl Ha KOXe€ JaJoHen
(«pyka  MeXaHMKa»).
'3HaUnTETBHO pexe
npu MBM mnopaxarooT-
Ccsl  MEJIKUE CYyCTaBbl
KOHEYHOCTEM, cepaLe
(20 %), oTMedaroTCs 3a-

Tpy/IHEHUe U JIbIXA- Puc. 18. MukpodoTorpadusi IorepeyHoro
ceueHust MbIisl ipu JAM/TIM: onpenensiercst

HUW, CBASAHHBIC CO ClA-  1oyanpHan MOHOHYKJIeapHasi MHGUIbTPALIMS,

0OCTBIO  IbIXaTEJIbHBIX pacrojioxeHHas IepudacuuKyIsipHO
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mbiii [1]. Knuaudeckoit ocobeHHocThio MBB siBisieTcst oueHb
MEJJICHHOE DPa3BUTUE ACUMMETPUYHON ciabocTu W arpoduu
HE TOJIKO B MPOKCUMAJIBHBIX, HO W JUCTAJIbHBIX OTAEIaX KO-
HeyHocrTeilt [3].

BogneuyeHue HepBHOI cucteMbl pu MBJI BcTpeuaeTcs: He-
penKo W MposiBsieTcss 00sIMU U (WIM) CEHCOPHBIMU Hapyilie-
HUSIMU B KOHEYHOCTSIX, OCOOEHHO Yy OOJIbHBIX C TICEBIOMUOIA-
TUYECKUMU U MceBmoMuacteHnyeckumu cdopmamu. s UBJT
XapaKTepHO CHWXXEHUE CYXOXMUJIbHO-TIEPUOCTANBbHBIX pediiek-
COB, OTCYTCTBUE BEreTaTUBHBIX U TPOMUUECKUX HApYyUICHUM
KOHeYHocrTeil [4].

Huar"Hoctuka IIM//IM ocHoBaHa Ha KJIMHUYECKUX JTaHHBIX,
pe3yjabTaTtax JabopaTopHbix, OMI-uccienoBanuii, Ouorncun
MBI ¥ BKJTIOYaeT 9 nmpu3HakoB [3]:

1. ITopaxkeHue Koseu:

a) OpUTEMaTo3Has Chillb Ha BeKax;

06) nmpusHak ['oTpoHa (IMypmypHO-KpacHasl, HIeaylialiascs,
arpoduyeckas apuTemMa Wiu IMSITHA Ha pa3rudaTeIbHOU MOBepX-
HOCTU KMCTeil HaJl cycTaBaMM);

B) 3pUTEMa Ha pa3rudaTeIbHOU MOBEPXHOCTU KOHEYHOCTEH
HaJl TOKTEBBIMU U KOJIEHHBIMU CyCTaBaMU.

2. CnabocTh B MPOKCUMAJIBHBIX OTAENAX BEPXHUX U HIXK-
HUX KOHEYHOCTEU WJIM TYJOBUIIE.

3. IoBbllIeHUE YPOBHST KpeaTuH(MOCHOKUHA3HI U (WIN) alTb-
Jlona3bl B CBIBOPOTKE KPOBM.

4. bonu B MBIIIAX MPU MAJTbMAIAN I MUAJITUU.

5. Muonaruyeckuit naTTepH U3MEHEHM I TTOTEHIIMAIOB JBU-
raTeJbHbIX CAUHUI] HU3KOW aMIUIUTYAbl IPU Uroibyatoii HM
(puc. 19) c npeobiagaHueM HapylIEHU B MPOKCUMAJIBHBIX OT«
JIeJlaX BEPXHUX U HUKHUX KOHEUYHOCTSIX, CMELU(PUIHOCTh KO-
TopbIX cocraniusier 87 % [2].

6. Oonapyxenue AT k ructuaun cunterase (J - 1).

7. HenecTpyKTUBHBINA apTPUT WIN apTPaITUU.

8. Tlpu3Hakyu CHCTEMHOrO BOCTAJEHUS (JIMXOpaaKa BbIIE
37 °C, yBenuueHue KoHleHTpauuu C-peakTUBHOTO Oejika WiIn
yBeauueHue COD Goiee 20 MM/4).
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I'ne. 19. BMI npu [1IM: noTeHIMANbI ABUTaTe/IbHBIX €IMHMLI, 3alACAHHbIC
C UCIONB30BAHUEM MTOJIBYATHIX 3JICKTPONOB. HM3KOM AMIUIUTYIBI W U~
TEJILHOCTH, TONM(a3HbIC

9. Mopdoaornyeckue U3MeHEHUS] MPU OUOICHUU, COOTBET-
CTBYIOIIME BOCHAIUTEIbHOMY MMO3UTY (BOCIAIUTENbHbIE WH-
(UABTPATHI B CKEJIETHBIX MBIIIIAX C JereHepalueil Ui HEKPo-
30M MBIIIEYHBIX BOJJOKOH; aKTUBHBIN (haroluTo3 WiIu MPpU3HAKKU
aKTUBHOI pereHepanum).

Hcnonb3oBaHre TaHHBIX KPUTEPUEB TTO3BOJISIET AUATHOCTUPO-
nath JAM (uyBctBUTENBHOCTE 94,1 %, cneumdpuuHocts 90,3 %)
MpU HAJIMYUU 110 KpaliHeil Mepe OJHOTO TUIIA MOPaXXeHUS! KOXHU
U HE MeHee YEThIpeX APYTUX MPU3HaKoB (IMyHKTHI 2-9). JluarHos
IIM (uayBcTBUTENBEHOCTD 98,9 %, cnetnduaHocTts 95,2 %) ycra-
HaBJIMBAIOT MPYU HAJWYMU HE MEHee YeThIpeXx MPU3HaKOB (MyH-
KTHI 2-9).

HuddepenuuanbHyo auarHoctuky MBJI mpoBoasT ¢ Ha-
CJIEICTBEHHBIMU MBIIIEYHBIMU AuCTpodusamu ([lromeHHa u bek-
Kepa) u cnunanbHbiMu aTpodusimu (Kyrennbepra-Bemannepa,
Tes-Cakca); MmetabonuueckuMu (6one3Hbp MakApia, neuiur
MaJIbTa3HOW KUCIOTHI, KAPHUTWHA), IHIOKPUHHBIMU (TUIEP-
M TUMOTHUPO3, TUIEP- U TUIIONAapaTUPeO03) U JIeKapCTBEHHbIMU
(mpuem KC, cTaTMHOB) MUOIATUSIMU; MUACTEHUEN rpaBUC WU
MI acteHnyeckuM cuHapoMoM Jlambepra-UToHaA; cemeitHol cra-
ctmyeckoit maparuierueit (6osnesus IllTprommens); TpaBmamu,
OMYXOJIIMU U BOCHAJIUTENIbHBIM MOpaXKeHWeM CIIMHHOTO MO3ra
(CHOHOMOLMCUNT, SMUAYPATbHBINA adciecc) [8].

Jleuenne UBM B 3HAUUTENbHOU CTENEHU OCTAETCSI SMITUPU-
yeckuM. MeaukaMmeHTo3Hy0 Tepanuto MBM crenyer HazHayaTh
KaKk MOXHO paHbllle, TaK KaK B 3TUX clydyasx HaOaromaeTcs
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Haubosiee OiaronpusiTHbI ucxoa. Ilpemapatamu mepBoit Jin-
Huu gpisitorcss KC, cyTouHas no3a KOTOpbIX MOAOUpAETCs WUH-
NUBUIYaTbHO B 3aBUCUMOCTU OT TSIKECTU COCTOSIHUSI U OOBIYHO
cocTraBJisieT 1 Mr/Kr/cyT. YiydilleHHe COCTOSIHUSI B OTJIWYKE OT
npyrux A3 HactynmaeT memieHHee [4]. Ilpu oTCyTCTBUM MOJO-
KUTEJbHOW NMHAMUKU B TeueHUe 4 Helmenb A03y CJelyeT yBe-
JIMYUTH 10 2 Mr/kr/cyt. [locie ctabuimnszaumnu COCTOSIHUSI B BUIE
YBEJMYEHUsI CUJIbl B KOHEYHOCTSIX, HOpMaJIU3alluy YPOBHS Kpe-
aTuHdOCchOKUHA3BI 103y MperapaTa MOCTENeHHO CHMXAIOT 10
noaaepxupatoineit. Iynbsc-tepanus KC npu MBM penko ag-
dexkTuBHa. [ToMHBIA MM YaCTUYHBIA «OTBET» HAa MPUEM ajieK-
BatHo# 1036l KC ymaercst 1ocTUrHyth y 75-90 % GonbHbIX [1].
Ilpermapatamu BTOpOW JMHUU SIBISIIOTCS MeToTpekcatr (7,5-
25 wmr/Hen.), aszatuonpuH (2-3 Mr/Kr/cyT). LMKIOCIOPUH A
(5 mr/kr/cyr). Umerorcs coobieHust 06 3 GHeTUBHOCTA MUKO-
denonata moderuna (500-1000 mr/cyt), uHpankcumada, pu-
Tykcumaba B 1o3e 375 mr/m’ [3]. [lo nanubiM J. Edge et al, npu-
eM MuKodeHonata ModeTwna B TedeHue 4-§ Henesb MPUBEN
K ynyuyiieHuto y 10 uz 12 GosibHBIX. ABTOpPHI OTMEYAIOT XOPO-
1IyI0 TIEPEHOCMMOCTD Mpernapara U eAMHUYHbIE TOOOUYHbIE -
¢eKThl B BUI€ TTOBBIIIEHUS ITEYeHOUYHBIX hepMeHTOB [7]. BBUI
addextrBHB pu UBM, oqHako ux MO3UTUBHBIN PE3yJIbTAT CO-
XpaHsIeTCd KpaTKOBPEMEHHO (B cpeaHeM 6 Heaenb) [6]. [1D mpo-
BOJSIT B pE3UCTEHTHBIX K MHOM Tepanuu caydasix.

IlporHo3 y 6onbHbix ¢ MUBM B 1enoM OnaronpsiTHbINA.
BerxkuBaemocTh coctaBisier 90 % yepe3 S yieT mociie yCTaHOB-
JIeHUs AuarHosa [3].
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1.2.4. CuctemMHasi cKjiepoaepMusi

CuctemHas ckiiepoaepmus (CC, cucTeMHbIl cKiiepo3, M34.9
Ho MKB-10) - ayrouMMyHHOeE 3a00JieBaHUE COECIUHUTETbHOMN
TKaHU, XapaKTepU3YIOIleecss paclpOCTPAaHEHHBIMU HAPYIIEHU-
SIMA MUKPOLMPKYJISIUUN, (UOPO30M KOXU, BHYTPEHHUX Opra-
HOB U ITOpaxkeHreM HepBHOM cucteMsl [1, 3, 5]. PacnpocTpaHeH-
HocTh CC paznnyaercsi MeXay OTAeTbHBIMU TeorpaduuecKumMu
KXHaMM M 3THUYeCKMMHU Trpynmnamu. [lepBuyHas 3aboseBae-
MOCTb Kouyiebsiercst ot 3,7 1o 19 ciyyaeB Ha 1 MJIH HacejleHUs.
')Ta marosiorus yaille BCTpedaeTcs y XEeHIIUH (KeH. : MyX. =
5 -7 : 1) B Bo3pacte 30-60 neT. Beimensiior Heckoabko dopm CC:
nubdy3Hy0, JUMUTUPOBAHHYIO, CKIEPOAEpMUI0 0e3 CKiepo-
IepMbl {scleroderma sine scleroderma), nepekpecTHbIE CUHAPO-
MBI {overlap - syndromes), 1OBEHWJIbHYIO CKJIEPOIEPMUIO U TIpE-
ckieponepmuto [1]. duddysnas dopma oTimyaercs: ObICTPhIM
(B TeyeHHWe OJHOTO Trojia) TeHepalu30BaHHBIM TOPaXEHUEM
KOXM KOHEUHOCTeH, Tnlia, TyJOBUIIA, PAHHUM Pa3BUTUEM CUH-
npoma PeliHO M BUclLepaibHOW MaTOJOTMU. JIMMUTHUPOBaHHAs
¢opma xapakTepusyeTcs IJIUTEIbHBIM MEPUOIOM U30JIUPOBaH-
Horo ¢eHOMeHa PeiiHO, MO3AHUM MPUCOENMHEHUEM JIETOUHOM
i UMepTeH31M, TeJIEaHTUAIKTO3UU U cKiepogakTuiauu. Ckiepo-
nepMusi 6e3 CKiIepoaepMbl OTJIMYaeTcsl CMHApoMoM PeiiHo, ¢u-
OpO30M BHYTPEHHMX OPraHOB MPU OTCYTCTBUM XapaKTEPHbIX

133



n3MeHeHuil Koxu. IlepekpecTHbie CUHAPOMBI 00beauHsSI0T CC
C OTHUM WJIA HECKOJIbKUMU 3a00JICBAHUSIMU COECAUHUTETHLHOMU
TKaHU, TaKMUMU Kak JepMaTOMUO3UT, PEBMATOUAHBIA apTpuT,
cucTeMHast KpacHas BoiyaHka [3]. KOBeHunbHas ckieponepMust
HaYMHaeTCs y JUIl 10 16 JieT, oTInJYaeTcsl O4aroBbIM WIIH JIV-
HEHBIM MOpaXXeHUEM KOXHW, HaKJIOHHOCTbIO K paHHeMY obpa-
30BaHUI0 KOHTPAKTYp CYCTaBOB KOHEUHOCTEW U HEPE3KO BbIpa-
KEHHOW BUclLepanbHOU marosiorueit [8]. Ilpeckneponepmueii
Ha3bIBACTCSl COCTOSTHUE U30JUPOBAHHOTO cUHApoMa PeitHo B co-
YEeTaHUM C KaMWLISIPOCKONMUYECKUMU UM UMMYHOJIOTUYECKU-
MU HapylieHussMu, xapakrepHbiMu 1151 CC [3].

ITaToreHe3 3aboneBaHUsT OOYCIOBIEH MOPAXXEHUEM MUKPO-
LIUPKYJISITOPHOTO pyciia U aHOMaJIbHBIM (DPUOPO30M pa3TUYHBIX
TKaHei. MIX MexaHU3MbI CBSI3aHbl C HapYIIEHUSIMU TYMOPaJIbHOTO
U KJIeTOYHOro uMMyHuTtera. Yuciao B-mumbonutoB mpu 3toit na-
TOJIOTUM B HOPME, OMHAKO HAOMIONAETCS WX TUIEPAKTUBHOCT.
CriencTBreM 3TOTO SIBJISIETCSI MOBBIIIEHHAsT BhIpabOTKa crieuduy-
HBIX JIJ151 3TOT0 3a00sieBaHus ckiepoaepmactermbuyecknx AT [3].
K ux yucny otHocatcs AT k tomouzomepasze-1 (Scl-70), koTo-
pble yaille BbISBISIIOTCS Tipu auddy3Hoit dopme. Tlpucyrcrre
maHHbIX AT B coueraHnu ¢ HocuteabcTBOM HIA-DR3/DRWS52
B 17 pa3 yBenuuyuBaeT pPUCK Pa3BUTHUS Jiero4yHoro ¢uodposa.
AHTULIeHTpOMepHBbIe ayToaHTUTena (ALIA) oOHapyxkuBaroTCs
y 20 % OGOJBHBIX C TUMUTUPOBAHHOM (opMOIi 3a00JIeBaHMSI.
Scl-70 u AIIA cyuTaroT UMMYHOJIOTMYECKUMU MapKepaMu JOKIIU-
Hugeckoit cramuu CC [1], ¥V 20-25 % 6ompHbix CC 1 nopaskeHu-
€M TOoYeK BbISIBISIOTCS ayroaHTuTena Kk PHK-monumepase-111.
TToMrMO BBIIIENEPEUNCIIEHHBIX, HO C MEHBIIIEH YaCTOTOW, BBISIBIISI-
FOTCSI IPYTUE aHTUTUHYKJIEOJISIPHBIE aHTUTENAa, B TOM YKCIIE K JIpY-
ruM tunam koyutarena u - PHIT, I1-PHII, pesMatongHoMmy (dakTo-
py u ap. Y 96 % 6GombHbIx ¢ CC MMEIOT MECTO XPOMOCOMHbIE
HapylleHUsI, TaK1e KaK pa3pbIBbl XpOMaTW, TPAHCIOKAIUS U Je-
JIELMsI, YTO Yallle HOCUT MPpUOOPETEHHbII XapakTep. 3HaYeHue Mo-
JTOOHBIX XPOMOCOMHBIX aHOMAJTUIA OKOHYATETBHO HE BBISICHEHO [3].

Hapy1iieHust KJIeTOUHOr0O UMXMyHHUTETA Yallle CBSI3aHbl ¢ Mo*
BbllIeHHOM npoaykuueit CD, ., nucbanancom T-xennepos 1-ro
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U 2-TO TUIOB, cHXeHUueM T-cynpeccopoB. M30bITOUHOE KO-
4yecTBO T-XenmepoB COMPOBOXMAETCS WX CKOIUIEHUEM BOKPYT
MEJIKAX COCYIOB W TPUIATKOB KOXW. YCTaHOBJIEHA B3aUMO-
CBSI3b MEXIY BBIPAXEHHOCTbIO T-KIETOUHOU WHOUIBTpaAUUU
W DKCIpeccUueid MOJIEKYJ aAre3uy 3HAOTEIUATbHBIMU KIIETKA-
MM, KOTOpPbIE UTPAIOT OCHOBHYIO POJIb B MUTPALIMU JIEHKOLIUTOB
yepe3 SHIO0TENI U WX TKaHeBOoU Jokanu3auu [1]. B pesynbra-
T€ UMMYHHBIX peakiMii B CTpoMe KOXW HabJomaercs Iia3Ma-
TUYECKOE MPOTNUTHIBAHME U MYKOUIHOE HabyxaHUe, UTO TOTeH-
nuajgbHO obpatumo. Ha cinenyromeit craguun CC ckoruieHue u-
Opo06IaCTOB B MEPUBACKYJISIPHOM MPOCTPAHCTBE U M3OBITOYHBIN
CHHTE3 KoJilareéHa MPUBOSIT K €ro OTJOXEHUI0 BO MHOTUX TKa-
HSIX ¢ UX nociuenyoiuM ¢ubpo3om [3]. B nmatoreHese dpeHome-
Ha PeitHo kak yactoro mposiieHusi CC JeXUT couyeTaHUe He-
CKOJIBKMX KITIOYEBBIX (PAKTOPOB: U3MEHEHWSI IHAOTEJIUS COCY-
JIUCTON CTEHKM, BHYTPMCOCYIUCTbIE HapylleHMsl (aKTUBaLUs
TpOMOOLIMTOB, oOcjiabiieHue (UOPUHOIM3A, TOBBIILIEHHAsI BSI3-
KOCTh KPOBU), U3MEHEHUE HEWPOHATBHOTO KOHTPOJS 3a TOHY-
coM cocynoB [4].

Kinununueckas kaptuHa CC nojauMmopgHa U IIMPOKO BapbU-
pyeT B 3aBUCUMOCTHM OT KJIMHUYECKOW (pOopMbI, BapuaHTa Teye-
HUs U TIpeoOjagalolieid marojoruv. B geGroTe 3aboieBaHUS
y 4acTu OOJIbHBIX HaOI0AaI0TCS Hecnelu@uueckrue CUMITTOMbI
MHTOKCUKALMK: CJ1ab0CTh, TOTEepsl Beca, yTOMISIEMOCTD, TMOBbI-
menrie Temreparypsl [3]. Yacteim (mo 90 %) mpu3HaKOM BCex
¢dopm CC gpnsiercst peHoMeH PeliHO, KOTOpPbIii HOCUT BTOPUY-
HBIA XapakTep M MpPOSIBISIETCS] CUMMETPUUYHBIM HM3MEHEHUEM
OKpAacKU KOXHU KUCTEH PyK, pexe HOT WIK JIMLA. DTOT CUMIITOM
UMeeT CTanuiiHoe TeueHue (MoOJieNHeHUe, 1IMaHO3, MOKpacHe-
HME), 4acTO CONPOBOXKIAETCS OHEMEHUEM, X KeHUEM W Tape-
CTe3UsIMM B PYKax, YCWIMBAsiCh B XOJIOMHOE Bpems roga [2].
CambiM crnienupuueckum npuzHakoM CC sgBhsieTcsl UBMEHEHUE
KOXH, KOTOpOe BKJIIOYaeT ee YIUIOTHeHUe (CcKiiepoiaepMa) U uc-
TOHYEHHUE, BCErla HAUMHASICh C TMajblieB KUCTEH (CKIEPOAaKTU-
Jusl) B BUIE OTeKa, MHAypaluu U Tocieaymwlleil atpobuun [5].
K uucny apyrux KOXHBIX MPOSIBIEHUI I OTHOCUTCSI YMEHbILIEHUE
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anepTypbl pra (CUMITOM <«KHUCETa»), SI3Bbl W Cyxasl TaHrpeHa
MUCTaJbHBIX (hajlaHT MaJIblEB, TUMEPIUTMEHTALNS, YTOJIIE-
HHE U YKOPOUEHHUE y3OeUKU s3bIKa [3].

HuddysHas dpopma CC xapakTepusyeTcsl YaCThIMU 3KCTpa-
NEPMaJIbHBIMU TIPOSIBJICHUSIMA B BUIIE€ TOPAXEHUSI CYCTABOB,
CYXOXWINU, MBI, KOCTEH; MOIUAPTPAITUSIMU, CUMITOMOM
«TPEHUST CYXOXWIWN» MPU CXATUU MalbIEB, aKPOOCTEOIN30M
MUCTaJbHBIX (hajlaHT, CrUOATEIbHBIIN KOHTPAKTypaMH, Mpe-
WMYIIECTBEHHO CYCTABOB KHUCTEU, CIa00CTHIO MBI MPOKCU-
MaJIbHBIX OTAENIOB KoHeuHocTei [3]. K uwuciy xapakTepHbIX
BUCILIEPAIbHBIX MPU3HAKOB 3TON (opmbl CC OTHOCSIT TOpaxe-
HUE KeIyIO0YHO-KUILEYHOro TpakTa, JIeTKMX, cepala, modyek [§].
BosiieueHue KenymoYHO-KUIIEYHOrOo TpakTa Haubojee 4YacTo
TPOSIBJISIETCS] TUTIOTOHUEN, CTPUKTYPAMU WJIU SI3BAMU HUKHEH
TPEeTU MNUINEBOJA. TUNMUYHBIMU TPU3HAKAMU TOPAXKEHUS JIeT-
KUX SIBISIETCSI UX WHTEPCTULMAIbHBINA (HUOPO3 U JieroyHas
aprepuainbHas runepteH3us [5]. Ilartonmorust cepnua npu CC
HE BbIpaXeHa W HauboJjiee 4YacTo XapakTepusyeTcs (puOpo3zom
MUOKap/Ja, apUTMUSIMU, PA3TUYHBIMUA BUAAMU HAPYIIEHUH MTPO-
BOJIMMOCTH, AaAT€3WBHBIM JIMOO BKCCYJATUBHBIM TEepUKAPAU-
ToM. BoBneueHue mouyek HaOJIOMAETCS Y TIOJOBUHBI OOJBHBIX
¢ CC, 4T0o 0COOEHHO OMACHO BO3MOXHBIM CKJIEPOACPMUUECKUM
nodyeyHbiM KpuzoM [3]. JleHtoBugHas ¢opma CC «en coup
de sabre - ynap cabiieit» MOXET MPOSIBASITBCS MPOTpeccupy-
olieil remuatpodueit MITKUX TKaHed auna (cuHapoM Powm-
oepra-Ilappu).

INopaxeHue HepBHOI crcTeMbl Habmomaercs y 10-15 % Gonb-
HBIX C MPEUMYILIECTBEHHO auddy3HOit dopmoit 3ab6osaeBaHus [6].
ITpeobnamaer maronorust [THC ¢ Haubosiee 4acThIMU BTOPUY-
HBIMU TIPOSIBICHUSIMU B BUJIE HEBPAJITUM TPOMHUYHOTO HEPBA,
TOJIMHEBPOIIATUN WIN PA3JIUYHBIX TYHHEJIbHBIX CUHAPOMOB [2].
TpureMuHaibHasE HEBPAITUsI HOCUT OJHO- JTUOO JTBYCTOPOHHUIA
XapakTep, MPOSIBJISIETCSI CEHCOPHBIMU HApYIICHUSIMU W (WJIN)
o6osnsimu B 30He I u II1 BeTBeii. [TomvHeBponaThst UMEET aKCO-
HaJbHYIO JIOKAJNU3alAI0 B BUJIE MTApECTe3UN, OHEMEHUS WU 0O-
JIel B HUXKHUX U BEPXHUX KOHEYHOCTsIX. Cpenu BceX TYHHENb-
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nbix cuHApoMmoB npu CC yaimie ApyTuxX BCTPEYAETCS] CUHAPOM
lamsicTHOrO KaHajia, KOTOPBIA MPOSIBISIETCSI YTPEHHUM OHEMe-
HUEM TMaIbLEB PYK, YCUJIUBAIOIIAMCS TPU MACCUBHBIX ITBUXKE-
HUSIX B Jiyye3amnscTHOM cycTaBe (mpoba PaneHa). [TopakeHue
HHC ngna CC HexapakTepHO M pEeNKoO BCTpedaercss B dopme
OcCTpbIX MPEXOASIINX MCUXOTUYECKUX HApPYIIEHUNA, SMUICTITU-
YeCKUX MPUIIAAKOB, JeMEHLINMU U FOJIOBHBIX 0oJjeit [6, 8].

C wensto Bepudukauuu auarioza CC ucnoib3yloT KpUTe-
pun AMEpUKaHCKOW pEeBMATOJIOTMYECKOU accouualuu, KOoTo-
pbie BKJIIOYAIOT OAMH «OOJIBIIOM» M HECKOJBKO <«MaJIbIX» IIpH-
3HaKkoB. «bosipmmm» kputepreM CC SBISIETCSI CUMMETPUYHOE
YTOJIIEHWE, YIUIOTHEHWE W WHAYypaluusi KOXW Hajd MSCTHO-
(haaHTOBBIMU, TUTIOCHE-(ATAHTOBBIMU CYCTaBaMU, a TaKXke
K 00J1aCcTU IpyJHON KJIETKU U XkuBoTa. K unciay «Mmanbix» Kpu-
tepreB CC oTHOCAT: 1) CKIIEpOAAKTUINIO; 2) MTUTUTATIbHBIE PyO-
yuKy (Y4acTKM 3amajJeHus] KOXM Ha KOHYMKAX TajblIeB TUIA
«KPBICUHOTO YKycCa»); 3) IBYCTOPOHHWIA 0a3aibHBIN JIETOUHBIA
¢ubpos. s nmocraHoBku auarHo3a CC mOJKeH ObITh «O0Jb-
1LIOM» WJIM IO KpaltHel Mepe ABa «MaJjiblx» Kputepus [3].

Hns monrBepxkaeHust auarHoza CC HCHOIb3YIOT Jabopa-
TOPHbIE, UHCTPYMEHTAIbHbIE U HEUPOBU3YOIU3ALIMOHHBIE KC-
crnenoBaHus. MI3MeHeHUsI B OOIIEKITMHAYECKUX aHAIU3aX KPOBU
mpu CC HOCAT HecienUPUUECKU I XxapaKTep: TUIIOXPOMHAsT aHe-
must, ioBbimeHne COD (y 50 %), cHXeHue reMaToKpuTa. Xa-
paktepHbie st CC HapylieHUsT B OMOXMMUYECKOM aHAJIU3e
KPOBU OTCYTCTBYIOT. [Ip¥ MMMYHOJIOTUYECKUX UCCIIETOBAHUSIX
aHTHHYKJIeapHbie AT B YMepeHHOM TUTpPE BBISBISIIOT ¥ 95 %
O0oabHbIX [3]. JIMarHOCTUYECKYX 3HAYMMOCTb IIPEICTaBJIsSIeT
onpenenenue AT k Tonouzomepase - 1 (Scl-70). Beicokoii crie-
muduuHocthio st CC obmagaT pe3yabTaThl KaMUJUISIPOCKO-
MUY HOTTEBOTO JIOXa, KOTOPBIE BBISIBIISIIOT XapaKTepHbIE HApY-
IIEHUSI B BUME OTUISTAlMU U PEIyKIWU KaNUJIISIPOB, HEPaB-
HOMEPHOE KPOBEHAMOJHEHUE W IUATEAE3HbIE KPOBOUBIUSHUS
WU TIepuBacKyJIsIpHbIX 30Hax [1]. HaGop cneLuanbHBIX UHCTPY-
MEHTaJIbHbIX UCCIENOBAaHUI BHYTpeHHUX opraHoB mnpu CC
OMPENENSIOT WHIAWUBUAYAJTbHO PYKOBOACTBYSICh KIIMHUYECKOW
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kapTuHoii. B caydasx CC ¢ HeBpOJOTMYECKUMHU HapyLIEHUSIMU
ucrnonb3ytoT KT (MPT) ronoBHoro mosra, npu KOTOPBIX y Ya-
cTU OOJIbHBIX OOHAPYXKUBAIOT MEJIKUE OYaru NeMUETUHU3ALNH,
HaIroMUHawMe TakoBble Tpu PC, MHOXECTBEHHbIE KATbIIU(U-
KaTel wiu arpodwuto runmnokamma. [lo muHeHuto H. Verhelst
et al., atpodusi rumnmokamia SBIASETCS PAaHHUM CUMITOMOM
neHtoBugHoit ¢popMbl CC «en coup de sabre», gaxe Mmpu OTCYT-
CTBUM TUIMMUYHBIX KOXHBIX TPU3HAKOB 3a00yieBaHust [7].

HudbdepenuuanbHbiii nuario3 CC npoBoasT ¢ 3a001eBaHU-
SIMU CKJepoaepMuyeckoil rpynmbl (Audhy3HBIM 303UHO(PUIIb-
HBIM (pacuuuToM, ckiepoaepmoil byiike, MyabTH(hOKATbHBIM
(pubpo30M, MCEBAOCKIEPOAEPMUEIi), UTUOTATUYECKUM CUHAPO-
MoM PeiiHO, ApyrMMy NEpBUYHBIMU 33a00JIEBAHUSIMU HEPBHOM
CcHCTeMbl (HeBpaJirMell TPOMHUYHOTO HepBa, CUHAPOMOM 3allsICT-
Horo KaHajna, PC u ap.). OTInyusaMu epBUYHOr0 UIMONaThYe-
ckoro (peHoMeHa PeifHO SIBJISIIOTCS €ro Hayajao B 0ojiee MOJIOAOM
Bo3pacTte (B cpeaHeM B 13 set); nByxdaszHbie MpOSIBICHUS C TIpe-
o0JaiaHueM 1IMaHOo3a WIM TUMEPeMUU; paclpoCTpaHeHHbIN Xa-
paxkTep IMaHO3a; HAIUYUE JUCTATBHOTO TUMEPTUAPO3a; OTCYT-
cTBUE 0oseBOro cuHapoma [1].

PexoMeHpganusamu obiiero miaHa g 6onbHbIX ¢ CC gB-
JISTIOTCSI OTPAaHUYEHUE NJIUTEIBHOTO BO3JAEUCTBUSI XOJIONA, BU-
Opaiuu, OpsIMbIX COJHEUHBIX Jydeil, HOIlIEHUE Bapexek, Iiep-
CTSIHBIX HOCKOB, TOJIOBHBIX yOOpPOB B XOJIOMHOE BpeMsl, Tpe-
KpallleHue KypeHus1 u ynorpedneHue kKode [3]. OCHOBHBIMU
HAlpaBJICHUSIMA MEIUKAMEHTO3HOTO JICUEHUS SIBJISIIOTCSI COCY-
NUCTasl, TPOTUBOBOCHATUTENbHAS U aHTU(HUOPO3HAST Teparusl.
Cocynucras Tepanusi HalpaBjieHa Ha JiedueHrne cuHapoma PeitHo
W BKJIIOYAET OJIOKATOPHI KaJbIIUEBBIX KaHAIOB (HUGDEIUITVH),
CpeACTBa ISl YJIyYIIEHUS MUKPOLUMPKYJISUUU (MTEHTOKCUDUII-
JINH), WUHTUOUTOPBI (hocdhoamacTepassbl (cuigeHadu), aHaIoTH
MpoCTalMKINHA (BazonpocTtaH). [IpoTuBOBOCHAINTENBHbBIE TpPE-
maparbl MCHOJb3YIOT HA paHHe (BocmanutenbHoi) ctaauu CC
U Opu ObICTporporpeccupytoiemM TeueHuu. CpeactBaMy BbIOO-
pa SIBJISIIOTCS. HECTEPOUHbIE TPOTUBOBOCIIAIUTEIbHBIE CPEJCTBA
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(IIBC) nam, Humecun, KC B HebonbIIMX 103aX (He BbIie 15-
20 mr/cyr), mukiodochamua, Metorpekcar [S]. B pe3ucreHT-
HBIX CJTy4YasiX, OCOOEHHO Yy OOJIbHBIX C IeMEHIIUEN, M0 JaHHBIM
Shergill B. et al, Boicoko 3ddekruBHbl BBUT [6]. C uenbio
aHTU(GUOPO3HOU Tepanuu Ha3dHauvalwT D-neHunmiaMuH 250-
~00 mr/cyt [1]. HeBponornueckue HapyiueHus rnpu CC koppe-
JIUPYIOT AHAJIOTUYHO TMPOTOKOJaM Tepanuu MEepBUYHBIX 3a00-
JIEBAHUM.

IIporHo3 nmpu CC HeOGaaronmpUsITHbIA U 3aBUCUT OT KIIU-
Hu4yeckoi dopMmbl U TeueHUus 3aboneBaHus [1]. IlatunerHss
UBIKMBAaeMOCTh Y 60JbHBIX ¢ CC B cpemHeM cocTaBiseT 68 %.
Xyaumii mporHo3 HaobogaeTcs npu auggy3Hoi ¢popMme, Bo3pac-
Te Havasia 60J1e3HU crapiie 45 JieT, y JTUIl My>XCKOTO0 1oJja, nopa-
JIECHUM BHYTPEHHUX OPTaHOB B MEPBbIE TObI 3a00yeBaHus [3].
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1.2.5. Cunapom IlerpeHa

Cungpowm Ilerpena (CII, cuHAPOM CyXUX CIAM3UCTBIX 000-
snouek, M35.0 no MKb-10) - xpoHn4YeckKkoe ayTOMMMYHHOE 3a-
OosieBaHUE, XapakTepusylolieecss TUMGOUUTAPHONW WHQMUIb-
Tpalueil, HapylleHueM (PYHKIMUU SK30KPUHHBIX XeJe3, 4TO
MPUBOIUT K MATOJOTUYECKOM CYXOCTM CIM3MCTBIX 000J04YeK
U KOHBIOHKTUBBI. BiepBble onucaH 1BeACKUM O(PTaTbMOJIOTOM
H. Sjogren [2, 6]. PactipocTpaHeHHOCTb 3a60JIeBaHUST B OOIIIEH
nonyssiiiuu coctapisiet 0,1-0,8 %, a cpeau ManuMeHTOB crapiie
50 net - 0,7-4,8 %. CrpamaioT B OCHOBHOM KeHIIUHBI (10 90 %)
npeuMyliectBeHHO B Bo3pacte 20-50 net [3]. CII B paBHOI
CTETNeHM BCTpevaeTcsl BO BCEX CTpaHaX MUpa U pa3sHUIIbI B €ro
reorpauyecKoM pacripeqe/ieHu He Habmomaercs. 3abosieBa-
HUE MOXET HOCUTh NMEPBUYHBIN (MAMONATUYECKUiT) TMOO BTO-
PUYHBII XapakTep, HabI0AasCh B paMKax APYroil ayTouMMYyH-
HOIM MaTOJOTUM (CUCTEMHBIN CKJIEPO3, PEBMATOUIHbBII apTpuT,
TUPEOUIUT U Ip.).

Otuonorust CII HeuszBecTHa. Ponb Tpurrepa oObIYHO TIPU-
HaIJIeXXUT BUpycy DmiuTeiiHa-bappa wiu perpoBupycam. Be-
IYIIUM TIaTOTeHEeTUYeCKUM MEXaHU3MOM SIBJISIETCSl BbIpabOTKa
IIUPOKOTO CHeKTpa opraHocrnenuduuyeckux (K anuTeano mpo-
TOKOB CJIIOHHBIX XKeJle3, TMOMXETyJOUYHON KeJie3bl, apueTalb-
HBIM KJIETKaM 3KeJyJAKa, TUPEOTIOOYINHY - aHTU-SS-A, aHTU-
SS-B) u opraHoHecnelnu¢UYecKrX (aHTUHYKJIEapHBIX U aHTU-
SOepHBIX) ayToaHTUTea [l1]. B KadyecTBe mIPOBOLUPYIOLIETO
dakropa pa3BUTUS 3a00JIeBaHUsI pacCMaTPUBAETCS TeHEeTUYe-
cKasl mpeapacrosioXKeHHOCTb, YTO TOATBEPXKIaeTCs HaIuuuem
B ceMbe y nauueHTos ¢ CII apyroil ayTouMMyHHOM 1aToOJIOTMU
U ONpeleeHHbIX TalIOTUIIOB TJIABHOTO KOMILUIEKCA TMCTOCOB-
mectumoctu (HLA). VYcraHoBimeHa CBsI3b MEXIy HOCUTENb-
crBoM reHa HLA-DR4 u CIHI [8]. He uckiouaercsi BIUsSHUE
TOJIOBBIX TOPMOHOB (3CTporeHa), aucoananc T-xenmepoB u T-cy-
MPEecCcopoB, UTO MPUBOAUT K TUIEPINPOAYKLUUU MPOBOCHAIN-
TEJbHBIX LIMTOKUHOB U MMMYHOIJIOOYJIUHOB KjiaccoB M u A.
OpraHoM-muieHbto pu CII gBASIOTCS 9K30KpPUHHbBIE SMUTE-
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JIMaJIbHbIE XeJIe3bl, B KOTOPBIX HaOmomaeTcs JuM@oriazmMo-
KJIETOYHas MH(PUIbTpALMS U TIOCTEAyIolasl porpeccupyrolias
nectpykuus [4]. Yaiie u B OoJbllieil CTENMEHU CTPaAaloT Cle3-
HbIE U CITIOHHBIE, PEXE - TIOTOBbIE, AIIOKPUHOBBIE U MHBIE 3K30-
KpUHBIbIE Xeyie3bl. PacrpocTpaHeHuWe BOCHAIWUTEIbHOW WH-
(unbTpanuy U3 XKejae3 Ha JpPYrue opraHbl U TKaHU COIIPOBO-
xkaaetcs npu CII cucTeMHBIMU HapylueHusIMu [1].
KnuHuueckue nposiBieHusI 3a060/€BaHUs CKIIAbIBAIOTCS U3
KOMOWHAIIMM PA3TUYHBIX XEJIE3UCThIX U BHEXEJIE3UCThIX CUH-
npoMoB. TUNMYHOM TpUagoil sIBAsSIETCSl COYETaHUE CHUKEHMUS
(YHKIIMU CIIE3HBIX (KCEPODTATBMUSI), CIIOHHBIX (KCEPOCTOMUS)
XeJie3 ¥ MOpaXeHUe COeTUHUTENbHOI TKaHu. [IposiBieHus Ke-
JIE3UCTBIX CUHAPOMOB CBSI3aHO CO CHUXEHHUEM WX CEKpEelLUM.
IMaTomorust cie3HbIX Kejie3 MPOSIBISETCS OIILYIIEHUEM DE3H,
JCKEHUSI U MHOPOJHOTO Tela B Tjla3ax. YMEHbIIEHUE KOoJuve-
CTBa CJIE3HON XKUIKOCTU COMPOBOXIAETCS OTCYTCTBUEM OJiecKa
CKJIEpBI TJla3, BTOPUYHBIMU AUCTPO(PUUECKUMU SIBICHUSIMU
B KOHBIOHKTUBE U poroBulic [2]. BoiedeHue B maTosioruye-
CKUI1 MPOIIECC CIIOHHBIX XeJe3 MPOSIBIISIETCS AS(PUIIUTOM CIIO-
HBI, TJIOCCUTOM, XEUJIUTOM (CYXOCThb KpacHOU KaliMbl Ty0), Ha-
pylIeHHeM BKyca, KapuecoM, MapojOHTO30M U TUIepTpodueit
OKOJIOYIIHBIX 3keje3. CyXocTb BO PTy MNPUBOIUT K 3aTpylHe-
HUlo Tipuema nuinu. [Ipu 3ToM mpornaTeiBaHWE MUIUA CTAHO-
BUTCSI BOBMOXHBIM TOJIBKO C OJHOBPEMEHHBIM MPUEMOM XWII-
kocTtu. B cBsizu ¢ nedpuniutom citonsl npu CIII yacto Bo3HUKa-
OT KaHIUA03bl B poTOBOW TonocTu [8]. CHUXEeHUE ceKpeluun
CITU3UCTBIX 000J0YEK MUIIEBOAA, XKeJTyaKa U KUIIIEYHUKA MpU-
BOIUT K OOJISIM B XMBOTE TMOCJE MpUEMa MUIIU U JUCIIENTHYe-
ckuM HapyieHusiM. TTopaxkeHue MOTOBBIX Kejie3 COMPOBOXIa-
€TCSl CYXOCThIO U NEMUIMEHTAlIMel KOXU. Y 4acTu MalMeHTOK
B TMPOIECC BOBJIEKAIOTCS AMOKPUHOBBIE XKEJE3bl, TMPOSBISISICH
CYXOCThIO U aTpodueil cnu3uctoir 06o10uky Biaaraauma [1].
BHexene3ucTsie CUHAPOMBI BCTPEUYAIOTCSI Y TPETU OOJBHBIX
¢ CII. K ux 4ucity OTHOCSTCS HE3PO3MBHOE MOpaxkeHue mpe-
nMyIecTBeHHO (60-70 %) MENKUX CYCTaBOB KHCTEl C yTpeHHE!
CKOBAaHHOCTbIO B HMX [2]. Pexe cTpamaroT MBIIILBI (CTOMKUE
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MUaJITUM), Jierkue (hrudpo3, MTHEBMOHUTHI), TOYKHU (HepomnaTus,
MEepPUOINYECKUN TUMOKATUEMUYECKUI Tapainy), Koxa (cerya-
TOoe JIUBeO, Mepudepruueckue sS3Bbl KOHEUHOCTE) U HepBHas
cucrema [6].

IMpu CIHI y 20 % GoabHBIX HAOMIOMAETCS IMUPOKUIA CITEKTP
nopaxkennss pasnmnuHbix otaenoB [THC m LHHHC [4-6]. Yamie
B npouecc Bosiekaercs ITHC. K, Mori et al. Biaeauau y namu-
eHToB ¢ CIII cemb BumoB nopaxeHnust ITHC. Cpenn HUX npeo0-
JlajaeT CUMMETPUYHAs CeHCOpHas mojuHeBpomatusa (34 %).
Pexe BcTpeuaroTcsl CEHCOpHAsl aTaKTWYecKasi MOJVMHEBPONaTUsI,
MHOXECTBEHHAs MOHOHEBPOIIATUSI, MHOXECTBEHHAsI KpaHUATb-
Hasl HEBPOTATHUSI C BOBJICUCHUEM JIMIIEBOTO U OJIOKOBOTO HEPBOB,
TPUTEMUHAJIbHASI HEBPAITUSI U aBTOHOMHasi HeBpomatus [7].
ABTOpBI BBISIBWIM TMPW BCEX BUAAX HEBPOIATHii MpeobiiagaHue
CEHCOPHBIX HApYIIEHUI HaJ IBUTATEJIbHBIMU, YTO, MO0 UX MHE-
HUIO0, CBSI3aHO C MPEUMYIIECTBEHHBIM MOPAXEHWEM TOHKUX MUE-
JIMHU3WPOBAHHBIX BOJOKOH. [Ipu 3TOM MmaTosoruu Hepeako Ha-
OJIIOIAIOTCS] BET€TAaTUBHBIE HAPYIICHUS: CUHIAPOM DWnu (aHu-
30KOpUsI, MUOTOHMYECKAs peakUUs 3payka Ha CBET, CHUXEHUE
axXWUIOBBIX peduiekcoB), MTabuIbHOCTh Tynabca U AJl, opTocTa-
TUYECKas TUTIOTEH3UsI, CHHKONAJIbHbIE COCTOSTHUSTHUS. [Ipruun-
Hoii mopaxeHus: ITHC GoJbIIMHCTBO McCleaoBaresieil Ha3biBa-
[OT aHTUUT MEJKUX apTepuil U apTepuosl C TEPUBACKYJISIPHOMN
kjeTouHor nHuasTpauueit [2, 5]. Pexe npu CII HabmonaeTcst
narosnoruss [IHC. OnucaHbl ciiyyan OCTPbIX M XPOHUYECKUX
aCeNTUYECKUX MEHUHTUTOB, MEHWHTO3HIIE(ATUTOB, MEHUHTO-
9HIIE(hATOMUEITUTOB, CYAOPOXHBIE MPUCTYNHI, opodalranbHas
JNUCTOHMS, CHIDKEHME KOTHUTUBHBIX (DYHKUMIA [4].

HuarHoctuka CIII ¢ HeBpOJOTMYECKHMMM MPOSBIACHUSIMU
OCHOBaHa TOJIBKO Ha paclio3HaBaHMM OCHOBHOI ITATOJIOTUM, TaK
KaK HEBPOJIOIMYECKME CUMIITOMBI HOCST BTOPUYHBII XapaKTep
W JIUIIEHBI crieuu@uuHoCcTU. B HacTosiiiee BpeMsl UCIOJIb3YIOT
EBponeiickue kputepuun auarHoctuku CIII, koTopble BKIIIOYa-
0T LIECTh TpYNIl CUMOTOMOB [8]. /[1g MOCTaHOBKM AuarHosa
CII y maimueHTa JOJKHO OBITh HE MeHee 4 MpU3HAKOB 3a0oJie-
BaHMS U3 IEPEUNCICHHBIX HIXeE:
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€XeIHEeBHasl CyXOCTh Ij1aza dosiee 3 MecsIiieB, MOKaIbIBAHUE
n ria3ax, UCIOJIb30BaHUE YBIAXHUTENCH;

MOJIOXKUTENIbHBINA Schirmer-test (< 5 MM/5 MUH), OKpalllBa-
Hue OeHraJabCKUM po30BBIM (> 4 MM 110 Bjesterfeld);

€XeIHEeBHasi CyXOCTh BO PTy Oojiee 3 MecsleB, yBeJIUUCHUE
CITIOHHBIX XeJie3, MPOrjaThiBAHUE MUY C TOMOIIBIO BOIbI;

TOJIOXKUTENIbHAs CUMHIIUTPpadUs, TTIOJOXUTEIbHASI CUAJIOTpa-
(usl, KOTMYECTBO CIOHBI 63 CTUMYJIsIuu < 1,5 Mii/15 MuH;

TPU TUCTOJIOTUU JTA0UATBHBIX CIIOHHBIX Xejie3 > 50 MOHO-
WYKJIEAPHbBIX KJIETOK B MOJIE 3pEHUS;

TMOBBIIEHHBIA TUTP ayToaHTUTEN: aHTU-R”, aHTH-11.

B nuarHocTuke 3a00seBaHUST OMNPENEIEHHYI0 3HAYUMOCTh
WMEET psiI JIabopaTOpHBIX MokKa3zareneil; ysBenudeHue COD,
JIeMKOLNTO3, TUIepraMmmariooymuaemust (y 80 %), cHmxeHue
reMorinobuHa, BeiCOKMI TUTPp AT K peBMaTOMgHOMY (haKTOpY
(B 61 % cnydaeB) M aHTHMHYyKJIeapHbIe ayToaHTUTena [4, 5].
O6Hapyxenue y oonbHbix ¢ CII antuten x SS-A u SS-B mo-
KET TPOTHO3UPOBATh PAa3BUTUE PAZIUYHBIX BHEXEIE3UCTHIX
nposeiaeHuit [4]. TIpu nposeaennu MPT rogoBHOro mMo3sra y 4a-
ctu 6osbHBIX ¢ CIII B MepUBEHTPUKYISIPHBIX U CYyOKOPTUKATb-
HBIX 30Hax Mo3ra B T,, OOHapyXMBalOT o4yaru, HarOMHHAIO-
mue takoBble pu PC, ogHaKo B OTIMYME OT MOCIEAHETO TPU
CII B LICXK HeT MOBBIIEHUS OJIUTOKJIOHATBHBIX aHTUTEN [8].

Huddepenumnanbuyo auarHoctuky CIII ¢ HeBposioruue-
CKUMHW TIPOSIBJIEHUSIMU TPOBOMASIT C IIIMPOKUM KPYTOM TI€PBUY-
HBIX (AQYyTOMMMYHHBIX) 3a00J€BaHWI, TaKUX KaK pacCEeSHHBIN
ckiepos, mueaut, OBIII, XB/II, capkonaos, 3i0KauecTBeHHasI
JmM@domMa, Ipyrue BacKyJIUThL.

Jleuenue CII BKIIIOYaET CUMITOMATUYECKYIO0 W MAaTOTEHE-
TUYECKyIO Tepanuio. K yuciay cuMnToMaTuyecKux MeTOA0B OT-
HOCSIT UCTIOJIb30BAaHUE CYPPOraTOB CIIIOHBI, YBIAXXHUTENEH Mo-
JIOCTU PTa, UCKycCTBeHHOU cioHbl (Kcuanun), ynorpediaeHus
OOJIBIIIOTO KOJTMYECTBA BOABI. B psiie ciydaeB Ha3HA4alOT CTHU-
MYJISITOPBI BBIPAOOTKHU CJTIOHBI, TAKUE KaK MUIOKApPIUHA TUAPO-
xinopun (CamareH) mo 2,5 mr 2-6 pas/cyt wiau lleBumenun [6].
Ipy Hanuuuum nepudepudeckKux SI3B C LEJblO YIydllIeHUSs
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MUKPOIUPKYISIUU 3(PpPeKTUBEH Ba30MpoCcTaH (Mpenapar mpo-
crornanauHa E). C matoreHeTnyeckoil Hesabto HazHavyaoT KC,
nuknodocdan wiu BBUT [1, 5]. HoBbIM HampaBiieHUEM B Jieue
HMH SIBJISICTCS UCTIOJIb30BaHUe aHTU-B-KieTouHoit Tepamuu [6]
IIporHo3 y 6oapHbIX ¢ CII B ciyyasix IpUMCOSIMHEHUS HE
BPOJIOTUYECKUX OCJIOXKHEHUIN CUYUTAETCS HEOTArOTIPUSITHBIM.

JIuTepaTypa

1. byenosa A. E., @omun O, IO. bonesup lllerpeHa: momxon-
K auarHosy // Men. manopama. - 2003. - Ne 3. - C. 51-59.

2. HeBponoruueckue CHUMITOMBI, CHUHAPOMBI, CUMITTOMOKOM
iekcbl u 6omnesnu / [on pen. E. U. T'ycesa, I'. C. bypn, A. C. Huku
doposa. - M.: Meauiuna., 1999. - C. 777.

3. Copoka H. @., feyp E. E. KnnHuyeckoe uccieaoBaHye cyeTa
BOB IIPM PEBMATOJIOrMYECKUX 3aboyieBaHUsIX. - MuHck, 2006.
C. 325-327.

4. Comite G., Sabbadini M. Neurological involvement in rheuma-
tological diseases // Neurol. Sci. - 2005. - Vol. 26. - P. 9-14.

5. Delalande S., de Seze J., Fauchais A. Neurologic manifestations
in primary Sjogren syndrome: a study of 82 patients // Medicine (Bal-
timore). - 2004. - Vol. 83. - Ne 5. - P. 280-291.

6. Mavragani C, Moutsopoulos N., Moutsopoulos H. The manage-
ment of Sjogren syndrome // Nat. Clin. Pract. Rheumatol. - 2006. 1
Vol. 2,-Ne5.-P. 252-261.

7. Mori K., lijima M., Koike H. The wide spectrum of clinical
manifestations in Sjogren syndrome-accociated neuropathy // Brain. I
2005. - Vol. 128 (Pt. 11). - P. 2518-2534.

8. Rhodus N. CunapoM Sjogren // KsutacceHuus (MexmyHap.
cToMaroi. XypH.). - 2000. - Ne 4. - C. 7-17.

1.2.6. Boae3nn Xoproua

Bone3np Xoprona (bX, BUCOYHBI apTepUUT, MTAUTOKIIB'
TOYHbI aprepunt, M31.6 no MKB-10) oTHOCHTCS K YHCTY CH-
CTEMHBIX BACKYJIUTOB C MPEUMYIIECTBEHHBIM MOpakKeHUEeM ap-
Tepuii Gonbloro auamerpa [6, 8]. Brepsbie omucaHa amepu-
kaHckuM BpauoMm B. Horton et al. B 1932 r. Oroil maronoruu
yaiie nmoABepKeHbI Jniia ctapiie 50 JeT, COOTHOIIEHUE MyX-
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YUIT U KEHIIUH B OOJIBIITUHCTBE UCCIEIOBAHUIN COCTABISIET 2 : 5
|2, 4]. 3aboneBaeMocTh BX 3aBUCHT OT reorpa@)M4eCcKUX OCO-
OEHHOCTEN M HAlIMOHAJIbHOCTU. YacToTa 60JIE3HU BHIIIIE B CTpa-
iiix CkanauHaBuu U CeBepHoil EBporibl, cocraBisieT 15-35 ciy-
yaeB Ha 100 Teic. HaceneHus. 3HaYuTeIbHO pexe bX Habmona-
6ICI B CpennzeMHOMOPCKUX, ApaGCKUX ¥ A3MaTCKUX CTpaHax,
OcobenHo B fAmnoHun, BcTpeyasich ¢ yactotoit 147 ciaydast Ha
100 ThICc. HaceneHus [5]. B psme ucciaenoBaHUil 3a MOCIEIHUE
20 -40 net oTMe4yeHO yBeanuyeHue yactotel bX, a Takxe ero ce-
IOHHBIN U LIMKJINYECKUiA XxapakTep [9].

B nartoreHe3e 3aboneBaHUST OKa3zaHa pPOJIb HapyIIEHWA
KJIETOYHOTO Y TYMOPaJbHOIO UMMYyHUTETa. MUILIEHbIO ayTo-
WMMYHHOTO BoOcTiajieHus1 npu bX SBIseTcss BHYTPEHHSS 27a-
cTuyeckass MeMOpaHa COCYAMCTOW CTEHKU apTepuil CpeaHEero
W KpymHoOro kKanubpa. B pa3Butuu 3a00eBaHUsI UTPAIOT POJIb
n3obpiTouHast nponykius CI” num@ounToB (XenmnepoB), aHTU-
HeUTpoduIbHbIX 1UTOMIa3MaTueckux AT u mpoBocnaiu-
TeJIBHBIX IIUTOKUMOB (MHTEPJIEMKUH - 6) B aIBEHTUIIUH COCY-
JIOB TOJIOBBI U IlIEW, YTO COMPOBOXIAETCS BOCTIATUTEIbHON WH-
¢unpTpanveit u (wm) obpazoBaHUMEeM TpaHynieM. bX Moxer
pa3BUBaThCS 0€3 SIBHOW BUAUMOWN MTPUYUHBI, TUOO IO BIUSTHU-
€M MPOBOLIMPYIOLIMX (PAKTOPOB, K YMCIY KOTOPBIX OTHOCUTCS
cTpecc, BO3ACMCTBUE Pa3IMYHbIX MH(MEKIIMOHHBIX areHTOB (BU-
pyc DnuteitHa-bappa, LMTOMeErajioBUpyc, pOTaBUPYC, IHTEPO-
HMpYC, TenaruTta u ap.). OnpeneaeHHoe 3HaUeHUEe B (hpopMUPO-
BaHUU 3a00JIeBaHUSI MMEIOT TeHeTHuYecKas MpeapacronoXeH-
HOCTb, CBSI3aHHasi 151 cTpaH EBpomnbl ¢ aedekTaMu CUCTeMbl
IILA (HLA-A3, B7, DR2, DW2, DQG6), onpeneiacHHbIA THUIT
MeTaboim3Ma, HeOJIaronpusiITHbIE 3KOJOTUYECKUE U3MEHEHUS
OKpyKalolleil cpenbl, a TakxXke BO3AEHCTBUE reorpaduyecKux
daktopoB [5]. IloaTBepxxaeHHMEM ayTOMMMYHHBIX MEXaHU3MOB
pa3BUTHsI 3TOW MATOJOTMM SIBJIsIeTCsl yacToe codyeTaHue bX
¢ peBMatmyeckoi mojaumuairueir y 40-60 % Bcex MalMeHTOB
[2, 9]. ITaromopdonornyecku BX mpencrasisier rpaHyIeMaTo3-
HBIII BaCKYJIUT, TIPU KOTOPOM B TPOLIECC BOBIEKAIOTCS MPEUMY-
IIECTBEHHO apTepuu TrojioBbl M I1ieu. [IpeobiagaeT mopaxeHue
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Puc. 20. MuxkpodoTtorpacdus 6HoONCU BUCOY-

Hoii aprepun BbX: mcroHueHHasT U (pparMeH-

THPOBaMHAasl BHYTPEHHSsI dJacTUYecKash MeM-

OpaHa (MokKa3aHa CTpeJKaMM), OKpYXeHa

TMTAHTCKUMU ~ MHOTOSIIEPHBIMU  KJIETKaAMK
¥ InMdounTaMu

9KCTpaKpaHUaIbHBIX
BETBEl COHHBIX apTe-
puii, O0COOEHHO YacTo
cTpajlaeT BUCOYHAs ap-
tepus. [1atonorus Bep-
TeOpajJbHBIX W TIOA-
KJTIOYUYHBIX ~apTepuid
s bX He xapaktepHa
[1]. TIpu rucronoruye-
CKOM  HCCJIEOBAaHUU
BMCOYHBIX apTepuii Ha-
OJMoal0TCsl  MCTOHYE-
HUE WIA paspyllieHue
9JTaCTUYECKON MeMOpa-
Hbl, CYXEHUE TMpPOCBe-
Ta, TpoM0O3, HEKpPo3

aBEHTULIMU U MbIIIEYHON obosouku (puc. 20). [Tpu MuKpocko-
nuyeckoM wuccienoBanuu ayist bX xapakrepHo dopmupoBaHue
TPaHYJIeMaTO3HOTO BOCMAJIEHUS, COCTOSIIIETO U3 JIUMQPOUTHBIX,
903UHOMUIBHBIX KJIETOK, MPEe00IaJaloliero co CTOPOHbl WHTHU-
Mbl apTepUU U TOSBJICHUE TUMWYHBIX IJISI 3TOM TMATOJOTUU TU-

Puc. 21. MuxkpodoTorpadust 6MOIICUU BUCOY-

Hoi aprepuu BX: rpaHyjemMaTo3HOe Bocmae-

HHE TIPEUMYIIECTBEHHO CO CTOPOHBI WHTUMBbI
apTepuun
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TAHTCKUX MHOTOSIIEP-
HBIX KJIeTOK (puc. 21).
Knunnueckue npo-
sneHust bX vaie dhop-
MUPYIOTCSI TTOCTETIEHHO
B TEUEHUE HECKOIbKUX
HeJeib WIA MECSIIEB,
pexe OCTpo ToCIie Tepe-
HECEHHBIX WH(EKINIA,
cTpecca JInbo 0e3 sIBHOM
BUAVMON  TIPUYUHBIL.
Y nonoBUHBI GOJTBHBIX
OTMEUaeTCsl  HecIelu-
(pryeckuil MHTOKCUKA-
LIMOHHBIA CUHIPOM, KO-



OBl TPOSIBJISIETCSI TIOBBILIEHHOU YTOMIISIEMOCTBIO, TIOTEpeit
OINIMEeTUTa, CHUXKEHUEM MACCHI TeJa, JIMXOPAAKOU, apTpaITusiMU
i muanrusiMu [3]. Ha atom doHe B TUNMUUHBIX ciydasx bX
TMPUCOEIUHSIIOTCS OOJIE3HEHHOCTh KOXU BOJIOCUCTOU YacTH To-
JIOBbI U UHTEHCUBHBIE MYJIbCUPYIOIINE OOJM B BUCOUHBIX O0JIa-
CTSIX C OHOM, pexe ¢ AByX CTOpOH. JIOKaqbHO B 3TUX 30HAX
OTMeuaeTcsl TOBBIIIEHHAsI U3BUTOCTh, YTOJIIEHUE U BbIPaKEH-
Hast 60JIE3HEHHOCTh MPU NajbHAllMU TOBEPXHOCTHOUW BUCOYHOM
WpTepuu, OTCYTCTBUE €€ MyJbCalluM, HEPEIKO TMIepEMUs U OTeu-
HOCTb KOXM BHCOYHKIX obOnacreit [1, 4]. ¥V 20-60 % OGONbHBIX
TeyeHre 3a00JIeBaHUSI OCJIOXHSIETCS HapyllleHWeM 3peHUs] Ha
onvH b0 00a raza, 0O0YyCIOBJIEHHOE UILEMUEH 3pUTETBLHOTO
HWepBa WM TpOMOO30M COCYJIOB CETYATKU C OCTPBIM Pa3BUTUEM
cnenoTel. [lopaxxeHue sKCTpaKpaHUAbHBIX BETBEU BHYTPEH-
Heil coHHo# apTepuu npu bX MoxeT MpuBOAUTH K (popMUpOBa-
Huto TUA 1160 nunpapkToB Mo3sra [3]. KiimHuyeckumMu BapyuaH-
TaMu BX SBISIOTCSA cilydau C MOpaxeHueM APYrux apTepuii ro-
JIOBBI U 1IeW. BoBiiedyeHne MeTKUX apTepuii cKajibla MPUBOJUT
K nosiBneHuto 60JIe3HEHHOCTU KOXM BOJIOCUCTOU YaCTH TOJIOBHI,
€€ OTEYHOCTU U TUIIEPEMUM, TUTIEPECTe3UU, CMEHSIIOLIEeICS Th-
uccresueit [3]. IlopaxeHue Apyrux BeTBeil HApYy>KHOI COHHOM
apTepuy COIMPOBOXAAETCS JULIEBBIMU OOJISIMU, HENPUSITHBIMU
OLIYIIEHUSIMU B O0JIACTU BEPXHEUETIOCTHBIX CYyCTaBOB, YCUJIU-
BalOIIMMUCS IIpU XKEeBaHUM, OOJSIMU B MbIIILAX s3blka [1].
! 3aMHTEepPeCOBaHHOCTb TJIA3HUYHBIX apTepuii MOXET TPUBOIUTD
K MOSIBJICHUIO 00JIeil B M1a3HbIX s10710KaxX, (hoTopodbun, octpoMy
CHWKEHUIO OCTPOTHI 3peHUSI, IUIIJIONUKU. B aTUNMUYHBIX clyda-
ax bBX (15 %) BO3MOXHO TOpaXkeHHE BETBEWM TPYTHOW WU
OpIOIIIHOW aOpThI, MPU KOTOPBIX HAOJIIOJAIOTCS MYJBTUOpPraH-
11 ble paccTpoiicTBa, KOTOPbIE MOTYT MPUBOANTD K TAHTPEHE KU-
IIEYHUKA, CKIIEPO3UPYIOIIEMY ME3CHTEPUTY, aHEBPU3ME aOPTHI.
llo manusiM M. Hamidou et al, B 46 % ciyyaeB BX Bo3MOXKHO
dopmupoBaHUe «HEMBIX» (OPM, TOATBEPXKIAECHHBIX Pe3yjbTa-
TaMu OUOTICUU, OTIUYAIOIINXCS OT KJIACCUYECKUX OTCYTCTBUEM
TUMMWYHBIX TOJIOBHBIX OOJIE MU UIIEMUYECKUX OCJIOXHEHUI
CO CTOPOHBI MO3ra u miasa [7].
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Hnsa prnarHoctTuky bX MCmonb3yloT KpUTEepUu, IMpeaioKeH-
Hble AMEpUKaHCKO# Kojuterueir pesmaronoruu (1990), koTopsie
npeacTaBieHbl B Tadi. 12. JIng mocraHoBKM nuarHo3a bX Heo6-
XOAMMO HaJWYKue KaK MUHMMYM TPeX U3 ST IIPU3HAKOB 3200-
neBanus [9].

Taoawmma 12. /ImarHoCTHIECKHE KPHTEPHH BHCOYHBIX APTEPUITOB
AMepHKAHCKO# KOJUIETHH PEBMATOJIOTHI

Kpurepuit JluarHocTHyecKue MpU3HAKU

Bospact mamienta | PazButiie cMIITOMOB Y TialiieHTa crapiire 50 et
B Havyas1e 00JIe3HN

T'onoBHas 6oib «HoBblil» THIT JTOKaIM30BaHHOM 0O B 00JIaCTH
BUCKOB

Wsmenenus HanpspkeHre BUCOUHOI apTepyy TIPX MaJTbIaIN
BUCOYHOM YT YMEHBIIICHYE ¢¢ TyJIbCAllNH, He CBSI3aHHOE
apTepyn C apTepUOCKIIEPO30M apTepyii IIen

Ccod Ioeemmenre CO3 Bbmte 50 MM/a

Buorncns BricouHoit | BeIsiaieHre Tipy OMOTICUM apTepyH SIBITCHUIA
apTepyn BAaCKYJINTA, XapaKTepU3YIOIIETOoCs TpeodagaHieM

MOHOHYKJICapHOH KITCTOYHOM MHOWIBTpaIn
YT TPaHyJIeMaTO3HOTO BOCITAJICHHST, OCOOEHHO
¢ MHOTOSIIEPHBIMI TUTAHTCKUMH KITeTKAMI

IIpenioxeHHbIe TUATHOCTUYECKME KPUTEPUM CO3MAHBI I
mnddepeHIInanbHON TuarHocTUKN bX OT Opyrux BacKyJIWUTOB.
ITo MHEHMIO aBTOPOB, UX YyBCTBUTEJIBHOCTh cocTaBiseT 93,5 %,
a cretuduuHocTh - 91,2 % [9]. OgHMM U3 AUAarHOCTHYECKUX
MPU3HAKOB 3a00JieBaHus sABsseTcs nobieHne COD. Ilo maH-
ueIM Lopes-Diaz M. J. et al. [8], Tonsko 10 (3,6 %) u3 273 6omb-
HBIX ¢ 3T0i#1 mmarojyiorueiit umean COD meHee 50 MM/4. ABTOpaMu
OTMe4YeHa IpsMasi Koppesauus Mexay mosbinieHueM COD 6o-
nee 70 MM/4 U KOJIMYECTBOM 3PUTEIbHBIX OCJIOXHEHMI. Pexe
(50 %) npu bX BBHIABISIETCS HOPMOXPOMHAsI 1 HOPMOLIMTapHAast
aHeMUsl, JIEUKOLMTO3 CO COABUIOM (POPMYJIBI BJIEBO, MOSBJIEHUE
C-peakTHBHOIO 0OejKa, OMCIIPOTEMHEMUs] (CHUKEHHE albOyMM-
HOB, MOBBIIIEHNE IJIOOYJIMHOB), TPOMOOLIMTO3, ITOBBILIEHHBIA
ypoBeHb TpaHcamuHa3 [2, 3]. H. Gil et al. y 30 % 00/bHBIX
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¢ bX BeIgBUIM MOBBIIEHHBIN ypoBeHb AT K nuToruiazme Hew-
rpodUIOB, KOTOPBIiA, MO UX MHEHMIO, OTPaKaeT BbICOKMI PUCK
peuyanBoB [6]. M3MeHeHus1, BhIsIBIsieMble TIpyu momomu Y3U
OpaxuolieabHBIX COCYAOB (YMEHBIIIEHUE CKOPOCTU KPOBOTO-
Ka, yBEJIUYEHUE NHIEKCA IUPKYISITOPHOTO COMPOTUBIICHUS, Te-
MoauHamudecku 3Hauumast (> 30 %) acuMMeTpUs KPOBOTOKA)
U pesyabratbl MPT rojloBHOro Mo3ra 00ObIYHO HOCST HeCHeLu-
(UYHBII XapakTep U OOBIYHO MCIOJB3YIOTCS TOJBKO JJIsI Aud-
depeHunanbHOU nuarHoctuku bX [4].

Buoricusi BUCOUHOI apTepuu OcCTaeTcsl 30J0TbIM CTaHAap-
ToM B nuarHoctuke bX. [Iy1s1 Toro 4ToObl CBECTM K MUHUMYMY
| IOXXKHOIIONOXUTENbHBIE PE3YIBTATHL 338 CYET BOCIATUTEIBHBIX
U3MEHEHUI B KOXe, OUOICHS MOBEPXHOCTHON BUCOYHON apTe-
pyr J0JKHA OBITh BBIMOJHEHA HA AauHy 1,5-3 cMm [8]. Beimou-
HEHUE IBYCTOPOHHEW OWOICUM HE SIBISIETCSI O0S3aTEIbHbBIM.
OTIMYUTESIbHBIMU OCOOCHHOCTSIMM MHpU OMOIICUM Yy OOJbHBIX
¢ bX saBmsercs BbIABIEHUE TPAaHYJIEMAaTO3HOTO BOCHAJICHMUS
U apTepuabHOU CTeHKe. BocnajieHre MposiBIsIeTCS BOBJICUECHU -
€M B MaTOJIOTMYECKHUil Tpolecc JUM@POLNUTOB, T'MCTUOLIUTOB,
MIUTETUATBHBIX KJIETOK, pa3pylIeHUEM BHYTPEHHEN 3/1acTUye-
CKOIl MeMOpaHbI U MOSIBJICHUEM XapaKTEPHBIX JJIs 3TOU MaTo-
JIOTUM TUTAaHTCKUX MHOTOSIIEPHBIX KIIeTOK [4, 7].

JleueHue bX 0OOBIYHO HAYMHAIOT MOCJE T'MCTOJOTMYECKOTrO
TMOATBEPXKACHUS TUarHo3a. MeTOIOM CTapT-Tepanuu SIBASIETCS
Ha3HaueHue npeaHus3oaoHa B go3e 40-100 Mr B TabjieTKax exe-
nHeBHO. [To qocTHKeHUU KIMHUYeCKOTo 3(ddekTa no3a nperna-
para MoCTeNneHHO CHUXKAETCs B 3aBUCUMOCTHU OT CTENEeHU MOBbI-
meHnst COD 1 npoaosKaeTcsl Ha3HAUEHUE B MaJIbIX 103aX MU-
HuMyM 2 roaa. Eciu y 601bHOrO MMEIOT MECTO 3PUTENIbHBIE WU
MO3TOBbIE OCJIOKHEHUST 3a00J1eBaHUST, HA3HAYAIOT METUIITIPETHU-
IOJIOH B 03¢ 250 MT' BHYTPMBEHHO KaXIble 6 4acoB B TeUCHUE
5-5 nmHel, c ToclenyloluM MpUeMOM TMpenapaTta BHYTPh [4].
B ciydasix npotrBonokazaHuil Ui MOOOYHBIX 3h(HEKTOB OT Ha-
3HaueHus1 KC B KauecTBe BbIOOpa MOXET paccMaTpUBaThCs
HazHaYeHUe aHTUMUKPOOHBIX CPEICTB, HECTEPOUIHBIX MPOTH-
WOBOCTTAJIUTENIbHBIX TMpEeNapaToB WU aHTUarperaHTtos [2, 3].
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IIpu orcyrcTBUM 3ddeKTa JIUOO MpU MOBTOPHOM OOOCTPEHUU
PEKOMEHI0BaHO Ha3zHaueHue puTykKcumada B 1o3e 1000 Mr BHy-
TPUBEHHO, TMOBTOPHO KaXjble 2 HeNeau B TedeHue roma |[J].
INpenaparoM BbIOOpa HEKYNMUPYIOILIETOCS OOOCTPEHUST MOXET
ObITh HA3HAYEHME MUTOKCAHTPOHA 12 MI/M’ BHYTPUBEHHO €Xe-
MECIYHO B TeueHue 6 mecsres [9].

ITporHo3 mrst ku3Hu y 601bHBIX ¢ bX B 11Ie10M Oyaronpusi-
TeH. [IsaTrieTHssI BBKMBaeMOoCTh nocturaeT 100 %. Cepbe3Hyto
OIMacCHOCTb TMPEACTABIISIOT OCJIOXHEHUsI 3abojieBaHMSI C Topa-
JKEHUEM apTepuil m1a3, MPUBOIALINX K YACTUYHOMN MUIIA TOJTHON
roTepe 3peHusl.
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1.2.7. bone3ns Takasicy

bonesnp Takasicy (BT, Hecrenmdbuyeckuil aopTOapTEpUNT,
CHUHAPOM OTCYTCTBUS myJibca, 177.6 mo MKB-10) - cucteMHBbIi H-
1 QaHTOKJIETOYUBIN BACKYIUT C TIPEUMYIIIECTBEHHBIM MOPAKEHUEM
JIyTU aOpTHI U €€ KPYIHbIX BeTBel [1-4]. BoepBbie onucaHa SIIIOH-
ckuM oprampmoniorom M. Takayasu B 1908 1. y OOJIBHBIX C HEO-
OBIYHBIMU U3MEHEHUSIMU B LIEHTPAJIbHON apTepuu CEeTYaTKH, Ha-
pYUIEHUEM 3PEHUST U OTCYTCTBUEM ITyJibCa HA pyKaX. 3abojieBaHue
qarie (no 90 %) BcTpeyaeTcsl y MOJIOIBIX KEHIIMMH MEKCUKAHCKOTO
TIPOUCXOXICHUSI WM WMEIONINX TIPENKOB BBIXOMALIEB W3 A3uu,
TonbmMHCTBO 13 KOoTOphix Mosioxe 30 JIeT, pexe - y MpencTaBuTe-
v Apyrux 3THU4Yeckux rpynm [5]. PacnpoctpaneHHocts BT
BblIe B cTpaHax FOro-BoctouHoii A3uu. Ero yacrora Ha 100 ThIC.
Hacenenus B Slmonuu cocrasisier 0,4 ciaydas, B CILA - 0,26 ciy-
yas, B Kyseiite - 0,22 cimyuas, B [Isenum - 0,12 ciyuas [8].
3aboseBaHUEe HOCUT CMIOPAIMYECKUI XapaKTep, XOTs BCTpedyaeTcs
OINMMCaHNE CEMEUHBIX CIy4yaeB C MPEATojlaraéMbiM ayTOCOMHO-
PCLIECCHBHBIM THIIOM HacjieqoBaHust [6]. MakcuMallbHOE YUCIIO
cydaeB OOJIE3HU MPUXOAUTCS HA 3IMY U BECHY.

IMaTorenes 3aboeBaHUsI OKOHYATEbHO HE SICEH. BONbIINH-
CTBO HCCJIENOBATEIEe IMOJIAraloT, YTO €ro pa3BUTHUE CBSI3AHO C
ayTOMMMYHHBIM TPaHyJIEMaTO3HbIM BOCIAJIECHHMEM BCeX 000JO-
Yyek apTepuil 6onbioro kanbpa (bonee 1,5 cM B auamertpe). Tpur-
repamu BT paccmaTrpuBaloT BUpYCHYIO (BUpYC reprieca, rernatu-
ta B u C), xnamuauiinyto nnu nHyto uagekuuio [1]. [Tpeodnamnaer
I'-K1eTouHbI MEXaHU3M BOCTIAJIEHUSI COCYIOB, KOTOPBII SIBJISIET-
cs pe3ybTaToM creruduueckoii aare3auu T-TuMGOLIUTOB 3HAO-
TCIIMATbHBIX KIIETOK. [loBpexIeHue COCYyAUCTON CTEHKU OcCy-
IIECTBIISIETCS TTyTEM BHEAPEHUSI JTUTUUECKUX TPaHys (BKITIOYast
KoJIJIareHasy, MpoTeasy M 3J1acTady) M TOKCUYECKUX PaluKaIioB
(HKmIOYast TUAPOKCUIIOBBIE PAIUKAJIbl U TUAPOTEHIIEPOKCUIA3Y).
JIxtuBaumss MJI-1 u akropa Hekposza omyxonu-anbda, obma-
JAIOIIUAX MPOKOATYJISIIIMOHHBIM 3(h(MEKTOM Ha SHIOTENIUNA, TIPU-
HOMUT K U30BITOYHOMY TpombooOpaszoBaHuto [3]. B pesynbraTe
HWOCTIAJIUTENIBHOTO Tpollecca Ha paHHEW (MHOUIBTPATUBHON)
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cranuu BT B aopTe 1 ee BeTBSIX HAOMIONAIOTCS SIBJICHUSI TaHAPTE-
puuTa, MHGWIBTPALIUS BHYTPEHHEN 000JI04KM HelTpoduiamu,
Makpodaramu, ruraHTCKUMM KiieTkamu JlaHrepraHca U pa3pbiB
9JIaCTUYHOM MeMOpaHbl. AHAJIOTMUHbIE U3MEHEHMST HAa0JII01a0T-
cs B vasa vasorum, 4To otandaeT bT oT cuunutnueckoro apre-
puuta [2]. Ha no3nHeii (pubpo3Hoit) cTaguu 3a001eBaHUs pa3BU-
Baercsi (UOpPo3 cpeaHeil OOOJOUKU aprepuil M BbIpakKeHHBII
ckJepo3 aaBeHTULMU. CleACTBUEM MPOAOIKAIOIIEroCcs MaToso-
TMYECKOro Tpoliecca sIBJIsieTCsl CYXKeHWe MpocBeTa cocyaa. Xa-
PaKTEPHBIMUA U3MEHEHUSIMU SIBJISTIOTCSI MHOTOUMCIICHHBIE CETMEH-
TapHbIE CTEHO3bI, YepeayIoLIMecs C HEeM3MEeHeHHbIMU ynac licaMv
00 UX pacUIMpeHHeM, HEPOBHOCTSIMM COCYAMCTOW CTEHKH
¥ aHEeBPU3MAaTUYECKUMU BbINsiurMBaHUsIMU [7]. TunuuHoi goka-
JU3alMeit mopaxkeHus: cocyaucroir cucreMbl npu BT SABIAKYTO
Jlyra aopThl, BHYyTPEHHUE COHHBIE, TTO3BOHOYHBIE U MOIKIIOYMY-
Hble apTepuu [4]. Pexe B mpoliecc BOBJICKAIOTCS IIOYCUYHBIE
W NOAB3AOIIHbBIE apTepun (cuHapoM Takascy-JlepeHes). CTeHO3
W OKKJTIO3USI apTepUil TPUBOIST K BTOPUYHON UIIIEMUU COOTBET
CTBYIOILIETO OpraHa.

Knununueckast kaptuHa nipu BT monuMopdHa U ckianbiBa
€TCsl M3 COYeTaHUS ISITU Ipynn cumnToMoB [2]. Ilepast rpyni;
CUMIITOMOB BCTPEUYAETCS Y MOJIOBUHBI OOJIbHBIX U HOCUT OOIIIe
WHTOKCUKAIIMOHHBINA XapakTep, BKJOYas oOO0IIyl ciabocTh
YTOMJISIEMOCTb, TOXY/IaHWE, MOBBIIIEHUE TEMIIEpaTyphl, MOTE
pIo anreTuTa, MoJuapTpairui, MAAITUN.

CuUMIITOMBI BTOPOM TPYMIIbl OOYCIOBJEHBI OOIIEH WK
MECTHOW MIIEMUE TOTO WIM WHOTO apTepuaibHOro OacceifHa,
B TOM YMCJI€ OTCYTCTBUE MyJbca, 00Jb U OOJE3HEHHBbIE Mape-
CTE3UM B BEPXHUX KOHEUYHOCTSIX, OBICTpasi yTOMJSIEMOCTh PYK
(mepemexaroniasi XxpoMoTa pykK), CHUXKEHUE 3PEHUST BCIEICTBUE
petuHonaTuu. Bce aBTOpHI yKa3bIBalOT HA MpeobagaHue 1epe-
OpoBacky/sipHO# martojoruu npu BT B 1IMpoKOM auanasoHe oT
HAYaJIbHBIX TMPOSIBICHUN HEAOCTATOYHOCTU MO3TOBOTO KPOBO-
oOpaiteHust 10 MH(MAPKTOB TOJOBHOTO MO3ra, 4acTOTa KOTOPHIX
KOPPEJMPYET CO CTEMEHbIO CTEHO3a dKCTPaKpaHUAIbHBIX OTIE-
JIOB HApY>XHbBIX U1 BHYTPEHHMX COHHBIX apTepuii [4, 5, §].
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TpeTblo TpyIMNy COCTABISIOT CUMIITOMbI, CBSI3aHHBIE C pa3-
BUTUEM KOJUIaTepalbHOTO KPOBOOOpPAIIEHUS, YTO Y MAllUEHTOB C
BT nposiBnsiercst pacliipeHUeM HIEHHBIX, TUIEYEBBIX, MEXpedep-
HBIX apTepuil Ha TPYIU U CIIMHE C YCUJIEHWEM UX IyJIbCalluu.

B uerBepTylo Ipynimy BXOAAT CUMIITOMBI, CBS3aHHBIE C IO-
BBIIIIEHHOW YYBCTBUTEJIBHOCTHIO KapOTUAHOTO CUHYCA, YTO Y
yacTu OOJIbHBIX MPOSIBISIETCS MPUCTYNMAMU HECUCTEMHOIO TO-
JIOBOKPYXXECHUSI, TUMMOTUMUSIMUA WIU CUHKOMAIbHBIMU COCTOSI-
Husimu (Tpuaga Cumysnu-CaHo - OTCYTCTBUE IyJibCa Ha Jyde-
BOW apTepuU, TUMOTUMUU U CHUKEHUS] OCTPOTHI 3pEHUST).

B nsTyto rpyniy BXOAAT CUMIITOMBI MOPaXEHUsI CepaeyHO-
cocyaucToit cucreMbl. Y 25 % GOJIbHBIX HAOMIOOa0TCa 00U B
cep/lie, MPUCTYITbl CTEHOKApAUW, MUOKAPAUOAUCTPODUS U UH-
dapkThl MUOKapna (y JIMI MOJIOJOTO BO3pacTa) u3-3a mpoaude-
paluMu BHYTPeHHEl 000JOYKM aopThl BOKPYT YCTheB BEHEUHbIX
aprepuii. [ToBbilieHue AJl Ha HUXKHUX KOHEYHOCTSIX OTMEYaeT-
cs1'y OOJIBIIMHCTBA 00JIbHBIX. OmnucaH cuMnToM Xuuia-Deka,
3aKJTI0YAONIUICS B 3HAUUTEAbHOM (Oosiee 80 MM PT. CT.) TTOBBI-
meHun AJl B apTepusix HOT MO CpaBHEHMIO C Jy4eBOUl apTepu-
eil. B ciydasix BoBieueHUs OPIOITHON A0OPThl B KIMHUYECKYIO
KapTUHY J00aBISIOTCS MPU3HAKW WILIEMUU KUIIEYHWKA, Ba3o-
peHanbHasg runepreraus [3].

HuarHoctuka BT ocHOBaHa Ha aHaNMM3e KIIMHWUYECKON KapTu-
HbI, JJAOOPATOPHBIX JAHHBIX, OLIEHKE COCTOSTHUSI LIEHTPAITBHON U
nepucepuyecKoil TeMOAUHAMUKU, a TaKXKe WCCICIOBAHUU CO-
CTOSTHUSI 3pUTENIbHOrO aHaiu3aTopa. JlabopaTopHbIe TTOKa3aTeaun
npu bT xapakTepusyroTcsi B KPOBU YMEPEHHBIM JIEUKOLIMTO30M
u nosbiieHueM COBD. B LICXK ormeyaeTcsl MOBBILLIEHUE JIETKUX
Lereil UMMYHOTJTOOYTMHOB, anbOyMUHOB U 1gG [4]. [1pu aHamuze
COCTOSIHUSI KpoBooOpatleHust mo faHHbiM DXO-kapnuorpaduu,
Y3U 6paxuoniedanbHbIX apTepUil U TPAHCTOPAKATBHON AOMILIE-
porpacduyr BBISIBISIIOT YBEJIWYEHUE MoOKa3aTeieil paboThl JIEBBIX
oTIesnoB cepaua (yBeaudeHue (pakiuil BIOpOca, Macchl MUO-
KapJa, CKOPOCTH aOpTaJIbHOTO TMOTOKA) U OJHOBPEMEHHOE CHU-
KeHHe o0beMa KpPOBOTOKA MO BCEM BETBSIM OYrd aopThl [3].
JlaHHbIE O TPOTSIKEHHOCTU TaHapTepUUTa aopThl U €€ BeTBei
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naet nmaHaHruorpadus. Ilpu nposeneHuu MP-AI peructpupyoor
BbIpDAXEHHOE CHMXXEHHME WHTEHCHMBHOCTM U obOenHeHue MP-
curHasiia. I3MeHeHUsT cO CTOPOHBI 3pUTEJILHOTO aHAJIM3aTopa y
OosblIMHCTBA 00JbHBIX ¢ BT XapakTepusyloTcsl CHUXEHHUEM
OCTPOTBI 3pEHUsI, 0COOEHHO MPU MOBOPOTAX TOJIOBHI U TJa3 (3pu-
TeJibHast XpoMoTa). [Ipo3pauHble cpeibl, pOTOBUIIA U XPYCTATUK
MYTHEIOT. B KOHBIOHKTUBE, PaayKHOU 000JOYKE W XPYCTAINKE
00pa3yroTcst HOBble cocynbl. Ha rima3HOM THE COCYAUCTBI KOM-
IJIEKC TIEPEXOAUT Ha COCOK 3PUTEIbHOTO HEpBa. 3aTeM COCYMbI
OOMUTEPUPYIOTCS W Pa3BUBAETCSI PETPOOYTHOAPHBIM HEBPUT,
OIacHbI ciaenoToit [2].

HuddepeHuuanbHbiii AuarHo3 bT MpoBoAsiT co CTeHO30M
nepelieiika aopThl; aHEBPU3MOI aopThl M APYTUMU €€ BpOX-
JNIEHHBIMUA TOPOKaMU; CUGMDWINTAYECKUM apTEPUUTOM; UHBIMU
MpUYMHAMU WH(HAPKTOB MO3ra B MOJIOJIOM Bo3pacTe (He3apailie-
HUE OBaJIbHOTO OTBEPCTHUS, JUCCEKIIUSI CTEHKU apTepuil, mep-
BUYHBIIA aHTU(DOCHOIUTTUAHBINA CUHIPOM).

C uenbio noctuxkeHust pemuccuu bT HazHavyaloT MpeaHu30-
JIOH B 103¢ 1 MI/KT/CyT ¢ MOCTENEHHBIM €€ CHWXXEHUEM 10 TO/I-
NepXKUBalolleil 103kl B TeueHue 2-5 Mecsues. [Ipu oTcyTcTBUUM
a¢hdekTa Ha3zHAYalT METWINPEIHU30JIOH MO CXEMe ITyJIbC-
Tepanusi Tubo MPEeTHU30JI0H B KOMOUHALIUY ¢ LIUKJIo(hochaHoM
(200 mr/cyt) wim metorpekcatoM (17,5 mr/Hen.). B pedpakrep-
HBIX CJIydasix K ITomoOHOI Tepanuu HasHayaioT BBUI (2 1/kr)
win putykeuma6b (375 Mr/m° exeHenenbHo). st 610Kaabl arpe-
rauyy TpoMOOUUTOB IpuMeHsoT acupuH (1000 mr/cyr), 1160
HEIpsSIMbIE aHTUKOATYJISIHTHI (BapdapuH 2,5-5 mr/cyt). Ilpu Ha-
JIMUMU KPUTUUECKUX CTEHO30B apTepuii MOoKa3aHbl XUpypruue-
CKH€ BMEIIATEIbCTBA, B TOM YHWCJIE PEKOHCTPYKIIUS TYyTA aop-
Thl U €€ BETBEW, LUPKYISIPHOE WCCEUYECHUE WU PacCIIUpEeHUE
aopthl [5]. K yncny paHHHUX mocieonepaliMOHHbBIX OCTOXHEHWH
OTHOCST CJlydau BHE3AlMHOW CMEPTU U JIeTaJIbHbIE ClIy4yau
BCJIeJICTBUE TopaxeHus: nouek. [lozgHumu ocnoxHenusimu bT
SIBJISIIOTCSI MH(GAPKTHI CIIMHHOTO Mo3ra [7].

B kauecTtBe mpuMmepa 3amoznanoil auarHoctuku bT mpuBo-
UM HaOJIoIeHUeE.
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Bonbnas B., 27 ner, mpas-
11a, MUJIMIIMOHED, B TEUEHUE TI0-
CJIETHETO Toma OTMeyvasia 3MU30-
bl TIOBBIIIEHWSI TEMITepaTyphl,
moxynaHue, OoOIIylo cabocTb,
yckopeaHoe COD. B nmeHp 1o-
CTYIUIEHUSI paHO YTPOM TIOSIBU-
Jlach YIIOpHasi MKOTa, 3aTeM Ha-
pyluiaach pedb, pa3BUiiach Ciia-
00CTh B TIPaBOl pyKe W IIaTKast
moxozka. JlocraBieHa ckopoit 1mo-
momnipto. [lpy moctyrieHun co-
CTOSTHUE  YIOBJIETBOPUTENIBHOE,
MOHVXeHHOTo TuTaHus. [lyibc
u JIJI Ha JeBOl Jy4eBOU apTe-
puu He ompeneisitorcs. Ha mpa-
BO JIydeBOWl apTepuu IyJIbC
68/MuH, ALl - 90/60 MM prT. CT.
BoIpaXXeHHBI CHCTOJIMYECKHIA
IIyM TIpA ayCKyJbTallUu Ha Tie-
pemHell TTOBEPXHOCTH IIIeW CIIpa-

IRk Cly GlricHs
'}g"@’i'.,, c}: e
Ace:

T
8 TN 47 A€428
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WATE L2 BOV; 200221 0w

Puc. 22. MPT roioBHOro mMosra 60J1b-

Hoii B., 27 ner ¢ mmarHo3om BT:

B MpoeKUUU cKopiynsl ciesa B T,

OIpe/ieNiIeTCs TUIEPUHTEHCUBHAS

30Ha 24 * 12 MM 0e3 4YeTKHX
KOHTYPOB

Ba. [Ipy HEBPOJIOrMYECKOM OCMOTpE: B CO3HAHUM, JierKas AuchoHuUs
W IU3apTpusi, CHUXKEH TIIOTOYHBIN pediekc, criaxkeHa IpaBasi KOCOTy0-
Hast ckinanka. Cuia B MpaBoil pyKe CHMXKeHa 10 4 0aslioB, MbIIIEYHBIH
TOHYC B Teil ocnabneH. CyxXoXWIbIIO-TIepuoCTabiiie pedaekchl BbICO-
ke D > S. KT ronoBHOro mMosra (cryctsi 2 4) vie BbISIBUJIA TTAaTOJIOTHU.
B TeueHue mociemyonMX CYTOK OTMEUEHO HapacTaHWE BBIPAXXEHHOCTHU

IU3apTpPUM U C1abOCTU B MpaBoOM
pykKe mo 3 6ajuIoB, MOSIBWICS IIa-
TOJOTUYECKUI cuMnToM babum-
ckoro cmpaBa. MPT romoBHOTO
Mo3ra (crycts 12 49): B IpoeKInu
ckopiynsl ciaesa B T, ompene-
JiseTcsl TUTIEPUHTEHCUBHAS 30HA
24 x 12 MM 6Ge3 YeTKMX KOHTYPOB,
JKEJTyTOYKOBasi CUCTeMa OOBIYHBIX
pasMepoB (puc. 22). MP-ATI": ot-
MEUEHO YMEHBIIIEHUE KOJIMYeCcTBa
BETBEW JIEBOM CpelHEMO3roBOit
aprepuu (puc. 23). JyruiekcHoe
CKaHUPOBAHUE 3SKCTPaKpaHUAIb-
HOTO oTaena OpaxuoledalbHbIX
apTepuii BBISIBUIIO CTEHOOKKITIO3 -
pytoliiee MopakeHue BEeTBEW IyTh

1(con

Puc. 23. MP-AT Toi1 e GOJIBHOIA:

YMEHbIIeHUe KOJUYEeCTBa BETBEM
JIEBOI CPeTHEMO3TrOBOI apTepuu
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Puc. 24. JlymiekcHoe CKaHUPO-
BaHME KCTPAKPAHUATIBITOTO OT-
nena GpaxuoledalbHBIX apTe-
puit Tolt ke OOJIbHOI: @ - CTEHO-
OKKJIIO3UpYIOIllee  TOopakeHue
MpaBoil OOILEN COHHOI apTepuu
Ha 50-70 %; 6 - OKKJIIO3USI Jie-
BOW TIONKIIIOUYMYHOW apTepuu,
6 - TIIeYe-TOJIOBHOTO CTBOJIA
cripaBa Ha 50-75%

aopTHI: IJIEYe-TOJIOBHOIO CTBOJIA cripaBa Ha 50-75 % (puc. 24, ), mpa-
BOWi 0011eit coHHoM apTepun Ha 50-70 % (puc. 24, a), neBoii 06ILeil COH-
HOU apTepuu Ha 75-95 % M MOJHYIO OKKJIIO3MIO JIEBOM MOIKITIOYMYHOM
aprepuu (puc. 24, 6). COD 6-20 mm/u, CPb, antu-AHK, anTuHykneap-
HbIE aHTWTEJA, AHTUTENa K BOJYAHOYHOMY AHTUKOATYJISIHTY OTpHUIIa-
TeJbHBI. AHTUTeNa (IgM) K KapamoJUmnuHy TOJIOXUTENbHbI. J{narHoc-
TUPOBAaH TeMOIUHAMUYEeCKUil WHGpApKT Mo3ra B OacceitHe TIIyOOKUX
BEeTBeil JIeBOM CpeNHEMO3TOBOM aprepum Ta ¢doHe O0oje3Hu Takascy.
HaznaueHbl aHTUKOATYJISTHTH ((bpakcumnapuu, 3ateM BapdapuH), Meapos
16 mr/cyr, anTMokcumaHTel. Ha ¢oHe nMpoBomMMoil Tepanuu B Te4eHHE
MepBoil Heleld Habmomaauch nmoBTopHble TUA B 1eBOM KapOTUIHOM
OacceiiHe B hopMe HapacTaHUsl CJa0OCTU B MPABOW PYKe U YXYIIICHUS
peun. 3aTeM COCTOSIHME HAvajio CTAaOWIBHO YJIyYINAThCS C TTOJIHBIM BOC-
craHoBlieHHeM B TeueHue 1,5 mec. [lpm kKaramHecTMYecKOM HabIoOzIe-
HUU B TedyeHre 8§ Mec MpoaokaeT IpUHUMATh Meapoi 16 Mr/cyt u Bap-
dapun (5 mr/cyr) nmox koHTpoiem MHO. UyBctByeT cebst 3m0opoBOit
04YaroBOil HEBPOJOTMYECKON CUMITOMATUKHU HET, HAayaJl PEruCTPUpO-
BaThCs IyJILC HA JICBOI JIy4eBOIl apTepuu.

OCOOEHHOCTSIMA [TaHHOTO HaOJIONEHUS SIBWIOCHh CYOKJIM-

HUYECKOE TeueHue WHGWIbTPATUBHOW CcTanuu 3a00JieBaHUS,
koTtopoe nebwoTtupoBasio TUA u uHdapkTrom mMosra B H6acceiiHe
mIyOOKMX BETBEW JIEBOUW CpeIHEMO3roBOW apTepuu Ha (oHe



KPUTHUYECKOTO CTEHO3a JIEBOU 00I1leil coHHoi apTepuu. B naH-
HOM cJiydyae MHMAPKT Mo3ra pa3Buics Ha no3aHen (pudbposHoil)
cranuu BT 3a cuer «hbeHOMEHa 00KpaabIBaHUS», UTO TTOATBEPK-
JaeTcsl HaJu4yvMeM WH(MApKTHOTO oyara B 30HE CMEXHOTO Kpo-
HrooOpallieHus (Mepexo KapoTUIHOrO B BepTeOpO-0a3UsIpHBIA
OacceiiH), YTO TUITUYHO JJIsI TEMOJUHAMUYECKOTO MaTOTCHETU-
YeCcKOro MoATuIa uHdapkTa Mo3ra.

ITporno3 npu BT paHee cunmTasicss HEOIATONPUSITHBIM [2].
B Hacrtosiiee Bpemst 15-eTHsISI BBKUBAEMOCTh 00MbHBIX ¢ BT
coctaBisger 83 % [3]. CMepTh 4Yallle HacTymaeT OT MHCYJIbTa
(50 %), pexe or uHbapkTa mMuokapaa (25 %) wuiu paspbiBa
aHeBpU3MBI aopThl (5 %). Xymmmii mporHo3 HaGIogaeTcs
y OOJBHBIX C pETUHOINATWEN, apTepuanbHON TUIEPTEH3UEU
W a0pTaJbHOW HEAOCTATOYHOCTHIO.
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1.2.8. ¥Y3eaKoBblii MOJUAPTEPUUT

VzenkoBeiii nonuaptrepuut (YII, polyarteritis nodosa,
M300 no MKbB-10) - cuCTeMHBIA HEKPOTU3UPYIOIIUI BacKy-
JIUT C TIPEUMYIIECTBEHHBIM TOpaXXeHUEM apTepuil CpeaHero
u Menkoro kanuopa [1-4]. Bmepsbie ommcan A. Kussmaul
B 1866 r. Mo Ha3BaHMWEM Y3eJIKOBBIM MepuapTepuur. B 1992 T.
Ha KoHdepeHiuu (The Chapel Hill Consensus Conference) 3ToT
TepMuH 3aMeHeH Ha YII. 3abosneBaHue BCTpeyaeTcs ¢ YaCTOTOM
1-2 cnydast Ha 100 Thic. HaceneHus, Mpeobiiagasi Mo 4YacToTe
y myxxuuH 20-40 set [7]. BoinensiioT mepBUYHbBIE U BTOPUYHBIE
¢opMbl 3a00sieBaHUSI, Pa3BUTUE MOCAEIHUX OOYCIOBJIEHO BO3-
NeCTBUEM psiia JIeKapCTBEHHBIX (CyJib(aHWUIaMUIbl), TOKCHU-
YeCKUX U TpoheCcCUOHANIbHBIX (PAaKTOPOB (OTpaBIeHUE TSIKEbI-
MH MeTaJlJlaMU, ITHEBMOKOHMO3BI) [6].

IMaToreHes 3abosieBaHMSI CBA3aH C ayTOUMMYHHBIM HEKpPO-
TUYECKMM BOCTAJIEHUEM BCEX TpeX CTEHOK MEJIKMX apTepuid,
apTepuoJ, KalmuJUISIpOB U BEHYJI. XapaKTepHble Mpu3HaKu 3a60-
JIeBaHMUSI - OYAroBbI XapakKTep BOCIAJIEHMSI B COCYIUCTOM
CTeHKe ¢ 00pa3oBaHUEM y3eJIKOB M 30HaMU (PUOPUHO3HOTO He-
Kpo3a [2]. BocnanutenbHasi peakiius 0ObIYHO BBIXOAUT 3a rpa-
HUILBl 3THUX 30H W BOBJIEKAET B MPOLIECC HAPYXHYIO OOOJOUKY
cocyna (aaBeHTHIMIO) [6]. 3aXXUBJIeHNUE 0YaroB MOPaXXEHMS CO-
MpOoBOXIaeTcs mpoaudepalnneil MTHTUMBL B CTEHKE cocyaa C OK-
KJII03Uel ero rmpocBeTa U UlIeMUeil COOTBETCTBYIOLIETO OpraHa
WM TKaHU. Bo3MoxXHO ¢hopMupoBaHUE MEJKMX aHEBpU3M Me-
Hee 5 MM B nuaMeTpe. PopMupoBaHue rpaHysieM ajs Y3 He xa-
pakTtepHo. [IpeacTaBisieT uHTepec B3auMocBs3b YII u renatu-
Ta B, KoTophrit o6HapyxuBaercsa y 50 % GonbHbIX [4]. B 1970 .
D. Gocke et al. Bnepsbie BoisiBUIM oTioxeHue HBAg u IgM
B apTepualibHOI cTeHKe OosibHbIX YII. B HacTosiiee BpeMs n0-
Ka3aHa cBs3b YII ¢ nHdunupoBaHnuem BupycoMm B, T. e. Bupyc
renatuta B gBAseTcss OMHUM U3 3TUOJOTMYECKUX (DaKTOPOB
paszButusa YII [3].

Kinnanuecku YII nposiBiaseTcss MHOXECTBEHHBIM MOPasKeHU-
€M pa3JIMYHbIX OPTaHOB 1 CUCTEM: KOXMW, CIM3UCTBIX, IIOYEK, JIeT-
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KUX, XeJyTOUHO-KHUIIIEYHOTO TpaKTa, HEPBHOM CUCTeMbl. Y 3Ha-
YUTEJIbHOM YacTH OOJbHBIX UMEIOT MECTO CTOMKasl apTepuaibHasi
TUTNEPTEH3Msl, CHUXKEHHME MacChl Tejla, MMOCTOSTHHbIN cy0dhedpuin-
TeT [6]. BemymuM KIMHWYECKUM TIPOSIBJIEHUEM SIBIISICTCS TOpa-
>XKeHUe KOXU B BUAE TPOPUUYECKUX HApYUIEHUH, B TOM YMC/Ie SI3B
B JUCTAJIbHBIX OTAENaX KoHeuHocTei (79 %), ceTyaToro JuBeaO
(66 %), THIMYHBIX MEJIKMX Y3€JIKOB ITO XOIy cocymoB. YacTo Ha-
OJII01al0TCSl MUASITUM, TIOJIMAPTPAITUY, YBeJIUYeHUe JuMdaruye-
CKUX Y3710B [2]. ¥V GonblIMHCTBA OOJBHBIX MATOJOTUMYECKUN TTPO-
1IeCC 3aXBaThIBaeT BHYTpeHHUE opraHbl. Hanbosee TUMMYHO ISt
VII nopaxkeHue Movyek B BUIE MUKPO- U MaKpOreMaTypuu, IMpo-
TEUHYPUU, XPOHUUYECKON MOUYEYHON HEAOCTATOUHOCTU, BHICOKOTO
AJl. Hacto cTpamaloT Jierkue: 303WHOMUIbHBIE WHQUIBTPATHI,
COCYIMCTbIe TTHEMOHUM, TMPUCTYIbl OPOHXUATBLHON acTMBbI, OIMHU-
caHbl Cjlyyad CIOHTaHHOro IMHeMoTopakca. IlopaxkeHue cepaia
CBSI3aHO C MPEUMYILECTBEHHBIM BOBJIEUEHUE BEHEUHBIX COCYIOB,
YTO MPUBOAUT K PaHHEMY MUOKApAMOCKIIEpO3y, UH(papKTaM MUO-
kapna. [TopaxkeHue cocynoB OpIOIIHON MOJOCTH XapaKTepu3yeTcsl
PE3KMMHU TPUCTYIIOOOPa3HBIMU OOJIIMU B XKUBOTE, WUMUTUPYS
KapTUHY OCTpOro xwusota [1].

BoBjeueHue HEpBHOM CUCTEMBI OTHOCUTCSI K YacThIM IMPO-
SIBICHUSIM 3a00JieBaHMsI, KOTOPbIe MOTYT IOMUHUPOBAThb B KJIM-
HU4Yeckoi kapTuHe. Hanbosee THMMMUHBIM SIBJISIETCS] TTIOpaXKEHUE
IMHC B 70-80 % cnyyaeB Oone3nu. I[IpeobiamaloT MHOXe-
CTBEHHbIE aCMMMETPUYHbIE MOHOHEBPOIIaTUM, CBSI3aHHbIE C Ba-
ckynmutamMu B vasa nervorum [3]. Ha HUXHUX KOHEUHOCTSIX
yalie cTpajgaeT MajloOeplioBbIli HEpB, Ha pyKax - JIyueBOil HEpB.
Ilpu peunanBax B MPOLECC MOTYT BOBJEKATbCS APYTUe HEPBbI,
a paHee TOpaXXeHHbIE OCTaBaTbCsl MHTAKTHBIMU. Pexe cTpana-
0T KpaHUaJIbHbIe HEpPBbl (TPOMHUWYHBIN, JUIIEBON, KOXJIEOBE-
CTUOYJISIpHBI). JpyruM HEeBpOJOrMYEeCKUM IposiBieHueM YII
sBaseTcsl aucTtanbHasi ceHcopHasi ITHII, koropasi HauMHaeTcst
C UHTEHCUBHBIX 0oJieli, MpeobIafaloluX B UKPOHOXKHBIX MBIII-
1ax, a 3aTeM IMpOSIBASIETCS CEHCOPHBIMM MUCTATbHBIMU Hapy-
mweHusaMu. K aTunuuHeiM nposiBieHusiM YIT OTHOCSAT KOXHYIO
HEBPOIaTHUIO, BbI3BAHHYIO MOPAKEHUEM METKMX KOXHBIX HEPBOB,
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MPOSIBIISIIOIINMCS TISITHUCTBIMUA 30HAMU U3MEHEHHOU UYBCTBU-
TenpHOCTH [1].

TMopaxenue ITHC ana YII mMeHee TUMMUYHO U BCTpedaeTCsl
TONBKO B 25 % cny4daeB. [IpeoGiagaroT MalMeHTH ¢ XpOHWYE-
CKOl 11epeOpOBACKYISIPHOU HEMOCTaTOYHOCTBIO Pa3INYHOMN
CTEeINeHU BbIpak€HHOCTU B (opMe acTeHUuecKoro, Ledairuye-
CKOTO0, BECTUOYJSIPHO-aTaKTUUCCKOT0, 06a3a1bHO-000JI0YEYHOTO,
NMCCOMHUYECKOTO CUHIPOMOB, BETETATUBHBIX WU 3PUTENb-
HBIX HapyleHul. {8 HUX O0COOEHHO XapaKTepHbI KOTHUTUB-
HO-MHECTUYEEeKHUE CHUXEHUsI, OTpaXarolliue HapylIeHUs] Mexa-
HUYECKON 1 acCOUMaTUBHO-JIOrMYecKoil mamMsatu [2]. MosroBbie
uHCynbThl nipu YIT BcTpedatoTest penko, Kak MpaBWiIo, Ha MO3M-
HUX CTaaMsIX 3a00JIEBaHUS y JIUI] C apTePUATbHON TUINEPTEH3U-
eii. 'eMopparnyeckue BapuaHThI (CyOapaxHOWIATbHBIE KPO-
BOUBJIUSIHUSI, BHYTPUMO3TOBbIE TEMAaTOMbl MAaJIbIX Pa3MEPOB)
npeobnanaT Hag uHdapkramu mosra [7]. B 20 % ciyuyaeB Ha-
OJIOAIOTCS  ACENTUYECKUE MEHUHTUTHI, COMPOBOXIAIOIINECS
yMepeHHbIM TuMdonuTapHbiM 1uieonuto3oM B LICK. Upespsi-
qaiiHo penko (2 %) ommcaHO MOpaXeHWe CITMHHOTO MO3ra Ha
J11000M ypoBHe [1].

HNuarHoctuka YII ocHOoBaHa Ha KJIacCU(DUKAITUOHHBIX KPHU-
TepUsIX, pa3padOTaHHbIX AMEPUKAHCKOW KOJUIeTUE peBMaTo-
JIOTUU, KOTOPbIE BKJIOYAIOT KIMHUYECKNE NaHHBIC, PE3YIbTaThl
J1abOpaTOPHBIX, UHCTPYMEHTAIIBHBIX UCCIENOBAHUI U OUONCUn
U coctodT U3 10 mpusHakoB [5]:

1. IToxynanue OoJjiee 4yeM Ha 4 KT, HE CBSI3aHHOE C OCOOEH-
HOCTSIMU TTUTAHUS.

2. CeruaToe JeBeno.

3. bosib wiu 00JIE3HEHHOCTh SIMYEK.

4. bonu wiu c1aboCTh MBILIL, HUXXHUX KOHEYHOCTEH.

5. MHOXeCTBEHHAasI MOHO- WU MOJMHEBPOIATHSI.

6. Jlnactonnyeckoe maBjieHue BbIre 90 MM pT. CT.

7. IoBbllieHre MOYeBUHBI > 40 Mr % wuiM KpeaTMHWHA
> 15 mr %.

8. Hanuuue HBsAg unu AT k Bupycy rernaruta B B cbhiBo-
pPOTKE KPOBM.
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9. AHeBpU3MbI WA OKKJTIO3UU BUCLEPATBHBIX apTepUil.

10. TwicTonornyeckrie U3BMEHEHUSI, CBUAETEILCTBYIOIINE O TTPU-
CYTCTBUU TPAaHYJIOLUTOB B CTEHKE apTepUil.

Hanuuue Tpex u Gosiee KpuTepueB IMO3BOJISIET MOCTABUTH
muarHo3 YII ¢ uyBcTBUTENBHOCTBIO 82,2 % M cneuuduuHO-
cThio 86,6 %. B muarHocTtuke 3a00J1eBaHUS CYIIECTBEHHYIO IMO-
MOIIIb OKa3bIBAIOT pe3yiabTaThl MP-AI, KOTOpble TO3BOJISIIOT
BBISIBUTH Pa30pBaBIIIMECS] M HEPA3OPBABILIMECS aHEBPU3MbI pa3-
JIMYHBIX OPraHoB [4].

HuddepeHuraabHbIi AUarHo3 ¥3 NpoBOIST ¢ APYTUMU CHU-
CTEMHBIMU WJIA W30JMPOBAHHBIM 1IepeOpaIbHBIM BacKyJIUTa-
MU; BPOXIEHHBIMU aHEeBPU3MaMM; CapKOWI030M; TyOepKyJie-
30M; BUY-uHpekuueii.

B neuenuu YII npenapatamu niepBoit tuHuu ssisitorcst KC
B Ho3e 1 MI/Kr/cyr, KOTOphle Ha3HadawoT miuTeiabHo [1]. Ilpu
CTabUIU3alUU COCTOSIHUSI WX J03Y MOCTENMEHHO CHUXAIOT J0
noanepxusatoiei. [lpu oTcyrcTBuM 3ddexkra no3y mpenapa-
TOB YBEJIWYMBAIOT OO0 2 MI/Kr/cyT. Bo3MoxHa KoMOMHAauus
mybc-tepanuu KC ¢ umknodochamuaom (1-2 mr/kr/cyr). B ciy-
Yyasgx MPOrpeccupyroliero TeyeHus ucnoib3dytor BBUT wim
I[1® [3]. OnucaHbl IOJOXUTEIbHbIE pe3yabTaTbl HAa3HAYCHMS
MmukodeHonata MmodeTwia u purykcumada [4].

ITporHos npu Y3 B HacTosIilee BpeMsl OTHOCUTENIbHO OJ1aro-
MPUSITHBINA. [TSTUAETHSST BBKMBAEMOCTh OOJIbHBIX COCTABJISIET
60-80 %. HaubGombliee KOIMYECTBO JIETAIbHBIX MCXOMOB Peru-
CTpUpYyeTCs B TIEPBBIN rof oT Havyaia 3abosieBaHus. K Hebnaro-
TMPUSITHBIM TPOTHOCTUYECKUM (haKTOpaM OTHOCSIT Hayajao 3a-
OosieBaHUs B Bo3pacTe Oosiee S0 net, mopaxeHue nouyek, [HTHC
WJIN Pa3BUTUE MUOKAPAUOIATUM.

J1s WUTiocTpaluMi OCOOEHHOCTENW KIMHUYECKOUN KapTUHBI
U OJTaronmpusITHOTO UCXONA Tepanuu MPUBOIUM HAOIIONECHUE.

Bombhoit 4., 27 ner, pa®ouuii, Ipu IMOCTYIUICHWU KAJIOBAJCS Ha
60711, €1aboOCTh U OHEMEHUE B KOHEYHOCTSIX, TTPEUMYIIIECTBEHHO B JICBOI
CTOHE U TPaBOii KUCTHU, YCUIIMBAIOLIMECS TMOCse GU3NUECKON HAarpy3KH,
00111yI0 cl1aboCTh, MOXyIaHWE, HEMOCTOSIHHOE TMOBBIIIEHNE TeMITepaTy-
pol Tena, Beicokoe AJl. BoseH Tpu Mecsiia, Koraa mocjie NepeHeceHOro
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BUpYCHOTO remaTtuta B, a 3arem
OCTPOTO MaHKpeaTuTa OCTPO TO-
SIBUJIACh CJIa0OCTh B pasruOaTelisax
CTOT, a CIYCTSI JBa JHS TpUCOe-
IUHWIOCH OHeMeHue 4-5 maible!
MpaBoii KUCTU U CJIa0OCTb pa3ru-
Garerneil JleBoii KUCTU. B aTOT Xe
TepUOoJ1 BIIEpBbIe OOHAPYKEHO TIO-
oimeHue AJl (180/140 mm pr. cr.)
¥ moteps B Bece 15 kr. Jleuwmncs
110 TIOBOIY HEBPOTIATUH JIOKTEBO-
TO HEpBa U CeNaJIMIITHOTO HEPBOB,
NEMUETMHUZUPYIONIEH  TIoJMHe-
Bporatum 6e3 addekra. [Tpu mo-
CTYIUIEHUU COCTOSIHUE YIOBJIe-
TBOPUTEJIBHOE, TIOHMKEHHOTO TIH-
TaHus (Bec 48 kr, poct 176 cm),
KOXHBIE TIOKPOBHI OJIEITHO-PO30-
BBIE CO CJIeAaMU MHOXECTBEH-
HBIX TaTYyMPOBOK W pPE3aHbIX paH
MaJIeBOM TIpeIuIeube. oIl cepi-
11a puTMUYHBIE, TIysbe 90 yn/MuH,
ALl 170/125 mm prt. cr. [lepuonu-

Yyeckoe TIOBBILICHWE TeMIepaTypbl Tesla 10 CyO0heOpUIbHBIX LHdp.
KuBOT mpu majabnaiuu MSITKUi, 60JIE3HEHHBIM B JIEBOM M TIPABOM ITOJI-
pebepbsix. HeBposornuecku', ciabocTb B crudaresisix v pasrubaressix
kucreit (puc. 25) u cron a0 2 6ayutoB 6oibie crpasa. JuddysHas MbI-
[IeYyHasi TUMOTOHUSI U TUNOTpodust B KOHeUHOCTsIX. CyXOXUIbHO-TIe-
puocTaiibHbIe pedieKChl ¢ pyK cHIXKeHbl D < S, KoJieHHbIe HU3KHE, aXWi-
JIOBBI OTCYTCTBYIOT, TOJOIIBEHHBIE OcabaeHbl. JUCTaNbHBIA TUIT pac-
CTPOWCTBA YyBCTBUTEIBHOCTH. Jlerkast 601€3HEHHOCTb MBILIIL M HEPBHBIX
CTBOJIOB Tipu najibhanuu. [1pu obcaenoBaHUU: B O0LIEM aHAIM3e KPOBU:
yMepeHHbIi seiikonutos 12 + 10°/1, numdonenus 20 %, COD 28 Mm/u.
Buoxumuueckuit ananus kposu: CPB +++. LICXK: 6enox 0,29 1/n, muto3
69-10° knetok/n. Ceponoruyeckoe MCCAeN0BAHME CHIBOPOTKHU: BhISBICH
antureH HbSAg n anturena k HCV. Y3U cepana: nmpu3Haky yIUIOTHE-
HUS TIepeHell CTBOPKM MUTPAJIbHOTO KJalaHa, KOHIIEHTPUYECKOM TH-
nepTpodun MuUoKapa JIEBOTO XeJTyT04Ka C BbIPaKEHHBIM TMITOKMHE30M
BCEX €ro CTEHOK M CHVXEHHEM IJI00aIbHOM COKpATUTENbHON (GYHKIIUU
muokapaa. Y3U 6piomHoi mojgoctu: nud@y3Hble U3MEHEHUs B TIEYeHU,
MOXKETyI0UHOM Xene3e. PammousorornHast peuorpacdusi: BbIpaXeHHbIE
HapyllleHUsI 9KCKPETOPHOU (DYHKUMU 00eux TMOoYeK MpU YIOBJIETBOPHU-
TeJIbHOM KallIbLIEBOM ceKpelnu. D30(aroracTpoayoneHOCKOIHS: 3pO-
3UBHBI TeMOpparndecKuii racTpuT. SI3Ba JIyKOBULBI' 12-IIepCTHOI KUIII-
ku 0,5-0,6 MM B quameTpe. PyGrioBo-s3BenHas nedopMaiiis JTyKOBULIBI

Puc. 25. bonbHoii 4., 27 ner, ¢ aua-

THO30M Y3€JKOBBIN TMOJUAPTEPUNT:

OTMEYaeTCsl BbIpaXXeHHasi aCUMMET-

puyHasi ciaboCTb MPEUMYIIECTBEHHO
B pasrubaresisix KUCTei
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0.5 mMB ]

5 me

Puc. 26. DHMT Ttoro xe 60JbHOr0: M-OTBCTBI, 3aITMCAHHBIE C MBIIIILIBI,

pasrubaroieit majablbl cTombl (1,2 Tpacchl) IpH CTUMYJISIIMU Majiooep-

LIOBOTO HEepBa, Y C MBIIIIIBI, OTBOISIIEH GOJBIION Tajell cTombl (3,4 Tpac-

Cbl) MPU UCCIAEIOBaHMM OOJIbIIEOEPIIOBOTO HEpBa TOTO Xe OOJBHOTO.

OTMevaeTcss 3HAYMUTEJIbHOE CHUXEHUWE aMIUIMTYabl M-OTBcTa.
CIIU camxena no 39 m/c

12-TIcpcTHOM KUIIKU. XPOHUYECKUI OyJbOMT B CTaguU OOOCTpPEHUS.
DHMI: BBISIBIEHA TIATOJIOTUSI MOTOPHBIX U CEHCOPHBIX BOJIOKOH TepU-
(epuyecKrX HEPBOB MPEUMYIIECTBEHHO aKCOHAJIBHOTO XapaKTepa BbI-
paXeHHOU cTereHn B (popMe 3HAYMTEIBHOTO YMEHbBIIEHUs aMIUTATYIbI
M-orBcra u He3HauuTenbHOTO cHukeHust CITU (puc. 26).

YcraHOBJIEH AMArHO3 Y3eJKOBBIN mojuaprcpuut, L cr. akTMBHO-
cTH, ocTpoe TedeHue ¢ mopaxennem [THC (MHOXecTBeHHAsI MOHOHEBPO-
MmaTus ¥ TIOJIMHEBPOIaTHs), cepalla, moyek (HedpornaTusi, CAMITOMATH -
yeckasi apTepuajibHasi THIEPTEH3Us), aOIOMUWHAJIbHBIN 0OJIeBOIl CUH-
npoM. XpoHUWYecKasl $13Ba JIYKOBUIBI |2-TICDCTHOW KWINKW B CTaguu
oboctpeHus. Py61ioBo-s13BcHHAs medopManus JTYKOBUIBI 12-TICPCTHOMI
KHUIIKU. DPO3UBHEIN racTpoOynsout. XpoHudeckuii rermatut B u C. Ile-
peBeieH B peBMATOJIOTUYECKOE OTAeNIeHHe, Tie TpoBeneHo yedeHue KC
(60 Mr/Kr/cyt), ¢ MOCJIEIYIOIIMM CHUXEHHEM J03bl B TeueHHe 6 McC.
CO 3HAYUTEIbHBIM yiydlieHueM. KaramMHe3 B TeueHUe § JIeT: YyBCTBYET
cebst 3mopoBbIM, kanob Het. A/l 130/80 MM pt. cT. B HeBposornueckom
cTaTyce OTMEYaeTCsl TOJIbKO CHUXEHUE axXWJUIOBBIX pedhIeKCOB.

163



JIuTepaTypa

1. bonesnu HepBHoit cuctemsl / Ion pen. H. H. fAxHo. - M.: Me-
auuuHa, 2005, - T. 2. - C. 352-353.

2. ITuzoea H. B. Y3enKOBbI MOJUAPTEPUUT U LIEPEOPOBACKYISIP-
HBIe paccTpoiicTBa // 2Kypu, HeBponaTonoruu 1 ncuxuatpui. - 2005. -
Ne 3. - C. 66-67.

3. Ilonomapes B. B., Xodyaen B, U. HeBponorndeckue mposiBIeHUS
y3eJKOBOTO Mojuaprepuura / AKT. IpoOJeMbl HEBPOJIOTUM U HeWpo-
xupypruu: Co. Hayy. 1p. / Ilon pen. A. ®. CmesgHosuya, U. I1. AuTO-
HoBa. - MuHck, 2004. - Bem. 5. - C. 119-127.

4. Comite G., Sabbadini M. Neurological involvement in rheuma-
tological diseases // Neurol. Sci. - 2005. - Vol. 26. - P. 9-14.

5. Diagnostic Criteria in Neurology / Ed. A. J. Lerner. - New
York: Humana Press, 2006. - P. 133.

6. Pathology / Ed. E. Rubin, J. Farber. - Philadelphia: Lippincott. -
1994.-P. 487-488.

7. Stroke in Children and Young Adults / Ed. J. Billes. - Studgart:
Elsevier, 2009. - P. 125-135.

1.2.9. Boje3us bexuera

bonesns bexuera (bb, M35.2 no MKb-10) - cuctemHbIit Ba-
CKYJIUT C TIOPaKEHUEM CJIIM3UCTON TMOJOCTU PTa, MOJOBBIX Opra-
HOB, IJIa3, KOXW, BHYTPEHHUX OPraHOB U HEPBHOI CUCTEeMBbI [1-4].
3abosieBaHUE BIMEPBbIE OMUCAHO TypEeUKUM AepmaTtosiorom Hu-
lusi Behcet B 1937 1. Bb pacmpocTtpaHeHa mo BceMy MUpy, HO
yale BCTpeyaeTcsl B CTpaHax IPEBHETO IIEIKOBOrO MyTH, K KO-
TopbIM oTHOCcTCs SAnonust, Kuraii, CpenrzemHomopbe, TypLius,
bmvxknuit Boctok [7]. B Typuuu exeromHo perucTpupyercs
1o 190 HoBeIx ciyyaeB Ha 100 Teic. HaceneHus. JJaHHast maro-
Jorusi npeobnagaetr y MyxuuH B Bo3pacte 20-40 ner [3]. Co-
OTHOIIIEHUE 3a00JIEBIIIUX MYXXYMH U XEHIIUH cocTaBiuseT 3:1.
3abosieBaHUE HOCUT CITOPAJAWYECKUI XapaKTep, XOTS OMUCAHbI
ceMeliHble ciayvyau 6ome3Hu [3].

Ortuonoruss bb He yrouneHa. PakTopoM puicka pa3BUTHS !
3a00JIeBaHMS SIBIIIETCS TPUHAUIEKHOCTh MAIlMEHTOB K KOPEH-
HBIM STHUYECKUM TPYIINaM CTPaH IPEBHETO IIEJKOBOTO IYTH,
YTO YKa3bIBaeT Ha €ro TeHEeTHYECCKYI0 IPETACITOIOKEHHOCTD.
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OOHapyxeHa Koppensuusi Mexjay yactotoil bb u ymorpebie-
HUeM O0OJIbIIOr0 KOJMYeCcTBa rpelKux opexoB [2]. B matorene-
3¢ 3a0oJieBaHUSI IOKa3aHa pPoOJib ayTOUMMYHHBIX HapylIeHUM.
YcTaHoBneHa MOBBIIEHHAS MOPOMYKIUS MPOBOCHATUTEIbHBIX
LIMTOKWUHOB, aKTUBAalLlMsl HEUTPOUIOB C MX M3OBITOYHON IKC-
npeccueit MeMOpaHaMU MOJIEKYJT alre3vd UM BbIpabOTKa IIMPO-
KOTO CITeKTpa OpraHocrnenu(puIecKkux ayToaHTUTe, B TOM YUC-
ne AT K kiieTkaM cnu3ucThix ooosouek [ 1]. BoisiBneHa acconua-
s antureHa HLA - BS ¢ reHOM, KOHTPOJMPYIOIIUM CUHTE3
¢akTopa HEKpo3a OmyXxonu-aibda, KOTOPbIA OOHAPYKUBAETCS
y 62-80 % GonbHbIX ¢ BB M cumTaeTcst TeHETMYECKUM MapKe-
poM 3aboneBaHus [7]. B matonorudeckuii npoiecc npu bb Bo-
BJICKAIOTCSI apTepUU U BEHBI Pa3INMYHOTO Kanuopa. B nmopaxkeH-
HBIX MEJIKUX apTepusx, apTepuoyiaX, Kamujspax W BeHyJax
HaOJIIONAIOTC MOHOHYKJIEApHasi TepUBACKYJsIpHasT WHGWIb-
Tpaiusi, HabyxaHue dHAOTEJUATbHBIX KJIETOK C YaCTUYHOHN 00-
JauTepanueil mpocBera cocynoB [3]. B aprepusix cpeaHero u
KPYMHOTO TUaMeTpa MpeobafatoT sIBieHUsT (PUOPUHO3HOTO He-
Kpo3a, TpoM003a, 00pa3oBaHUsI aHEBPU3M U TeMOPpParuu Cocy-
OUCTOI CTEHKMU.

IlepBbiM U OOMUTAaTHBIM KIWHUYECKUM MposiBieHreM bb
sBJIsieTcs adro3Huiii croMatutT (y 99 % O6OJbHBIX) B (opme
MHOECTBEHHBIX OOJIE3HEHHBIX $13B, JTJOKATU30BAHHBIX Ha CJ-
3UCTON 000JIOUKE IIEK, TyD, si3biKa, 3aXMBaAIOIMUX O6e3 pyOIloB.
JIpyruMu OCHOBHbIMU Mpu3Hakamu Bb sIBisit0TCS S13BBI Ha Ha-
PYXXHBIX MOJIOBBIX opraHax (79,4 %), mopaxeHHe KOXu B (op-
Me y3J0BaToi aputema, dosumukyauta (60 %) u a3 - upumo-
LIUKJIUTBI, TIEpEAHUE, peXe 3aqHUE YBEUThI, XOPEOPETUHUTHI
y 76 % GonbHbIX [2]. JoctaTouHo crneunduyHbiM 11 bb
CUMUTAETCS MTOJOXUTEIbHBIN TECT HAa METTEPTUI0, KOTOPBIA Mpo-
sIBJIsIeTCS 00pa3oBaHMEM THOWHOW IyCTyJbl Ha MeCTe YKoja
CTEpWIbHOU WIJOU MO0 WHBEKIIMU J000r0 JIEKapCTBEHHOIO
npenapata [4]. [IpyU4uHB yKa3aHHBIX MPOSIBICHUI CBSI3aHbI
C HEKPOTUYECKHUM BACKYJUTOM. 3HAYUTEIBHO PEXE B MATOJIO-
ruyeckuil mpoiiecc npu bb BoBiekaloTCsS KpYIMHBIE CyCTaBbl
(apTpanruu, apTpuUThl), COCYAbl Pa3NUYHOU JOKAJIU3AUU
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(TpoM0OO(]IEOUTHI MOAKOXHBIX WU TyOOKUX BEH, aHEBPU3MBbI
KPYIHBIX apTepuii), BHyTpeHHUE OpraHbl (KeayaouyHO-KHIIIey-
HBII TPAKT, cepilie, JIETKUE, MOYKN), KOTOPhIE CIIyXaT TOMOJ-
HUTEJbHBIMU TUATHOCTUYECKUMU MTpU3HaAKamu [3].

Hesponoruueckue HapyuieHus npu bb paspuBawoTcs y 5
30 % GOJIBHBIX Yepe3 HeCKOIBKO MECSAIIEB WIIH JIET TOC/Ie Hadaia
CHCTEMHBIX PacCTPOWCTB, HO pexe MOTYT MpeallecTBOBaTh UM
WIN pa3BHBAaThCs OMHOBPEMEHHO [6]. BBIIENISIIOT ABa OCHOBHBIX
tuna nospexaeHus ITHC npu Bb. IlepBblii TUI mpoOsIBISIETCS
0YaroBbIM WJIM MHOTOOYAroBbIM MapeHXUMATO3HBIM MOBPEXKIIEC-
HUEM T'OJIOBHOTO MO3ra, B OCHOBE KOTOPOTO JIEKUT aCENTUYECKUIA
JIeCCUMUHUPOBAHHbBIN MeHUHTooHIedanmut (80 % ciaydaes), CBI-
3aHHBIA C BACKYyJIUTOM MeJKux cocynoB [4, 8]. Knunuueckue
MposiBIeHUsI B 2/3 cilyyaeB BO3HMKAIOT OCTpO B (opme nBUra-
TEJIbHBIX HAapyIIeHUU (reMu- WIW TeTparapes), MCUXO3IMOIMO-
HaJIbHBIX PACCTPOMCTB (iernpeccust JUO0O TOBBIIIEHHAsT BO30YIM-
MOCTb, CHIKEHUE TIaMsTH), HapyllIeHUsT (DYHKIIMY Ta30BbIX Opra-
HOB. B ocTpoMm mepuose 4acTo OTMeyvaroTcsl TOJOBHAsi OOJb
U TIOBBbILIEHWE TeMIepaTypbl. MeHUHTealbHbIE CUMIITOMbBI TIpY
bb He xapakTepHbI U BCTPEUAIOTCS, MO JAHHBIM PA3JTUYHBIX aB-
TOpOB, TOJIbKO y 10-40 % GonbHBIX [1, 13]. Beimenstor 3 ocHOB-
HBIX BapraHTa TeueHUs napeHxuMaro3Horo tuna bb: 1) peuuau-
BUPYIOIIIEE B BUIE IMTOBTOPHBIX 00ocTpeHuit (40 %); 2) BTOPUYHO-
MpoTpeccupylolliee TEYEHWE TMOCJIE€ OJHOTO WM HECKOJIbKUX
oboctperuit (30 %); 3) mMepBUYHO-IIPOTPECCUpPYIOIee TCICHHE
(10 %). ¥ ocraibHbIX 60dbHBIX (20 %) CUMITOMBI TTapeHXMMa-
TO3HOTO MOBPEXIEHUSI MO3Ta MPOTEKAIOT CYOKIMHUYECKU U Bbl-
SIBJISIFOTCST TOJIBKO TIPU TINATETHbHOM HEBPOJIOTMYECKOM OCMOTpE
WY TIPOBEJICHUU HelipoBU3yonu3anuu [1].

Bropoii TN cBsi3aH ¢ BTOPUYHBIM COCYAMCTBIM HeMapeHXu-
MaTO3HBIM ITOBpexXaeHHeM Moasra (aHruo-bexder). OH BcTpeya-
erca B 20 % ciydaeB B (hopMe TPOMOO30B CaruTTaJbHBIX WU
MOMNEPEYHBbIX BEHO3HbIX CUHYCOB. B 3Tux ciyvasx bb xinHuue-
CKU MPOSIBJISIETCS TICEBIOOMYXOJIEBBIM TEUEHUEM B BUJIE CUTHHOM
TOJIOBHOW 00JIY, PBOTHI, AMWJICOTUIECKUX MPUTTAIKOB, [Ia30/BU-
raTeJIbHbIX HapyIIEeHU, 3aCTOs1 Ha MIa3HOM IHe. OnucaHbl enu-
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HUYHBIE CJy4yau COYeTaHUs MapeHXMMaTO3HOIrOo IMOpaxKeHMUs
| anrmo-Bexuera [8]. Penko BeTpevaroTcs cirydau aHrno-bexdera
C TIOpaXX€HUEM KPYITHBIX 1IepeOpalibHbIX apTepuil B BUAE AUC-
CEKIIMM W aHeBpU3MbI. B KayecTBe pelKrUX HEBPOJOTMUECKUX
HapylieHuii npu bb B nutepaType onuvcaHbl reMuxopesi, AMCTO-
nusi, MeXbsiiepHast 0(TATbMOILUIETHSI, MO3XEUYKOBBI CUHIPOM,
IWIENITUYeCKNEe TPUIAJKU, MUTPEHb 0€3 ayphl, MOpakeHUeE
CIIUHHOTO MO3Ta, CEHCOPHAasl MOJUHEBPOIATHSI, U30JIMPOBAHHbIE
MTOpaXXeHMUST OTICIbHBIX YePEITHO-MO3TOBBIX HEPBOB [5,6].

JNuarHocTrka 3ab60/eBaHNUsI OCHOBaHA HAa KPUTEPUSIX, TIPE/I-
HOXEHHBIX MEXIYHApOIHOU WCCIeAOBATEIbCKON TPyMNIioi 1o
usydyeHuro bb [5]. [luarHo3 3a0ojieBaHUSI CUMTAETCs JOCTOBEP-
HBIM MPU HATW4YKWU a(hTO3HOTO CTOMATUTA B COYETAHUU C ABYMSI
OCHOBHBIMM TTPU3HAKaMM, K KOTOPBIM OTHOCSIT SI3Bbl Ha TOJIO-
WbIX OpraHax, MopaxeHue rjia3 U KOXHu, JTU00 OJHOTO0 OCHOBHO-
TO W JBYX JOTOJHUTENIbHBIX MPU3HAKOB B BUJIEC TOPAXEHMUS
HEpPBHON CHCTEMBbI, TMOYEK, cepila, XEeIyI0YHO-KUIIEUHOTO
rpakTa, SMUAUIAUMUT JUOO cemeilHoro aHamHe3a bb [3].
JlabopaTopHbie npusHaku bb Hecnmenu@uuHbB U BKIIOYAIOT
nosbilieHre COD, nosiBieHue C-peakKTUBHOIO OejlKa, aHEMMUIO,
i unepraMmaraooynuHemMuo. JluarHocTUKa HEBPOJIOTUYECKUX
nposieneHuit bb ocHoBbIBaeTcs Ha BoisiBieHUU B LICK numdo-
IIUTAPHOTO MJIEOLIUTO3a U METoNaxX HelipoBusyanusauuu. Cpe-
NN TOCJIeNHUX TpeanoyTenre otnaercs MPT ronosHoro Mosra,
kotopast Y 70 % OOJBHBIX MO3BOJISIET BBISBUTH MHOXKECTBEH-
Hele B T,,, pexuMme o4yarv MOBBILIEHHON MJIOTHOCTH C UX TH-
MUYHOU JOKanu3alKeid B CTBOJE, Oa3aibHBIX TAHTJIUSX WIU
nusHUedanbHoi obnactu [4]. Hus mo3gHeit cranguu bb cunra-
ercst xapakTepHbIM paciiupenue II1 xxenynouka u cydapaxHou-
JaJIbHBIX MTPOCTPAHCTB HA OCHOBaHUMU Mo3sra. [Ipu nomospeHun
Ha HemapeHxuMaTo3HbIi Tun bb onpaBnaHo npoBeaeHue MPT
U pexXuMe BeHOCUHycorpachuu, Mpu KOTOpOH OOHApYXMBAIOT
OTCYTCTBHE KPOBOTOKA B MTOPA)KEHHOM CHUHYCE U €TI0 YCKOpEeHMe
B MHTaKTHBIX BeHaX U cuHycax [1].

HuddepeHuuanbHbiil nuarHo3 bb npoBoasT ¢ 3oaIMpoBaH-
HbIM a(TO3HBIM CTOMATUTOM; PELUAUBUPYIOIIUM OPATbHBIM
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U TeHUTAJIbHBIM TepriecoM; cuHapoMmom Pelitepa; npyrumu cu-
CTeMHBIMU BacKyiuTaMu. bb ¢ HEBpOJIOrMYEeCKUMU MTPOSIBICHU-
sIMUA Heobxoaumo nuddepeHIupoBaTh ¢ BUPYCHBIM (4Yallle rep-
neTudyeckuM) MeHuHrosHuedanmuroMm, PC, uHdapkTtom Mmoszra
B MOJIOIOM Bo3pacTte. I[71s1 BUpyCHOTO MEHWHTO3HIedhanuTa Xa-
paKTepHBI OOIIEMO3TOBbIE U MEHUHTEAIbHBIE CUMIITOMBI U JIO-
Kanmuzanus odyaroB npu MPT romoBHoro Mo3ra B cepoM Belle-
CTBE OOJIBIIINX TTOTYIIAPUI C TUITUYHOW JIOKATU3allueN B BUCOY-
HbIX nojisix. PC daiie moaBepXeHbl KEHIIWHbI, KIWMHUYECKUE
MPOSIBJIEHUsI BCErJa 3aTparuBalOT HECKOJbKO cdep (omTuye-
CKyl0, MUpaMUIHYIO, MO3xXeukoByw), B LICXK mpucyTcTByIOT
OJIUTOKJIOHAJIbHBIE aHTUTeNa, a mpu MPT odaru pacnosnaratorcst
B TIEPUBEHTPUKYJISIPHBIX WJIN CYyOKOPTUKATBbHBIX 30HaX MO3ra.
Jleuenue Bb 3akitouaercs B MpoBeNeHUU MMMYHOCYIIpec-
CUBHOI Tepanmuu. B nuTepaType OTCYTCTBYIOT YETKHE PEKO-
MEHaIMH 10 UX HazHayeHU1o. [To nTaHHBIM GOJILIIIMHCTBA aBTO-
pOB, MpU OOOCTPEHUSIX TMOKa3aHa MyJIbC-Teparusi METUIIIPE-
HU30JIOHOM (2,5-5 T/Kypc) ¢ HmOCIeAYIOUIUM MOAIePKUBAIOLINM
IJIATEIbHBIM TIpueMoM TipenHusojoHa (20-30 wmr/cyt) [1, 3].
IMpu orcyrcTBUM 3heKkTa B psife ciaydyaeB ONpaBaaHO CoYyeTa-
Hue KC ¢ a3aTMonpruHOM U aHTUKOATyJISTHTaMU HEMPSIMOTO ACH-
cTtBUsl (BapdapuH 2,5-5 MT/cyT), OJs NMPeAoTBpallleHUs BEHO3-
Horo TpomOo3a [4]. OnucaH TMO3UTUBHBIA OMBIT COYETAHUS
nHTepdepoHa-anbda-18 (MOAKOXKHO €XETHEBHO), KOIXUIIMHA
(1,5 mr) u 6enswineHunrHa (1,2 MJIH BHYTPUMBIIIEYHO
Kaxnmple 3 Hemeslu) B TedeHHWe 6 MecsileB, YTO MO3BOJISET Ipe-
JMIOTBPATUTh 000OCTpeHue 3aboeBanust [7].
B kauectBe mpumepa CIOXHOCTUM IMArHOCTUKM M OCOOEH-
Hocteill TeyeHust bb npuBoaumM HaboaeHUE.
bonbHoit b., B Bo3pacTe 38 JieT OTMETII IIepHOINIECKIE TOIOBHbIE
001 Oe3 BUMVMOIA TIPUMUMHBI, OOLIYIO CIA00CTb, MOBBILICHHYIO YTOM-
JISIEMOCTb, HETTOCTOSTHHBII CyO(heOpUIUTET, O0JIE3HEHHBIE SI3BBI B POTO-
BOif mojyiocTy. Jleuwicst y cromaroniora HO MoBofy ahTO3HOTO CTOMATHTa
0e3 croiikoro yaydrieHust. CrycTst 6 MecsLeB Ha 5ToM (pOHE OCTpPO pas-
BIJIACh C/1a00CTh B IpaBbIX KoHevyHocTsax. LICK: Genok 0,23 /i, 1mro3

186-10° xnietok/1 (100 % mamcormtsr). MPT rofoBHOro Mo3ra: 1Ba oda-
ra TOBbILIEHHON TIOTHOCTH B T, pexxuMe B 00acTH CTBONAa U MOCTa
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Puc. 27. MPT ronoBHoro mo3ra 6onbHoro b., 38 net, ¢ nuarnozom bb;
MeJIKME O4aru MOBBIIIEHHO! IUIOTHOCTH B T, pexXume B CTBOJE,
MocTy (0) 1 6a3aTbHBIX TaHTTUAX (0)

8 x 0 MM 1 6 x 12 MM B nuamMerpe. JJMarHOCTUPOBAH BUPYCHBIA Me-
HuHrosHuedanut. [Monxydyan MPOTUBOBUPYCHYIO, MTPOTUBOBOCIIATUTE b=
HYI0, BA30aKTUBHYIO Teparuio, MPeIHNU30J0H KOPOTKUM KYpCOM B J03€
30 mr/cyr. CocTosiHUE YIy4IIWJIOCh, BOCCTAHOBUJIACH CUJIa B KOHEUHO-
CTSIX, HOpMaJIM30Bajach TeMiieparypa Tejaa. Crycts 4 mecsilia BHE3armHo
ocyiabesy JieBble KOHEYHOCTH, TIepecTal CaMOCTOSITEIbHO XOIUTb, Hapy-
WIKCh pedb U TiIoTaHue. [1pyu MOBTOPHOM JIeYeHUU IO TIOBOIY PELMIM -
BUPYIOIIETO BUPYyCcHOro MeHnurosHmedanmmrta B LICXK BEHISIBIEHBI IUTO3
3840-F0° knetok/n (100 % numdounter) u 6enok 0,3 /1. MPT ronosHo-
rO MO3ra: HOBbIE OYar MOBBIIIEHHOW TUIOTHOCTH B CTBOJIE U MOCTY OT 5
no 15 mm B nuamerpe. IlpoBeneHa aHaJOrMYHas Teparnusi ¢ yMEPEHHBIM
M HECTOMKMM YJIydllleHueM: BO3pOciia CHjia B JIEBOM pyKe, Hore, JIydile
cTajl TOBOPUTh U TJIOTaTh, MOSBUJIACH BO3MOXHOCTb K CAMOOOC/TYX1Ba-
Huto. [locye BBIMUCKKM BHOBb Hapocja c1abocTh B JIEBBIX KOHEUHOCTSIX,
YCYTYOWJIMCh HApYyLIEHUS peud, MPUCOEIUHWINCh MEJIKNUEe THOWHUYKU
B MECTax BHYTPUMBILIEYHBIX U BHYTPUBEHHBIX MHBEKIIMI, SI3BBI HA TO-
JIOBBIX OpraHax (B 00JJaCTM MOILIOHKH), COXPAaHSUIMCh sIBJIeHUsT ahTO3HO-
]'o cToMaTHTa M TTOCTOSIHHEIN CyO(deOpUInTET, A3Ba JIYKOBUIIBI 12-TIepCT-
HO# Xumku (nmpu (pudbporacTpocKoHUM). B HeBposornuyeckoMm craryce
OMpenesiicsi YMEpEeHHbBI MUPaMUAHBIN TreMurnape3 cjieBa W JIETKU
OyJnbOapHBINA CUHAPOM, MEHUHTEANBIIIX 3HaKoB He Obu1o. LICXK: Oe-
1ok 0,5 r/n, uuto3 171-10° knerok/n (100 % numdountsl). MPT ronos-
HOTO MO3ra: MeJKWe O4Yard IIOBBILIIEHHON IUIOTHOCTH B T,, pexume
B cTBOJIe, MOCTy (puc. 27, a) u 6azanslmx raHommsax (puc. 27, 6).
BroisiBiieHbl MOBbIIIeHHBIM TUTP AT K BOJIYaMOYHOMY aHTUKOATYJISTHTY
u antukapauonuirinossie AT. TIpoBeaeHa myabc-Tepanus METUIIPeT-
HMU30JIONOM C TIOCJICAYIOIIMM BBedeHHeM mpeaHusogona 30 wr/cyt
BHYTPUMBIIIEYHO (B CBS3M C SI3BEHHBIM aHaMHe30M). 3aTeM IepeBeneH
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Ha TipueM Mmenposna (8 mMr/cyT) B coueTaHuu c azaTuonpuHoM (50 mr/cyT)
u BapdapuHoM (2,5 mr/cyT). Ha aTOM hoHE oTMeUeHa cTabMIM3aIus co-
CTOSTHUS.

TakuMm 00pa3oM, y OOJIBHOTO B Bo3pacte 38 JeT MOsIBUIUCH
CHUCTEMHbIe BOCMAJIUTEIbHbIE SBJCHUS CIM3UCTBIX pTa, IMOJIO-
BbIX OPTraHOB, KOXM U HeclneludUUEecKrii MHTOKCUKAIIMOHHBII
cuaapoM. Crycta 6 MecsreB Ha 9ToOM (hOHEe MPUCOSTUHHIINCH
NUpaMUuIHbIe, Oyab0apHble HapyUIeHUs, TUMQPOLUMTAPHbINA T1e0-
uuto3 B IICK u MHOroouaroBoe NnopaxeHue ToJIOBHOTO MO3ra,
no gaHHeIM MPT, uTo yka3biBajio Ha BOCHAJIMTEbHbIN MTpoliecc
B BelllecTBe Mo3ra. /IluarHoctupoBaHa bb ¢ MeumHromapeHxu-
MaTo3HbIM TunoM nopaxeHusi [IIHC. OcobeHHOCThI0O MEHUHTO-
SHUEedaIUTa B 3TOM ciiyyae ObLIM PEeLUAMBUPYIOLIMI U acem-
TMYECKUI XxapakTep, TMpeobiagjaHue O4YaroBbIX HapylIeHUI
(c mpeuMyllleCTBEHHOM JIOKaIu3alueir B 00JacTU CTBOJIA) Haj
00I1IEMO3rOBbIMU, a TaKXe OTCYTCTBUE MEHUHIEaJbHOTO CHH-
npoma. CTabuin3alusi COCTOSIHUSI JOCTUTHYTa KOMOMHUPOBaH-
HOI Tepanueil KOPTUKOCTEPOUIOB, UMMYHOAETIPECCAHTOB U He-
MPSIMBIX aHTUKOATYJISIHTOB.

IporHo3 npu BB ¢ HeBponornyeckMMu TMpOSIBIACHUSIMU
onpenensiercsi usMeHeHueM B LIC2K, mopaxeHueM cTBojia MO3-
ra, Haauuuem Oosiee 2 0OOCTpEHUM, BbIpaXXEHHON HEBPOJIOTU-
YECKO WM TICUXOTUYECKO CUMIITOMATUKOM, 000CTpeHUEM 3a-
OosieBaHMS TIpU CHUXKeHUU 103bl KC, MepBUUHBIM WU BTOPUY-
HBIM TIporpeccupyromuM TedeHueM [1]. JleranmpHocTh Tipu bb,
[0 JaHHBIM pa3JIMYHBIX aBTOPOB, cocrasuser 3-11 % [3, 7.
I[TpyunHamMu cMepTH SIBASIIOTCS KaK HEBPOJOTMYECKHe, TakK
U COMaTMYECKUE HapylLIeHMS, TaKue KaK pa3pbiBbl aHEBPU3M
i nepdopanus 3B KUIIEYHUKA.
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1.2.10. I'panyomaTo3 Berenepa

I'panysiomato3 Berenepa (I'B, puHoreHHsbiii aHruut, M31.3
no MKbB-10) - MyTbTUCUCTEMHBII TPaHYJIEMATO3HbI HEKPOTHU-
YECKHUil BACKYJUT C MOpPakKeHUEM apTepuil Majoro U CpeaHEro
nuaMmeTrpa [8]. BrepBble omumcaH HeMEUKMM HaTOMOpPdOJIorom
F. Wegener B 1939 1. B BUJe KJIaCCUYECKOW TPUAAbI: BACKYJIUT
BEpXHUX [IbIXaTeJbHbIX MyTei, CUCTEeMHBbI BacCKyJIUT M JIO-
KaJIbHBIN rioMepyloHedpuT. 3abosieBaHUE BCTpEUYaeTCs PeaKo,
€ro pacrpocTpaHeHHOCTh Kosebnercs oT 0,4 mo 3 ciyvaes
Ha 100 Teic. HaceneHus. CrTpamaloT jula Jw00O0ro Bo3pacTa,
B PaBHOU CTEMEHM MYXUYMHBI U KEHIIUMHBbI ¢ MaKCUMaJIbHbIM
YUCJIOM CiIydaeB 0ose3Hu B Bo3pacte 40-60 ner [4]. Boigensior
3 dopwmbl I'B: 1okanbHas, orpaHUYEHHAsI U TeHEPpaJIM30BaHHAas.
JlokanwHas dopma (B 36 %) mpenanosaraeT M30JIMPOBAHHOE TO-
paxkeHWe BEPXHMX IbIXaTeJbHbIX MyTeil, opraHa 3peHUs] WU
cayxa. ITox orpannueHHoit dopmoit (12 %) moHuMMaloT mopa-
XEHUEe JIeTKUX C HaJluyheM WIM OTCYTCTBMEM I1aTOJOTUHU
JIOP-opraHoB, 3peHusi, ciyxa u Ap. [eHepanuzoBaHHOU (op-
Moii (52 %) Ha3bIBAIOT MPOSBICHUS GOJIC3HM, TTPU KOTOPOU pa3-
BUBAETCs TJIOMEPYJIOHE(DPUT, MOPAKEHUS BEPXHUX U HIKHUX
JbIXaTeIbHbBIX MyTel, MoYeK, HEPBHOW CUCTEMBI U ap. [2].

IMatorene3 I'B cBsizdaH ¢ TpaHyJeMaTO3HBIM BOCMaJeHUEM
Bcex Tpex o00JIoYeK CTEHKU MEJKUX U CPEeIHUX apTepuil
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pa3Iu4YHbIX opraHoB u cucteM. [Ipeobiiagaer rymMopaibHbII
MeXaHU3M 3a00JieBaHUs, CBA3aHHBIN C 0Opa3oBaHUEM OOJIbIIIO-
o KOJIMYECTBa AHTUHEHUTPO(DUIbHBIX IUTOMIA3MaTUUECKUX
antuten (c-ANCA), kotopsle crienududHbl y 90 % GOJBHBIX
Ha pasputoit craguu I'B [6]. AT HanpaBieHbl IpOTUB (epMeH-
TOB MEPBUYHBIX TPaHy]T UEUTPOGMUIOB: MPOTEUHA3bI-3, MUETO-
nepokcuaassl U1 BPI (MemMOpaHHBIH O€JI0K, CBSI3bIBAIOIIUI 3HA0-
TokcuHbl). Tunepnpoaykuusi c-ANCA KoppeaupyeT ¢ aKTUB-
HOCTbhlo Oose3Hu. [lpemmnonaraercs, yro 3tu AT aKTUBUPYIOT
LIUPKYTUPYIOIIUE HEUTPOPUIBI K BOCHATUTEIBHOMY MOpPaXe-
HUIO OpraHa-MUILIEHU, KOTOpbIM st I'B siBasitoTcst Mesikue ap-
Tepuu U apTepuosibl. KneToyHbIii MeXaHU3M Takxke UrpaeT
BaXXHYIO POJib, UTO TIOATBEPXKIAETCS MpeodiafaHueM B IpaHy-
nemax T-mumdorutoB n Makpodaro. CylllecTByeT rmmnoTesa,
COIJTACHO KOTOpPOW 00pa3oBaHUE TPaHyJIEM SIBJISIETCS TMPOSIBIIE-
HueM T-KJIeTOYHOI TUIepuYyBCTBUTEIbHOCTH, KOTOpasi WHIY-
IIMpOBaHa BUPYCHOU Win OakTepuaibHou nHbekuei [1]. Mme-
I0TCSl aHHbIE O TOBBIIIEHUU aKTUBHOCTU SHAOTEIUATbHBIX
KJIETOK Y TIPOBOCHMAJIUTEIbHBIX IIUTOKWHOB, CBUAECTEIbCTBY-
I0IlIMe O XPOHWYECKOM XapaKTepe Ipoliecca Mpy 3Toil 60JIe3HMU.
MynabTUCUCTEMHBIN XapakTep rnopaxeHus mpu ['B cBsizaH ¢ Tpe-
MsI OCHOBHBIMU MeXaHuU3MaMu: 1) KoMIIpeccueil rpaHyJeMbl
MpUJeralolmnxX K Hel CTPYKTyp; 2) MpopacTaHUe TpaHyJIEMbl
B Ipyrue opraHbl; 3) uilleMusl TKaHel ¢ UX MOCJIeAYIOIIUM He-
KpO30M 3a cueT (peHOMeHa «OOKpaAbIBaHUS», BCJICICTBUE CTE-
HO3a nuTarolleit aprepuu [8].

Knunauueckue nposieneHust I'B monumMopdHbI 1 yaiiie cBsi-
3aHbl C TTOpaXXeHWEM HECKOJbKMX opraHoB. Hauamo 3abonesa-
HUS TIOIOCTPOE UM XPOHUYECKOE MOCIe MePEeHECEHHBIX OCTPhIX
WHpeKUNi, nepeoxaaxaeHus, TpaBM, TMIIEPUHCOSALNIA, BaK-
nuHauuii wiu 6epemeHHoct. KnnHudeckue nposisieHus: I'B
npeacTaBjieHbl B Taoa. 13.

Kinunnuueckue nposienenus I'B npoxonsaTt nBe craguu. Ha
MepBoi cTaauu, IpomopkaoLeiicsa 1-2 mecsia, y 35-50 % 6oib-
HBIX Ha (QoHe OOIIEMHMEKIIMOHHBIX MPOSIBIIEHUN (TTOBBIIIEHUE
TeMmIepaTypbl, MoTeps B Bece) HabJ0AaeTcs M30JMpOBaHHAs

172



Ta6auma 13. Kimauyeckue nposisiaenns I'B |1, 5]

MMpuznax Yacrora B mpoueHTax
O61enHbEKIMOHHbIE TTPOSBICHUS:

JIXOpanKa 50 %
MoxyaaHue 35 %
IMopaxenue JIOP-opranos 90-100 %
IMopaxkeHue Jlerkux 64-72 %
IMopaxeHue mouek 36-61 %
IMopaxeHnue a3 24-53 %
[NopaxxeHue KOXH, MBIIII, CYCTABOB 20-53 %
IMopaxeHue XKeayI04HO-KHUIIEYHOTO TPaKTa 33%
[TopaxeHne HEPBHOM CHCTEMBI 7-14%

MaTOJIOTHSI BEPXHUX ABIXaTENbHBIX MyTeid. ¥ OOJbHBIX OTMeda-
I0TCS 3aTPYIHEHHOE HOCOBOE JbIXaHWE, YIMOPHbII HACMOpK,
0o B 00JIACTM MPUIATOYHBIX Ma3yX, HOCOBbIE KPOBOTCUEHUS
W3 3PO3UPOBAHHBIX COCYIOB, aTpodus CIU3UCTBIX O0OJOYEK.
Y yacTu manueHTOB 3a CYET HEKPO3a KOCTHO-XPSIIIEBOTO CKeJle-
Ta pa3BUBalOTCS Mepdopalrsi HOCOBOI MEeperopoiku U Xapak-
TepHasl «CeIOBUIHAS» AedopMalivsl CIMHKU HOca, MPUBOMIS-
ast K TSDKEJIOMY KocMeTudeckoMmy aedexrty auna [4].

Ha BTOpOii cTaguu dyepe3 HECKONbKO MECSIIEB WU JIET 513-
BEHHO-HEKPOTUUYECKUI TPOLECC paclpoCTpaHSIETCs MO XOmdy
NBIXaTEJbHBIX MYTE Ha TOPTaHb, TPAXeu, OPOHXU, MAPEHXUMY
JIETKUX, CIU3UCThIE OOOJIOYKU TOJOCTH pTa, I1a3a, yuiel u apy-
rve opraHel. Y 64-72 % GOJNBHBIX OTMEYAIOTCS ITHEBMOHUTHI
B BUJI€ MHOXECTBEHHOI IBYCTOPOHHEU MHMUIBTPAIIAU JIETKUX
C HAKJIOHHOCTBIO K pacnany, TJIEBPUTbI, BO3MOXHBI JIETOUHBIC
KpOBOTEUEHUST Uin MHeBMOTopakc [3]. JlocTaTOuHO 4YacTo Ha-
OyrofaloTCs MOpaXeHue a3 (KOHbIOHKTUBUT, CKIIEPUT, SI3BbI
pOTOBMIIbI, T'PaHYJOMAaTO3HOE BOCMajleHHWE PeTpoOyabOapHOi
KJIeTYaTKU), ylei (CpemHUl OTUT, CHUXKEHUE CliyXa) U TOYeK
(annbOymMuHypus, rematypusi, uypust). OCOOEHHOCTBIO MOpaxe-
HUSI MOYeBbIBOsIIIIEH cucTeMbl Mipy ['B siBasieTcst ObICTPO pa3Bu-
Barouiasicsi ypeMusi ¢ (popMUpoBaHKEM OCTPOIl MOYEUHOI Heao-
CTAaTOYHOCTH 3a CUET HEKPO3a MeTesb KIyooukoB [2]. Pexe B ma-
TOJIOTUYECKUIA TPOIIECC BOBJIEKAIOTCS KoXa (TeMopparnyeckast
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CBITIb), MBIIIIBI (MAAITHUS), CYCTaBbI (aPTPAJITUSI) U KEITYTOUHO-
KWILIEYHBIN TpakKT (KUILIEYHbIE KPOBOTEUEHUS, HEITPOXOANMOCTD,
nepuToHUT). TeyeHue 00e3HU MPOTPETUEHTHOE WU PEMUTTU-
pymoiee y 50 % GonbHBIX. PeLiuauBel yallle BOBHMKAIOT B TeUe-
HUE TIEPBBIX JIBYX JIET C BOBJICUEHUEM paHEE€ WHTAKTHBIX Opra-
HOB WJIU CUCTEM.

IMopaxeHue HEPBHON CUCTEMbI OTHOCUTCSI K UUCTY aTUITNY-
HbIX nposiBieHuit 'B u BcTpeuaeTcss mpu reHepalnu30BaHHOM
dopme Gonesnu B 7-14 % ciaydaeB. CHeKTp HEBPOJIOTMYECKUX
cuHapomoB Tipu I'B nipencrasieH B Tabi. 14.

Ta6numa 14. Ilopaxenue HepBHOI cuctembl npu I'B [1, 5]

IpusHak Yacrora & npoiieHTax

JncranbHass CMMMETPUYHAST TTOJIMHEBPOIIATHUS 53 %
MHoXecTBeHHass MOHOHEBPOIIATHUS 42%
KpanuansHas HeBpoIaTust 21 %
DnuienTUuYecKre MPUITaIKu 10 %
AcenTu4ecKuii MCHUHTUT 5%

TpomM603 KaBepHO3HOI'O CHHYCA 5%
HHcynmbT (MIIeMUYecKril MM TeMOpParnIecKuii) 13 %

Kak cnemyer 3 Taba. 14, cpeay HEBPOJIOTMYECKUX MPOSIBIIE-
Huii I'B npeobnanaer nopaxenue [THC, koTropoe 00bIYHO pa3Bu-
BaeTcs Ha (hoHe APYTUX COMATUIECKUX TTPU3HAKOB 3a00JIeBaHMS,
KpaifHe peaKo orepexkaeT MX WIM BCTpedaeTcss U30JUPOBAHHO
6e3 obienudeximonHoit n JIOP-naronorun [8]. HeBposmoruue-
ckue cuHapomsbl npu I'B nuiensl cnenuguyHoct. Yaiue apy-
IMX BCTpeYaroTcs AUCTabHAs CUMMeTpuYHas ceHcopHas [T
(B 53 %) u MHOXecTBeHHas1 MOHOHeBpomnatust (B 42 %) B Bume
MU30JIMPOBAHHOTO aCUMMETPUYHOTO MOPaXKeHUsT OTAEIbHbIX IBU-
raTteJIbHbIX U (WIM) CEHCOPHBIX HEpBOB KOHewHocTel [6]. Kpa-
HUaJIbHAasl HEBPOIATHs XapaKTepU3yeTcsl MPEeMMYILEeCTBEHHBIM
MOpakeHUEM YeperHbIX HEPBOB, MPOXOISIIUX Yepe3 BEPXHIOK
mrazanyHyio 1mens (I, IV, VI u [ BeTBu V napsl) B pazaunyHbIX
COoYeTaHMSIX, YTO CBS3aHO C (DOPMUPOBAHUEM TpaHyjIeM, ayTo-
WMMYHHBIM BOCIMaJIeHUEM Hapy>KHOl CTEHKM KaBEpHO3HOTO CH-
Hyca W TIepUapTEepPUUTOM CYMPAKIMHOUAHOTO OTAeIa BHYTPEH-
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Hell coHHoit aptepuu [1]. KitmHWYecku aTa maToJOTUsT TPOSIBIISI-
ercst OoisiMu B OpOUTE, MUIUIONUEH, HAPYIICHUEM IBWXKECHUS
TJIA3HOTO 510J710Ka, aHU30KOPUEH, 9K30(DTATbBMOM U XEMO30M, BbI-
paXkeHHBbIM B pa3HOIli CTeNeHU. 3HAYUTEIbHO pPexXe B MPOoLIecC BO-
BJIEKAETCSI 3pUTEJIbHBII HEPB BCJEACTBUE MPOPACTAHUS TPAHYJIE-
Mbl U3 TIPUAATOYHBIX Ta3yx B opbuty. B emMHUYHBIX ciydasx
npu I'B nopaxaetcst [IHC B hopme reHepain3oBaHHBIX TOHUKO-
KJIOHWUYECKUX MPUCTYMOB, aCENTUYECKOro TUMMOIIUTAPHOTO Me-
HUHTUTA, TPOMO03a KABEPHO3HOTO CUHYCA, JJAKYHapHOTO UHGap-
KTa MO3ra, BHYTPMMO3TOBOTO WM Cy0apaXHOMIATbLHOTO KPOBO-
u3nusaHus [8].

HuarHoctuka I'B ¢ HeBpoiornueckumMu MposiBJIEHUSIMU OCHO-
BaHA Ha KPUTEpUSIX AMEPUKAHCKOW PEBMATOJIOTUYECKOW KOJ-
Jieruu, Kotopble 0b MpUHATH B 1990 1. [5]. OHU BKIIIOYAIOT
B ce0s HaJIW4yWe MPU3HAKOB BOCIMAJIECHUS CIU3UCTONM HOCA WU
pTa ¢ THOMHBIMM KPOBOTOYAIIIMMHU BbIIEIEHUSIMU U3 HOCA; SI3BbI
B MOJIOCTU PTa; PEHTT€HOJIOTMYECKUE U3MEHEHUS B JIETKUX (y3-
Jibl, UH(WIBTPATHI WX TOJOCTH); MATOJIOTUS B MOYe (MUKpOTe-
MaTypus WA UWIWHAPYPUS); pe3yabTaTbl OUOMCUM, yKa3biBa-
OIMe HAa HAJIW4YME TPaHYJIEeMaTO3HbIX WHOUIBTPATOB B CTEH-
Kax apTepuil Wau TEepUBACKYISIPHO WU WCTOHYEHUE WHTUMBI.
JAMarHOCTUYECKYI0 3HAYMMOCTh UMEIOT TAOOPaTOPHbIE MCCIEN0-
BaHWUS: O0LIME aHaIU3bl KPOBU (JIeliKoLuTO3, noBbileHre COD,
CHUXXEHUWE TeMOrjobuHa), omoxumudeckue aHanusbl (C-peak-
TUBHBII O€JIOK, yBeJIMYEHUE CHUATIOBBIX KUCJIOT, AUCIPOTEUHE-
must). CrienududHbIM npu3HakKoM I'B siBisieTcst BBICOKUIA TUTP
antutesl K ANCA B CBIBOPOTKE KPOBHU, OINPEIETSIEMbI METO-
JIoM UMMYHOITI0OpeciieHTHO Mukpockonuu [1]. Crnekrtp cro-
CO0OB MHCTpYMEHTaJIbHOW auarHoctuku I'B umHauBuayaneH
I Kaxjaoro 6ongpHOro ¢ I'B u ompendensiercst BemyliuM Kiv-
HUYECKUM CUHAPOMOM. JlOCTaTOYHO cHEUU(PUUHBI IJIST 3TOTO
3abosieBaHus pe3yabratel MPT romoBHOro Mosra, KOTOpble BbI-
SBISIIOT aUddy3HOE JTMHEHOoe wiu (QOKaIbHOE YTOJIIEHUE
TBEPAOI MO3roBOil 000JI0UKM, HAKATIJIUBAIOIIIEe KOHTPACT, a TaK-
K€ YTOJIIIEHNUE CIU3UCTBIX 000JI0YEK OpOUTHI, HOCA, MPUIATOY-
HBIX ma3yx [7].
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HuddepeHunanbHblii nuarHo3 I'B mpoBomsit ¢ Apyrumu
TMEPBUYHBIMUA U BTOPUYHBIMU BACKYIUTAMU (Y3€TKOBBIM TTOJIM-
aptepuutoM, cuHapomoM Yepmxka-Ctpocc, 6one3np KaBacaku
U Jp.); CAapKOWIO30M; KaHIIEpOMaTO30M; cUHApoMoM Toio3a-
XaHTa (0one3HeHHO odTanbMoruierueit). OTauuure nocaeaHen
(opMbI 3HAUUTETBHO 3aTPYAHEHO, TaK KaK psi/i UCCIenoBaTeseit
MoJIaralT, 4ro CUHApoM Tosio3a-XaHTa SBISIETCS JIOKATBbHOM
dopmoii I'B [1].

B neyenun I'B ¢ maToreHeTMYecKOUl WENbI0 Ha3HA4YamoOT
nukiodocdan B Bune mnyiabc-tepanuu (1000 Mr BHYTpUBEHHO
3-5 uHoy3uii), 3ateM 1o 200 mr BHyTpumbilieyHo 10-20 nHei
4acTo B coueTaHnu ¢ npexHusoiaoHoM (0,5-1 mr/kr) [2, 6]. Cpe-
U J[PYrUX UMMYHOCYNPECCAHTOB WCHOJb3YIOT METOTpeKcar,
MuKodeHomaTa MoeTU, KOJIXUIUH WIN [UKIocropuH A [3].
B pedpakTepHbIX K JAaHHOU Tepanuu ciiydasix JIMO0O TpU pelu-
nuBupytomem tedyeHuu ['B HazHauwaror BBUI wunu putykcu-
mab [8]. JleueHne HeBpoJornuyeckux HapyueHuii I'B mpoBoasT
CUMNTOMATUYECKU U (W) B paMKaX OCHOBHOU Tepanuu.

ITporHos nipu I'B 6e3 neueHusT HEOIATOTIPUSITHBINM, CO Cpell-
Hell MPOJOJIKUTENBLHOCTBIO XU3HU 5 MecsieB. Jlydimumii ucxon
OTMEUEH MNpu JoKaJbHOW (dopMe ['B, oTnuuaronieiicss MsIrkum
KJIMHUYECKUM TEYEHUEM W MEHbIIEH YacTOTOU peluInBOB.
ITpu reHepaiM30BaHHOU U JOKaJIbHOW (hopMe XYAIIUIA MPOTrHO3
UMEIOT MY>KUMHBI, JInlia ¢ noBbiieHueM COD > 40 mM/4, Map-
KepaMU TSKEJIOro mopaxkeHusl moyek (MpoTeuHypus > 1 1/m),
JIETOYHBIX KPOBOTEUECHUSIX, TTOPAKEHUU KETYTOUYHO-KUIIIEYHOTO
TpaKTa U HEpPBHOU cUCTEMBI [2].
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Thasa 2

AYTOUMMYHHBIE HEBPOJIOTNMYECKHUE
3ABOJIEBAHNA C OIIPEAEJIEHHBIM
TPUITEPOM

2.1. 3ab6oneBanus ¢ UHGPEKIUOHHBIM TPUTTEPOM

B Hacrtosiee Bpewmsi BbineneHa rpynmna A3, mMpu KOTOPBIX
UH(EKIMOHHBII areHT MOMUMO MPSIMOI BOCTIAJIUTEbHOM peak-
LM CIIOCOOEH BhI3bIBATh MOpaxkeHue pa3anvyHbix otaenaoB [ITHC
u [THC 3a cueT BKIIIOYEHUS B MATOJIOTUYECKUIA MPOIECC ayTO-
WMMYHHBIX peakiiuii. [Tpyu 3ToM Bo30yauTeNb UTPAeT POJIb TPUT-
repa, 3amyckasi MEXaHU3M MOJIEKysipHOi MuMmukpuu. K yucmy
Takux OoJyie3Heil oTHocsTcs xopest Cumeurama, MOCKaMITWIO-
O6akrtepHbiit cuHapom T'uiteHa-bappe, ITAHJIAC (neauatpuue-
CKOE ayTOMMMYHHOE HeMporncuxuaTpuuyeckoe paccTpoiCTBO,
acCOLIMMPOBAHHOE CO CTPENTOKOKKOBOM UH(peK1ueit). [Tpu apy-
TUX TTOCTUH(MEKIIMOHHBIX 3a00JIEBAHUSX, TAKUX KaK XpOHUYE-
CKUi1 Helipoboppennos, mocTnoauo-cuHapoMm, BUY-nopaxeHun
HEpPBHOM CUCTEMbI NMPUYMHBI (POPMUPOBAHUST ayTOMMMYHHBIX
peaKkivii ToKa He YCTaHOBJIEHBI, OJJHAKO 3TU HAPYIIEHUS CIIO-
COOHBI yCYI'YOJISITh TEYEHUE OCHOBHOW TMATOJIOTUH, U JaXe BIU-
SITh HAa €€ TIPOTHO3.

2.1.1. Xopesa Cunenrama

Xopess Cugenrama (XC, masicka Cpsitoro Butyca, manas
xopesi, peBMaTuueckas xopes, 1011, mo MKb-10) - nBurareib-
HOE PAcCTPOMCTBO C MPEUMYIIECTBEHHBIM MOpPaXeHUEM JeTeit
U MOJPOCTKOB, BCTpeuyaeTcs yvaille y AeBouyeK. BrepBblie omnuca-
Ho Thomas Sydenham B 1686 r. [7]. [1o3nHee B 1831 r. P. Bright
nokazasl cBsizb XC U peBMaTUUYECKOUN JIMXOPaAKU, BbI3BAHHOM
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A-0eTa-reMOJTUTUYECKUM CTPENTOKOKKOM. B HacTosiiiee Bpems
XOpest SIBJISIETCH OAHUM U3 HECKOJIBKUX «OOJIbLUIMUX» IUATrHOCTU-
YeCcKUX KpuTepueB peBMaruyeckoin nuxopanku [l1]. Yacrora
XC B nonynsiunu coctasiser 0,2-0,8 ciydas Ha 100 Thic. Ha-
ceyieHusi. biaromapsi KOMIUIEKCHOMY MPOTUBOPEBMATUYECKOMY
JICYEHUI0O M aKTUBHBIM TPOMWIAKTUYECKUM MEPOIPUITHIM
K 1970 r. ero BctpeuaemocTth B CIIA u cTtpanax 3amagHoil EB-
poImbl pe3ko cokpatuiack [6]. OmHako ¢ KoHIa XX B. BO BCcex
CcTpaHax MUpa BHOBb CTajld peructpupoBathbcs ciydan XC
He TOJIbKO Y JIeTel, HO U Y B3pocCibix. BeposATHO, 3TO CBsI3aHO
C WM3MEHEHUEM TMaTOTEeHHBIX CBOWCTB OTAEJbHBIX ILITAMMOB
CTPENTOKOKKA U BIAUSIHUEM psiia HeMH(MEKIMOHHBIX (PaKTOPOB,
TaKUX KakK YXYAIIEHWE 3KOJOrMU, HEepallMOHAIbHOE MUTAHUE
uap. [7].

CoBpeMeHHas1 KoHuemnius maroreHe3a XC 3akirovaeTcs
B TOM, YTO CTPENTOKOKKOBAasI MH(MEKINS, SIBIASISICh TPUTTEPOM
ayTOMMMYHHBIX pEaKIWi, MPUBOJUT K IIUPOKOMY CIEKTPY KITH-
HU4Yeckux nposipineHuii [2, 5]. Haubonee pacnpocTtpaHeHa Teo-
pys MOJIEKYJISIPHO MUMUKPWH, KOTIAa TOBEPXHOCTHBIE aHTUTE-
Hbl (M-TIpOoTerHbI) HEKOTOPHIX IITAMMOB A-0eTa-reMoJIUuThYE-
ckoro crpentokokka (M,, M ,, M,) oKa3bIBalOTC CXOAHBIMU
10 aHTUTEHHBIM CBOMCTBaM C HEWpOHaMU Oa3aJIbHBIX TAHTJIVEB.
B pesynbrare nepekpecTHOW WMMMYHHOW pEaKIUU TOpaKeH-
HBIMU OKa3bIBAIOTCSl XBOCTATOE SIAPO, OJETHBIN 11ap U CKOPJIY-
ma [1]. AT kK JaHHBIM CTPYKTypaM oOHapyKuBatoTcsy 46 % 60jb-
HbIx ¢ XC 1 Tonbko ¥y 4 % 310poBbIX jull [6]. Jdpyrue mraMmbl
ctpentokokka (B, D) TpommHOCTBIO K HEPBHOM cucTeMe He o0ia-
Jal0T XU OOBIYHO MOPaxarT CEPALE, CYCTaBbl, KOXY, MOYKU [7].
CornacHo Ipyroil runmoTe3e CTPENTOKOKKOBAasi MHMEKIIUS TTPo-
Bouupyet runeprnpoaykuuio AT u HapylmiaeTr MeTab0oau3M BHY-
TPUKJIETOUYHBIX HEPOHATBbHBIX aHTUTEHOB, YTO MPUBOJIMT K Jie-
GeKTy ux paclo3HaBaHUs UMMYHHOI cuctemoii [1]. CyiecTByer
MPEINoJIOKEHUE, YTO CTPENTOKOKK, SIBIsIsich At XC cyrnepaH-
TUTEHOM, WHIYLUUPYET BOCHAJIUTEIbHYIO PEAKIIUIO, aKTUBUPY-
€T ayTopeakTuBHbIe T-TMMQOLUTHI, BHICBOOOXIAECT M30OBITOU-
HOE KOJWYECTBO MPOBOCHAIUTEIbHBIX ITUTOKWUHOB, HApylIaeT
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MIPOHUIIAEMOCTh TeMaTo3HIledannucckoro dapeepa [5]. HieHbl
HEKOTOPbIX CeMeil MMEIOT MOBBIIIEHHBIN puck pazButus XC.
DaKT reHeTUYECKOU MpeapacnooXXeHHOCTH K TaHHON MaToJio-
UMY TOATBEPKAACT HaJM4YMe MOHOKJIOHAIbHBIX aHTUTea D8/17
Kk cucteMe HLA Ha moepxHocTu B-numdbouuTtoB, oOHapyxu-
BaeMBbIX Y POACTBEHHUKOB 00ibHBIX ¢ XC [6]. B matoreneze XC
WUTPAIOT POJIb TOPMOHAJIbHBIE (DAKTOPBI, O YEM CBUIECTEIBCTBYET
3HAUUTENIbHOE TMpeobiiafaHue cpeay 3a00JeBIINX JEBOYEK ITy-
OepTaTHOro Bo3pacTa. DTOT (PaKT OOBSICHSETCS 3alIUTHON CIIO-
COOHOCTBIO 3CTPOT€HOB, TTOBBIIIAIOIIUX YYBCTBUTEIBHOCTh MOCT-
CHHANTUYECKUX T0(aMUHOBBIX PEIIENITOPOB B cTpuaTyme [6].
Knvuauueckue niposiBiieHnst XC 00bIYHO pa3BUBAIOTCS OCTPO
WJIH TIOJOCTPO CITycTs 4-8 Henenb Mocie NepeHeCeHHOro CTPer-
TOKOKKOBOTO (papuHruTa [7]. Bo3pact Havana 3a00ieBaHUS KO-
nebnerca ot 5 go 15 ner, yame (B 70 %) crTpamaroT JEBOYKH.
KnrHudeckast kapTuHa 60Jie3HA TTOIMMOpPGHA 32 CYET COYeTa-
HUsI HEBPOJOTUYECKUX, TICUXUUYECKUX U COMATUUYECKMX Hapy-
IIEHWI, KOTOPbIE BCTPEUYAIOTCS B PA3IMYHBIX coueTaHusx. Oc-
HOBHBIM HEBPOJIOTUYECKUM CUHIPOMOM XC SIBJISIIOTCSI HETIPO-
W3BOJIbHBIE, HEPETYJISIPHBIE, OBICTPBIE, OTPHIBUCTHIC ITBUKEHUS
BBICOKOW aMIUIMTYAbl B MbILILAX JUlLA (TpUMachl, MTPUUMOKH-
BaHWUeE), IIeU, TYJOBUIIA (TTapaJoOKCaTbHOE JIbIXaHUE), TTPEUMY-
IIECTBEHHO MPOKCUMAJbHBIX OTAEJNIOB KOHewyHocteur [1, 4-5].
Xopenueckue nrxeHus y 20-30 % GONBHBIX HOCSIT aCHMMe-
TPUYHBIN XapaKTep U KOJIEOTIOTCS OT JIETKUX O PE3KO BbIpa-
XKeHHBIX [6]. B Tunuunbix ciaydasx XC runepkKuHesbl Mmepexo-
JAT M3 OJHOI 4YacTu Tejia B APYTYIO U MOIYT PE3KO YCUIMBATh-
csl TIpU JIIOOOM TPOM3BOJIBLHOM JBWXXEHUU. B penkux ciydasix
B TIPOLIECC BOBJIEKAIOTCSI MHOXECTBEHHBIE MBIIICUYHBIE TPYTIITbI
BIUIOTH JO <«XOPEUYECKOU Oyph» C HEBO3MOXKHOCTBHIO XOIBOBI,
caMoOoOCITyXUBaHUS U (HOPMUPOBAHUEM «MAPATUTUYECKON
xopeu» [2]. XapakTepHbIM st XC cuuTaeTcsl 3HAUYUTEbHOE
CHUXXEHUE MBIIIEYHOTO TOHYCa C TMIEPMOOUIBHOCTBIO CyCTa-
BOB KOHEUYHOCTel. [pyrue HeBpoIornyecKkue CUMMOTOMBI 3a00-
JIeBaHUSI BKJIIOYAIOT MBIIIEUHYIO CJIa00CTh, HapylleHUEe peuu
(Opamunanusi, IU3apTpuUst), TAIIEPMETPUIO MPU BBITTOJTHEHUU KO-
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OpPAVHATOPHBIX MPOO, YTHETEHUE CYXOXWUJIbHO-MEPUOCTATIBUBIX
pednekcoB. OnrcaHbl MOTOPHBIE U BOKAJbHBIE TUKU, OKYJIO-
TUPHbIE KPU3HI [7].

INcuxuyeckue HapylIeHUS] 1OCTaTOYHO crieluduaHbl aist XC
U OOBEOUHSIIOT O00CECCUBHO-KOMITYJIbCUBHBIE pACCTPOICTBA,
cUHApPOM neduliuTa BHUMaHUsl, CHUXXKEHUE HACTPOCHMUS, SMO-
IIUOHATBHYIO JAOWUJIBHOCTh, TOBBIIIEHHYI0 TPEBOXHOCTH [5].
Ob6ceccun (HaBSI3UMBBIE MBICIM) U KOMITYJIbCUM (HaBSI3YUBbIC
neiictBusi) yacto BerpedaroTcs npu XC. IlpeoGiagaioT Hapy-
LIEHUSI, CBSI3aHHBIE C MHMMbIM 3aTrpsiI3HEHUEM UJIY 3apaXkeHVeM,
YTO TIPUBOIMUT OOJIBHBIX K YaCTOMY MBIThIO PYK, Teja, u3dera-
HUIO COMPUKOCHOBEHUSI C «BO3MOXHBIM» MCTOYHUKOM 3arpsi3-
HEeHWUs (IBEpPHbIC PYYKHU, BBIKIIIOYATENN), OTPAHUYUBAIOTCS 00-
IIEHWE CO CBEPCTHUKAMMW W BbIxod Ha ynauity [3]. B cimywasx
npeobagaHus MCUXUYECKOW MaTOJIOTUU HaJ HEBPOJOTUYECKON
NIMarHOCTUPYIOT KJIMHWYeckuit peHotun XC, KOTOpbIii Ha3bIBa-
erca PANDAS -pediatric autoimmune neuropsychiatry disor-
ders associated with streptococcal infections [7].

CoMatuueckue HapyuieHus rpu XC MOTYT BKJIKOYaTh U APY-
TUe [IaBHbIE TPU3HAKUA PEBMATUYECKOW JTUXOPAIAKU: TOpaxKe-
Hue cepana (mo 84 %), monuaptput (30 %), y3710BYIO dpUTEMY
u ¢dhopMUpoBaHUe MOAKOXHBIX y3eakoB. [To manueiM A. Kilic
et al., cpenu KapAMaJIbHBIX MPOSIBIICHUI 3a001€eBaHUs TTpeobJia-
JaeT MOPOK MUTPAIbHOTO KiamnaHa (B 35 %), Mpu 3TOM IPOIOIT-
XUTeAbHOCTh XC ¢ KapJUTOM HE OTJIMYAETCS TOCTOBEPHO OT
XC 6e3 kapauTa [4].

HuarHoctuka XC ocHOBaHA Ha XapaKTEPHOU KIIMHUYECKOU
KapTUHE OCTPOi1 XOpeu, pa3BUBLIEHCS BCJE 3a SIU30J0M CTpern-
TOKOKKOBOTO (papMHTUTA U J1abopaTOpHbIX MaHHbIX. K yuciy
MaJIbIX JUArHOCTUYECKUX MPU3HAKOB 3a00JIeBaHUS TIPU UCCIIe-
JIOBAaHUU KPOBU OTHOCSIT JIEHKOLIMTO3, MoBbIieHne COD U MosiB-
nenne C-peakTrBHOTO Genka [6]. umarHo3 XC TMOATBEp:KIArOT
0aKTepUOCKOMMMYECKHE UCCIEAOBAHUS Ha POCT U3 3eBa A-OeTa-
TEMOJIMTUYECKOTO CTPENTOKOKKA, BBISIBJICHUE B KPOBU CTPEI-
TOKOKKOBOT'O aHTUT€Ha, MOBBIIIEHHBIA TUTP MPOTUBOCTPENTO-
KOKKOBBIX (aHTH-CTpenTonau3nHa-0, aHTu-1e30pudoHyKieasbl- B,
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aHTU - THATYPOHUIA3bl) U aHTU-HeUpoHanbHbIX AT [7]. B an-
TOPUTM TUArHOCTUKU TarueHToB ¢ XC HE0OX0aUMO 00s13aTelb-
Ho Bkmwoyath OKI (ymnmunenue wHtepBaia PR), Y3U cepnua
u B3I [1]. B psae caydaes 3abojieBaHus Ipu nposeaeHun MPT
TOJJOBHOTO MO3ra MOXHO OOHApyXWTbhb YBEJIUYEHUE B O0BEME
TPEX OCHOBHBIX CTPYKTYp Oa3aJibHBIX TaHTJIMEB (XBOCTATOTO
sipa, OJIEAHOTO 1Iapa W CKOPJIYIbI), YTO KOCBEHHO MOATBEPX-
JIaeT BOCMAJIUTENIbHBINA XapakTep Tpoliecca. B oTimuue oT apy-
TUX HEWpOJETeHEPaTUBHBIX 3a00JIEBAaHUI, TMPU TMO3UTPOHHO-
3MuccuoHHO# Tomorpaduu (I1DT) xapakTepHO MNOBBIIICHUE
MeTabo/M3Ma HeMpOHOB 0a3albHbIX TaHIJIMEB BCIEICTBUE YBe-
JUYeHUs nepdy3uu TIIOKO3bl B 00JIACTU CTpUaTymMa U €ro pe-
rpecc Moj BIUSIHUEM JieueHus [6].

HudbdepeHuuanbHbiit fuarHo3 XC MpoBOIST C APYTUMU BU-
laMu Xopeu (BOJIYAaHOYHO-ACCOLMMPOBAHHASI XOpesi, No0poKa-
YeCcTBEHHasl ceMeiiHass xopesi, xopesli OepeMeHHbIX, xopes [eH-
TUHITOHA); aHTU(HOCHOIUITUAHBIM CUHAPOMOM; Helipocuuin-
COM; TUIEPTUPEO30M; PUTUAHO-aPUTMO-TUIIEPKUHETUUECKON
(opMoOIi rernaToNeHTUKYJSIPHOW JeTeHepalun; JIeKapCTBEHHbBI-
MM AUCKUHE3UsIMU Ha npueM JJODA-npenapaToB, HEHPOJIENTH -
KoB, amperamuHa u np. [2]. Xopes 'eHTMHITOHA, KaK camas 4a-
cTasi MpUYMHA XOpeu, TIpU paHHEM Havajie oriauyaercst ot XC
npeodiafaHueM B KIMHUYECKOW KapTUHE aKWHETUKO-pPUTUMI-
HOTO CHHApPOMAa U TMPOTPECCUPYIOIINM CHUXXEHUEM KOTHUTHUB-
HbIX QYHKIIMIA.

Jleuenne XC BKIIOUAET 3TUOTPOIHYIO, MATOTEHETUYECKYIO
W CUMINITOMAaTUYECKYIO Tepamnuio. [Ipn Hamuuuu KIMHUYECKUX
WIN J1abOpaTOPHBIX NMMPU3HAKOB paHee MePEeHECEHHOT0 CTPENTO-
KOKKOBOTO (hapMHTUTA MOKa3aHa aHTMOaKTepualibHasl Teparusi
(nenuiwuH 1,5-4,5 MJTH ef1/cyT, aMOKCULIWJLIMH, SPUTPOMULIMH
Wi 11eaToCOpyHbl) BHYTPUMBIIIEYHO B TeueHue 10 mHeit [11]
B nocnenyroiieM TakuM TallUEHTAM HEOOXOAUMO BBEICHUE
MPOJIOHTUPOBAHHBIX (POpM MeHUIWUIMHA (OuimiuH) 1 pas
B 1-3 Hemenmu B TeueHue 1-5 yet [6]. [IpuMeHeHUE HeCTepOUI-
HBIX MPOTUBOBOCMAIUTENBHBIX CPEACTB (AUKIIOhEHAK, HUME-
cui) wiM mpeaHusonioHa (I Mr/Kr Beca/CyT) MOKa3aHO TOJBKO
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B ciyyasx XC ¢ mabopartopubiMu npusHakamu (COD, C-pe-
aKTUBHBIA OEJIOK) aKTUBHOIO BOCIIAJIMTEIILHOrO IIpoliecca [2].
B tskenpix ciaydasx XC smnupudyeckn HazHadaioT BBUI wam
I1®D [7], C uenbio KOppeKIUU TUIIEPKUHE30B IIperapaTtaMu Iep-
BOM JIMHUU CUUTAIOT BaJbIIPOEBYIO KUCIOTY (IOMAaKWH, DHKO-
part) u KapbamasenuHsl (3entoi1, ¢purierncun). [1pu orcyrcTBum
acddekTa OT UX MpUemMa HaszHa4yaloT BTOPYIO JIMHUIO Mpenapa-
TOB, TAKMX KaK IMMUMO3UI WX Tajgonepuaon [6].

Teuenne XC y OGOJIBIIMHCTBA OOJIBHBIX OTHOCUTEJILHO JI0-
OpOKaYEeCTBEHHOE CO CITOHTAHHBIM MCYE3HOBEHUEM CUMITTOMOB
ot 9 Mec. 10 2 sieT. Y YacTu MalMeHTOB Pa3BUBAIOTCS PELIWIV-
Bbl C MHTEpBaJIOM 1-2 roja v COXPAHSIIOTCS JIETKHUE XOpende-
CKME TMIIePKUHE3bl 1 HEBPOTUYECKUE TTPOSIBJIICHUSI.
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2008.-P. 135-546.
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2.1.2. ITocTKaMnuJI00AKTEPHbIA CUHIAPOM
T'uitena-bappe

B uccnenoBaHusIX MOCHEIHUX JIET OOCYXIAOTCS BOIPOCHI
0COOEHHOCTEI MaToreHe3a U KIMHUYECKUX MPOSIBJICHUN KaMITH-
JI00aKTEeP-aCCOLIMUPOBAHHBIX OO0JE3HEN, TaKWX KaK pPEaKTUB-
HbII apTpuT, cuHapoM Peittepa u ap. K ux umciy Takke oTHO-
cuTcs nmoctkaMnuiaooakTepHbiit CI'b, Tak Kak 0IHOI U3 €ro 10-
Ka3aHHbBIX 3TUOJIOTUYECKUX TIPUYMH SIBJISIETCSI BO3IEHCTBUE
Campylobacter jeuni [1-4]. JlaHHBIli BO30OyIMUTEIb TOpaXKaeT
CJIM3UCTYIO0 TOHKOTO W TOJICTOTO KUILIEYHUKA, SIBJSISICh HAW0OO-
Jiee 4acToil MPUYMHOU 3HTepuUTa U 3HTepokoauTa [5]. Ipyrue
MUKPOOPTaHU3MBI, BBI3bIBAIOIINE AUAPEIO (CATbMOHEIUIBI, U~
TeJUTbl U 1p.), He mMpuBoadIT K pa3Butuio CI'b. Ota 300HO3Has
WH(pEeKUUST pacrpocTpaHeHa Mo BCeMy MUPY, MHPULIMPYS Kax-
bl ron 1 % Hacenenus B 3amagHoii Espore. Yenosek nHUIM-
pyercst c. jeuni, ynotpebisisi chipoe KypuHoe Msico [6]. He Bce
BUIBI c. jeuni cnocoOHbI BbI3biBaTh CI'b. YcTaHOBJIEHO, 4TO Ta-
KM CBOMCTBOM 00J1alal0T TOJIBKO IITAMMbI, HECYIIIME I'€H cHa-
nunaTpaHcdeppassl (est - 1) u ramakrossl 4-s3numepassol (gal E),
OTBETCTBEHHbIE 32 OMOCUHTE3 TaHTJMOIMOAOOHBIX JUMOOJUTO-
caxapuaos [4, 8]. B nmuteparype IMCKYTUPYETCS BOIIPOC: BbI3bI-
BatoT i CI'b gpyrve Buabl KaMnwioOakTepHOW HMHGOEKUUU
BKJIIOYAsi . curvus, c. upsaliensLs u c. colli ? 1o mHeHmo A. van Bel-
kum et al., uuBa3us c. colli TakXe COIMPOBOXIACTCSI UMMYHHOM
peakluueil opraHu3Ma, HO TIpU 3TOM OHA HeE SIBJISIETCSI TPUITE-
pom CI'b [2], Takoro xxe MHeHus npuaepxuBaroTcsa K. Funa-
koshi et al., mojarawoiiue, 4To c¢. colli MOXeT ObITh MPUYMHON
CI'b TosibKO B cilydasix coueTaHus ¢ c. jeuni [5].

CI'b saBasieTcss MOCTUH(EKIIMOHHBIM OCJIOXXKHEHUEM C. jeuni
3a CYET MOCEAYIIMX ayTOMMMYHHBIX peakiuil. MexaHusm
pa3BUTUSL 3a00JIEBAHUS CBSI3aH C HAJUYUEM MEPEKPECTHBIX
WMMYHOJIOTUYECKUX PEaKIUil MeXIy JUITOOoIUrocaxapuaaMu
C. jeuni U TAaHTIIMO3WJAMU MUEIUHOBOW O0OJIOUKU Tiepudepu-
yeckux HepBoB [3, 5]. Haubosee yacTo cTpamaeT raHIJIMO3UI
GM], uro cunTaeTcs cneuUOUIHBIM IS OCTPOl MOTOPHON aK-
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COHAJIbHOU TIONMHEeBponaTuu [2]. Dta hopma MaToNOruu yaiie
BcTpeuaeTcss B Kurae, HO omucaHa W B IPYrux CTpaHax A3uu
U FOxHoit Amepuke [7]. JlaHHBIE IO YAaCTOTE MOCTKAMITUI00aK-
tepHoro CI'b B EBpomne npotuBopeuuBbl. Tak, B Bennkobpura-
HUM Cpely MaleHTOB TepaneBTUYECKOro Mpodusi, mepeHec-
IINX SHTEPUT, BbI3BAHHBIN c. jeimi, 3a MOCJIEQylolNe 2 Mecsa
CI'b pazBuics menee yem y 2 u3 10 teic. mauuenTtos [1]. C npy-
roif ctopoHsl, o faHHbIM C. Krtarup, c. jeimi siBisieTcsl mpu4u-
Hoii CI'b B Tpetu Bcex ciaydaeB Oosne3nu [7]. [lo HammMm gaH-
HBIM OCTpPBI 3HTEPUT B JeOOTE 3a00JIEBaHUSI BCTPETUIICS
Tonbko B 11,6 % Bcex cnyuyaeB CI'b.

KinuHnyeckue nposiBaeHus1 noctkammnuiaodakrtepHoro CI'b
HAQUMHAIOTCS C TIEPEHECEHHOTO 3HTEepUTa, KOTOPBIN MPOoaoKa-
€TCsl HECKOJIbKO JTHEW B BUJE 4acCTOTO XUIKOTO cTyja, Ooneit
B XMBOTE, METEOPU3Ma, OOIIE CIIa00CTU U TTOBBIILICHUS TEMITE-
parypsl Tena no GedbpunbHbix udp. Croycts 7-14 gHeil mocie
€ro OKOHYAaHWSI OOBIYHO TOSIBJISIIOTCSI OHEMEHUE, MapecTe3uy,
JIM60 6osu B Horax u (Wid) mosicHuLe. 3aTeM OBICTPO pa3BUBa-
€TCsl HXKHUU BsUIBINA Mapa- Tubo TeTpanape3 ¢ aTOHUE MBIIIII]
KOHEYHOCTeH, apedieKCueid U 4acThIM TMOPAKEHUEM JUIEBBIX
(ocobeHHo TunuuHa diplegia facialis) nubo KaynaiabHOU TIpym-
Mbl YepernHbIX HepBoB. POpMUPOBaHME Ta30BbIX HaPYILIEHUIt
HEe XapakKTepHO. MBI MpPOBEJU COMOCTABJICHUE HEBPOJIOTHYE-
CKHUX CUMMOTOMOB y OOJBHBIX ¢ mocTKaMnuinobakTepHbiM CI'b
0 cpaBHEHUIO ¢ rpymmnoi 6oabHbIx ¢ OBIAII npu nmoMoiy He-
nmapamMeTpuyeckoro mMetoga ManHa-YutHu. Pe3ynabTarsl mpuBe-
NeHbl B Ta0a. 15.

Taonuma 15. CpaBHUTeIbHAsI OLICHKA KIMHUYECKUX CUMIITTOMOB
nipu noctkamnmiaobakrepuom CI'b 1 OBTT

Cumnrom ﬁnggsiﬁgug?li, Oli)ll'l Hoctonep-
n=7 u =60 HOCTb
CoOTHOIIIEHNE MYX.: XEH. 1,3: 1 1,06: 1 >0,05
Bospacr 51,7+/-8,8 1. |46,6 +/-2,0 1 | >0,05
YeperHble HEPBbI 100% 233 % < 0,05
Cuta B pyKax MPOKCUMAJIbHO 3,4+/-0,4 3,9+/-0,2 >0,05
Cuna B pyKax IUCTaJIBHO 3.1+/-0,6 3,7+/-0,2 >0,05
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Okonuanue mabn. 15

[Toc"kamrumo-
CumntoM 6aKTe1;H:bH”§ CIB, OBAI Hogggfbe p-
Cwia B HOrax poKCUMaJIbHO 28 +/-0,5 3,0+/-0,1 >0,05
Cwia B iorax TUCTabHO 31 +/-09 3,4+/-0,2 >0,05
Terpamnapes 100 % 80 % >0,05
IoBepxHocTHas 4yBcTBUTENBHOCTE | 100% 85 % > 0,05
I'ny6okass 4yBCTBUTENBHOCTD 0% 35% <0,05
Bonb 42,8 % 61,6 % >0,05
IMapecresuu 42,8 % 35% >0,05
BosiesHeHHOCTH HEPBHBIX CTBOJIOB |42,8 % 68,3 % >0,05
CHUMITOMBI KOPELIKOBOTO HaTskeHust | 42,8 % 63,3 % >0,05
JlpIxaTeabHble HapyLIeHUS 142 % 5% >0,05

HpI/IMC‘{aHI/IeZ CuJia B KOHEYHOCTSX - B Oayutax Mo natudaibHoM Kajie, ocTaiab-
Hble TOKa3aren - B % K 06]_[I6My qyuciay OOJIbHBIX.

Kak cnenyer u3 taba. 15, B rpymnmne OOJbHBIX C MOCTKAMITU-
nobaktepHbiM CI'b mpeobiaganu My>KUMHBI CPETHETO BO3pacTa.
Y Bcex MalMeHTOB UMET MECTO OTHOCUTETbHO CUMMETPUYHBIN,
MPEUMYIIECTBEHHO TPOKCUMAIbHBINA TeTpamnapes, npeobiana-
IOIIMIA B HOTAaX, U AUCTAJIbHBINA TUIT PACCTPOICTBA UYBCTBUTEb-
HOCTU B BUJI€ CHUMIITOMOB pa3fapaxeHus (TurepecTe3us, Turep-
natusi), 1100 BbIMTaeHus (runecte3us). B paBHOI creneHu oT-
MEYaJINCh OOJIEBO CUHIPOM B MOPAXXEHHBIX KOHEYHOCTSIX,
napecte3nu, 00JIe3HEHHOCTh HEPBHBIX CTBOJIOB TPY MaJlbIallM1
U CUMIITOMBI KOPEIIKOBOTO HATsSKeHMsI. JIMIIb B OMHOM Ha0JI10-
nenun (14,2 %) ObUTM ObIXaTeJbHBIC HAPYIICHUsS W MPOBOIH-
nace WBJI. Tlpy cpaBHEHWM HEBPOJOTUYECKUX CHUMIITOMOB
B JIByX TpyIIax BbISIBJIEHA TOCTOBEPHAsI pa3HUIIA TOJBKO B OT-
HOIIIEHWW BOBJIEYEHUSI B MIPOILIECC YEPEITHBIX HEPBOB MPU MOCT-
kammuiiobaktepuoM CI'b (B 100 % ciydaeB) M OTCYTCTBHS
y oTuX OOJBHBIX PACCTPOUCTB IIyOOKOUW YYBCTBUTEIBHOCTH.
IMonydyeHHbIE HAMU TAaHHBIE OTYACTU HE COBMAAAIOT C pe3ysbTa-
Tamu ucciegoBanus, nonoxeHHeiMu C. Kramip Ha V KoHrpecce
EBponeiickoit @enepauun HeBponornyeckux Coobuiects B Ko-
neHrareHe B 2000 r. ITo ero JaHHBIM, MOCTKAMIMI00AKTEPHBINA
CI'b xapakTepusyeTcsi YMCTO JABUTATEIIbHBIMU HapYIICHUSIMU,
yale AUCTAIbHOTO XapakTepa, JNbIXaTeJIbHbIMUA PAacCTPOMCTBA-
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MU, pPEIKMM ITOpakeHHeM 4YepemnHbIX HepBoB [7]. Bo3amoxHOo,
9TO CBSI3aHO C MaJIBIM YKCJIOM HAOJIONEHUIA B HAIIEM UCCIEN0-
BaHUU JUOO pa3IMYHBIMU AHTUTEHHBIMU CBOWCTBAMU c. jeuni,
OTJIMYHBIMU B EBporneiickux u A3uaTCKuX CTpaHax.

HuarHoctuka noctkamnuiobakrepHoro CI'b ocHoBaHa Ha
aHaAMHECTUYECKUX CBEICHUSIX O TIEpeHECEHHOM HaKaHYHe SHTe-
puTe, MUKPOOUOJOTUYECKOM MOATBEPXKACHUM C. jeuni, CIEIU-
(UYHON HEBPOJOTUYECKONH CUMIITOMATUKE, MOBBIIIEHUU B ChI-
BOpOTKEe KpoBU aHTU-GMj, aHTWUTEN, pe3yabTaTax HCCIenoBa-
Hus HCXK u nposeaenun DHMI. Crnenyer oOpaTUTh BHUMaHUE
Ha aKTUBHBIA paccripoc OOJIbHBIX B OTHOUIEHUW MEPEHECEHHOM
HaKaHyHe IuUapey, TaK KakK IO HallleMy OIbITYy MalMeHThl He-
BPOJIOTMYECKOTO MPOdUsT HE CKIIOHHBI CBSI3bIBATh Pa3BUBIIIEE-
csl 'y HUX 3a00Ji€BaHUE C MMEBIIUM PaHEE MECTO 3HTEPUTOM.
B Tabn. 16 mpeacraBiieHBl pe3ybTaThl MCCIEAOBAHUN Y OOJb-
HBIX ¢ mocTkamnuiobakTepHbiM CI'b Mo OTHOIIEHUIO K pe3yib-
TataM y rpynnsl 6oabHbIX ¢ OBJIIT npu oMol HermapameTpu-
yeckoro Merona MaHHa-YUTHU.

Ta6numa 16. Pe3ynbraThl MapakIMHUYECKOTO 0OCIEI0BAHUS
y 0onbHBIX ¢ mocTKamnuiobaktepHeiM CI'b u OBIT

[MocTtkamnmio-
[Toka yare 1b 651;”1]‘(6})1—{])1717[ OBIIT =60 Bil;:gz;b
=
benok B LICXK 0,7 +/-0,2 t/m | 0,9 +/-0,1 r/1 | >0,05
Hwuro3 B LICK 11,0+/-34 |83 +/-14 >0,05
KJIETOK KJIETOK
BenKoBO-KI€eTOYHAd OUCCOLAALIAA 66,6 % 60 % >0,05
AKCOHAJIbHBIN THUIT: 1,5: 1 1:23 <0,05
JEeMUETUHU3UPYIOIIUIA THIT
npu DHMT
M3 1aba. 16 ciaemyeT, 4TO IS MOCTKAMIIUIO0AKTEPHOIO

CI'b xapaktepHo ymepeHHoe moBbilieHHe B LICXK Oenka mpu
HOpPMaJIbHOM KJIETOYHOM cocTaBe. beaKoBo-KjIeToYHasi AUCCO-
Huanus ooHapyxeHa B 66,6 % ciiydaeB, YTO KOCBEHHO YKa3bl-
BacT Ha HapylleHHE TIeMaTo’HLehalInYecKoro Oapbepa IIpH
naHHOM 3abosieBaHuu. Ilpu npoBeneHun DHMI BbIsiBIcHA 10-
CTOBEpHasl pa3HUla MO MpeobdiiafaHUI0 aKCOHAJIbHOIO THIIA
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nopaxxeHust nepudepruyecKux HEpBOB (3HAYMTEIBHOE CHUXKEHUE
aMIIuTyasl M-OTBeTa TpU HOPMAJIBHOM WM HE3HAYUTETHHO
cHmkeHHoit CIIM) Hag neMueIMKU3UPYIOIIUM TUIIOM (BbIpa-
xxeHHoe cHuxeHue CITW). Hamu qaHHbIe COBITANAIOT C Pe3yib-
TaTaMW OOJILIIIMHCTBA UCCIENOBaTeNeid O MPEUMYIIECTBEHHOM
TMOBPEXIEHNU aKCOHATbHBIX [IWJIUHIPOB MepudepuIecKux He-
PBOB MPY OTHOCUTEJbHOW COXPAaHHOCTU MUEJTMHOBOW O0OJIOYKH
npu noctkamnuiodakrepHom CI'b [1, 7].

HubdepeHmanbHbIi MarHos3 nocrkammmiodbakrepHoro CI'b
MPOBOMASAT C APYTUMU (hOpMaMU ayTOMMMYHHBIX MOJMHEBpOIIa-
il (xpoHudeckast BIIII ¢ ocTpeiM HayamoMm, MydbTHU(MOKATIb-
HOM MOTOpPHOI1 HeBpomaTuei, cuHapoMoM Muiepa ®uiiiepa).
Jnst MynbTU(DOKATbHONW MOTOPHOW HEBPOIMATUU XapaKTEePHbI
BSIJIbIE aCUMMETPUYHBIE Mape3bl PYK, ObICTPOE pa3BUTHUE aMUO-
Tpopuii B KUCTIX U creuuduuHbie udMeHeHUs1 npu DHMI,
KOTOPBIE XapaKTePU3YIOTCSI MHOXECTBEHHBIMM OJOKaMU TIPO-
BeJCHUsI BHE MECT TUIIMYHOW KOMIIpeCCUM HepBOB. Ilpu cuH-
npome Muiepa @uuiepa HaOMOAAIOT TpUaAy CHUMIITOMOB:
aTakCcuio (CEHCUTUBHYIO, MO3XEUKOBYIO WJIM CMEIIIaHHYI0), O(-
TAJIBMOILIETUIO U apeJIEKCHI0, a TAKXKE BBISBJICHUE B CHIBOPOT-
ke KkpoBu aHTU-GQ Ib aHTUTE.

B nmeuenun moctkammnuinobaktepHoro CI'b metomamu BbI-
O6opa MmoryT paccmarpuBatbesl [1D ¢ 1eneBbIM 00beMOM yra-
neHHoi mnasmbl 120-140 mia/kr Ha kypc uau BBUT B nmose
2 1/Kr Beca Ha Kypc jedeHus [1].

IIporHo3 3a6oneBaHusI, 0COOEHHO Y NI cTapiie 60 jeT, cun-
TaeTcsi MeHee OJaronpusiTHbIM 1o oTHomeHuo Kk OB/II B cBs-
31 C YaCThIMU OCTATOYHBIMU SIBJICHUSIMU B BUJIC IBUTATEIbHBIX
U CEHCOPHBIX HApYLIEHUH.
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2.1.3. ITocTnOIMOMHMEIMTHYECKHIA CHHAPOM

IMoctnonuomuenutndeckuit cunapom (ITIIC, noctnonmo-
CUHIPOM, XpOHWYECKasl CHWHaJIbHAasi MOCTMUETHTUYECKas
amuoTtpodust) passuBaetcst y 20-60 % GOJNBHBIX, paHee mepe-
HECIIUX MapaJuTUYEeCcCKylo ¢OpMy OCTPOro MOJIMOMUETUTA
(6one3nb I'eitHe-MenuHa), BO30yaUTEhb KOTOPOTO MOJUOBUPYC
U30UpPaTEeIbHO MOPAXKAeT MOTOHEUPOHBI TOJJOBHOTO WIU CIIUH-
Horo mo3zra [5, 8]. C cepenunubl XX B. B MUpE HaOI0AaIaCh
AMUIEMUS 3TOro 3a0osieBaHusl. OgHaKo Ojarogapsi BHEAPEHUIO
npodwiakTuieckoir BakimHbl Cosika nnm CedrHa KOJIMYEeCTBO
OCTPBIX CJTy4yaeB MOJMOMMENTUTA B OOJBIIMHCTBE CTpaH MuUpa
PE3KO YMEHBIIWJIOCh U B HACTOSIIIIEE BPEMSI COCTaBJISIET B CTpa-
Hax EBpomnbl 5-8 ciayyaeB B rom. Tem He MeHee MOJTMOMUETUT
ocTaeTcsl akTyaJbHOU WHGEKIUel B CTpaHax TPEThero Mupa
U B 9HAEMUYECKHUX pailoHaX UMeeT Jaxe TEHASHIIUIO K pacipo-
crpaneHuto. ITI1IC dopmupyercs cryctsa 20-40 jget nocie nepe-
HeceHHOro octporo nonuomuenurta [9]. CpenHuii Bo3pacT Ha-
Yyajla 3TOM IaTOJOTMU OOBIYHO cocTaBisgeTr 35-57 ner, yanie
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CTpaJaloT MyXX4YMHBI (MyX. : XeH. = 1,5 : 1). B HacTos1ee Bpe-
mst B CIIJA HacuuthiBaeTcst 6onee 1 MaH 6oibHbIX ¢ TTTIC [1].
BeposiTHOCTh pa3BuTHs 3a0ojieBaHUS BbIIIE MPU MO3IHEM Ha-
yajie, TSDKECTU CUMITOMOB B OCTpOH ¢haze MoJMOMUEINTa U CKO-
POCTH BOCCTaHOBJIEHUS (DYHKLIMY HEPBHOM CUCTEMBI.

ITatorenes pasButus IIIIC ocraeTcs HesicHbIM. IlepcucTeH-
1M1 TOJUOBUPYCHOM MHGEKUUM MpU ITOM 3a00JIeBaHUM MC-
KkiaoueHa. K ynceiay mpoBOLMpPYIOMIMX U MHULIMUPYIOLIUX MeXa-
HU3MOB TP TaHHOM MATOJOTUM OOJIBILIMHCTBO UCCeAoBaTeNei
OTHOCSIT UMMYHOJIOTUYECKHE U MeTaboIMYecKrue HapylIeHUs
y OOJIBHBIX, MpEXe nepeHecimux noauomuenur [1, §, 9]. B nu-
TepaType 00CyXIaeTcs pojb UMMYHHBIX HapylleHUil y OoJb-
Hbeix ¢ [IIIC, cBsA3aHHBIX ¢ M3MEHEHUEM BOCMAJIUTE]bHOTO
OTBeTa, YTO YKa3blBaeT Ha (OPMUPOBAHWE ayTOMMMYHHBIX
MPOLIECCOB TMpU 3TOM 3abojieBaHUM. B moaTBepxkineHue 31Ol
runote3bl C. Fordyce et al. mpuBOAsIT AaHHBIE O BLICOKOM YPOB-
HE HEKOTOPbIX MPOBOCIAIUTEIbHBIX [IUTOKUHOB B CHIBOPOTKE
KPOBHU, TaKUX KaK (paKTOp HEKPO3a OMyXoJu-aiibtha, UHTEPIIe-
KUH-6 ¥ JIETITUH, 10 CPaBHEHUIO ¢ KOHTPOJBHOM IPYIIIION 3100-
pOBbIX. ABTOpaMM BbISIBJIEHA KOPPEJSALMS MeEXIy YpOBHEM
dakTopa Hekposa omyxonu-ajbha U HEKOTOPbIMU KIMHUYE-
ckumu cumntomamu IT1C, TakuMU Kak CKeJIeTHO-MbIIIEUHbIE
6onu [3].

HpyruM Bo3MOXHBIM MexaHu3MoM pa3utus III1C npenro-
JlaraeTcsl MeTaboJIMUeCKMi CTpecc, OOYCJIOBJICHHBIN CTapeHM-
€M, 4YTO TMPUBOJUT K BTOPUYHOMY ITOBPEXIEHUIO HEMPOHOB,
pa3pylIeHUI0 MEXCUHANTUUECKUX CBs3ei, NeHepBallui He TOJb-
KO B CIIMHHOM MO3Te, HO U Ha YpOBHE 0a3ajJibHbIX TaHTJIMEB
U peTukyispHoi aktuBupytolieir cuctembl [I]. H. Gonzales
et al, ugyyasg HCXK y 15 6onbHbIx ¢ TTTIC, 06HapyXuiu BbICO-
KW YPOBEHbB TISITU OMPENEIEHHBIX OEJIKOB: TeJIbCOJIMHA, XEMO-
MeKCWHa, TMeNTUAWITIMIIMHA ajib(ha-aMUHO-MOHOOKCHUAA3HI,
[JIOTaTUOH-CUHTETa3bl M KaJlZIeKpernHa-6, KOTOphIe OTCYTCTBO-
BaJIM B TpyIne 310poBbiX. [lo MHEHUIO aBTOPOB, IMOSIBIEHUE
9TUX MMPOTEMHOB MOXET paccMaTpUBaTbCs Kak OMoMapKep Mpo-
rHo3upoBaHus pa3Butus IIIC [5].
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Kinnnunueckne mnposiaeHus IIIIC npoxomat 4 cramguu:
1) ocTpbill MOTUOMUETHUT; 2) BOCCTAHOBUTEbHBII TEPUOT, TTPO-
nojpxkaromuiicss 1-3 ropa; 3) mepuon (pyHKIMOHAJIbHOM CTa-
OunbHOCTU B TedeHUe 15-40 jieT ¢ OCTATOYHBIMU SIBICHUSIMU
B BUJE CIa00CTU U aTpOUU OTAECTbHBIX TPYMIT MBIIIIL, YKOPO-
YeHUs MOpaKeHHBIX KOHEYHOCTei, KOHTPAKTyp CyCTaBOB, Jie-
dopmanum ckenerta, apedyekCUM W COXpaHEHHUSI BCEX BUJIOB
YYBCTBUTEJIbHOCTU; 4) Tepuon pa3BUTHUSI «HOBOIl» CUMIITOMAa-
Tuku [9]. Ha aToii cranuu ycyryossitoTcst ciabocTh U yTOMIISIE -
MOCTb HE TOJIbKO MOpa)KeHHBIX, HO W paHee MHTAKTHBIX MbI-
meyHbix rpymm [8]. IIporpeccupyroT MblllledHbIE aTpoduu,
KOTOPbIE HOCAT HECUMMETPUYHBINA U MPEUMYILIECTBEHHO MPOK-
CUMAJIBHBIN XapaKTep, MPU 3TOM PACCTPOMCTB UYBCTBUTEIHHO-
CTU HE OTMevaeTcs. XapakKTepHO MPUCOeAMHEHUE CTOMKUX 6o-
JIe B MBIIIIAX UM CycTaBaX, KOTOPbIe 3HAYWUTENIbHO yXyIUIAIOT
KauyeCcTBO XXU3HU y 3TUX 00JbHbIX. ITo maHHbIM B. Stoellb et al.,
HEJIOKaJIM30BaHHBIN 00JIeBOM CUHIpOM mpeobmamaeT y 91 %
0onbHbIX cpeau Beex mposiBaeHuit IIIC. 1o naHHBIM 3TUX aB-
TOPOB, Yallle BCTpevatoTcsl 00Jid B Tuieyax, MOsICHULIE, Oempax,
rpynHoil kjetke [7]. ¥V ywactm OoOnMbHBIX HabmoAatoTcs haciu-
KYJISILIMY, KPaMITU Y MCeBAOTUNEPTPOMUU MOPakKeHHbIX MbIIIILI.
BoBneyeHre B maTOJOTMYECKUI MPOLECC ABUTATEIbHBIX SIIEP
CTBOJIA U PETUKYISIPHOW (opMalvy COMPOBOXIAETCS Hapy-
IIEHUSIMU TJIOTAHWS U AbIXaHWS, MOBBIILIAETCS PUCK allHOE BO
cHe [8]. B 53 % cnydaeB HaOMIOAAIOTCS MTOCTOSTHHOE YYBCTBO
(pU3MYECKON yCTAIOCTU U 3MU30/IbI Aerpeccud [9].

HuarHoctuka IIT1IC ocHoBaHa Ha XapaKTepHON KJIMHUYECKOI
KapTUHE, Pa3BUBILEUCS CITyCTSI HECKOJbKO AECSTUIIETUM TOcse
TIEPEHECEHHOTO OCTPOro MapaTUTAYECKOTO MOJUOMUETUTA U HC-
KJIIOUEHUU APYTUX 3a00JIEBAHUI C aHAJIOTUYHOW HEBPOJIOTUYE-
ckoii cumnToMatukoi. Juarno3 INIC noarBepknarT pe3yJibTa-
Thl TOBepXxHOCTHOI DHMI 1 uronpuaroit OMI, KOTOpbIE BHISIB-
JISIIOT TIPU3HAKKM TopakeHUs MOoTOHelpoHa. K HUM oTHocsATcs
perucTpalusi ClIOHTaHHOW aKTUBHOCTU B BUJE MOTEHIIMAJIOB
dacuuKyasIuuil, yBEIUYEHUE JIUTEIbHOCTU U aMIUIUTY.bI
MOTEHIIUAIOB NBUTATEAbHBIX eAuHUIl. [Ipu NpoU3BOIBHOM
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MaKCUMaJbHOM HAIpSIKEHUU Mbliybl BBISIBISIETCS MaTTepH
JIUCKPETHOI aKTUBHOCTHU [2].

Huddepennmanbubiii nuarHos IMTTC mpoBoasit ¢ reHepa-
JIN30BaHHOK (hOpPMOIi aMUOTpO(PUIECKOro GOKOBOTO CKJIepo3a,
nporpeccupylonieid cnuHaibHOU amuoTpodueir Bepmuura-T'od-
¢dmanHa wiu Kyrensbepra-Benanaepa; sHaeMudeckoir 00Je3bto
I'vam (BAC, mapkvHC IeMEHIWUU), CIOPAAUYECKUMU CIydasiMu
BAC ¢ dpoHTOTEMITOpabHON AeMeHLel. sl mocaeaHero 3a-
0oJieBaHUsI XapaKTepeH OBbICTPbIA TEMIT pa3BUTUSI CUMIITOMOB,
CMeILIaHHBbI XapaKTep ABUraTeJbHbIX HapyLIEHUIl B KOHEYHO-
CTSX, YacThble aTpodur U (HaCUUKYISIUN MBIIIILL SI3bIKA.

ITo MHEHUIO OONBIIMHCTBA UCCENOBATENEl, CIEIIM(MDUYECKON
tepanuu IITIC He cymectByer [1, 7-9]. Ilpumenenue BBUI
B CTAHJIAPTHOW 03¢ HE MPUHECIIO XeJIaeMbIX PEe3YyJIbTaTOB. XOTH,
no paHHeIM H. Gonzales et al., B mpoBeAeHHOM MYJbTULEHT-
POBOM KOHTPOJIMPYEMOM HcCcienoBaHUU nociie Tepanuu BBUT
y 60sbpHBIX ¢ [ITIC BBISIBIEHO yBEJIMYEHUE MBIIIEYHON CUJIbI Ha
8,4 %, 1Mo CpaBHEHMIO C KOHTpPOJIEM, TeM He MeHee Opyrue Mpu-
3HAKM 3a00jieBaHMS (KauecTBO XXU3HU, MOKa3zaTeJu (HpU3MIecKoi
aKTMBHOCTH, KadyecTBO CHA, TECT 6-MUHYTHOI XOHBOBI) HOCTO-
BepHO He uaMeHwIuch [4]. TlonbiTku ucnonb3oBanus KC, amaH-
TaguHOB, nupugocturmuHa, AXSII, mogadbuHuia, GayoKceTuHa,
AMUTPUNTUIIIMHA TaKXKe HE TMPUHECTU JOCTOBEPHOIO YITydllle-
Hus [1, 9]. B enMHUYHBIX UCCIETOBAHUSIX MTOKa3aHa 3((heKTUB-
HOCTb JIaMOTpumXuHa B mo3e 50-100 Mr/cyr B OTHOILIEHUU pe-
rpecca 00JIeBOr0 CUHIpPOMA, O0JIE3HEHHBIX CYyIOPOT U MOBBIIIEH-
HOIl MBIIIIEYHON yToMiIsieMocTH [6]. B cBs3M ¢ HemoCTaTOYHOM
3 HEeKTUBHOCTHIO MEAMKAMEHTO3HOM Tepanuu B HACTOSIIIIEE Bpe-
M1 ocHOBHOe MecTo B Tepanuu [ITIC 3aHUMaOT pa3nuvyHbIE
BUIbI TICUXO- U (DU3MOTEepalium, 3aHSATHS B OacceiiHe ¢ Mmoaorpe-
TOI BOMOM, NbIXaTeJIbHbIE YIIPAaKHEHWSI, KOHTPOJIb Beca [9].

Teuenue IIIIC memieHHo nporpeccupytoiee. I1porHos ajs
KU3HU OJIarompUsITEH, OJAHAKO MMEIOIIMECS HapyIIeHUS y 4a-
CTU OOJIbHBIX CYILIECTBEHHO OTrPaHWYMBAIOT MOBCENIHEBHYIO JIBU-
raTejibHYI0 aKTUBHOCTD.
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2.1.4. Heiipo6oppeauno3s

Boppennos (6onesnn Jlaiima, A69.2 mo MKB-10) - tpaHc-
MUCCUBHOE MHGEKIIMOHHOE MYJIBTUCUCTEMHOE 3a00JIeBaHE, BbI-
3pIBaeMoe cnupoxetoil Borrelia burgdorferi, Koropasi OTKpbITa
B 1982 r. amepukaHckum wMukpoouonorom V. Burgdorfer.
3apaxkeHue 4YeJOBeKa MPOUCXOOUT TOCHe YyKyca HKCOTOBOTO
kiaema [8]. CrpamaioT nuia Jar000T0 Bo3pacTa M IIoja. DTa
MaTOJOTUSI HOCUT CE30HHBINM XapakKTep, Mpeobiagas BeCHOU
1 oceHblo. PaHee MUK 3a60JIeBa€MOCTH MMPUXOAUIICS Ha anpesb
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U OKTSIOpb, OMHAKO 3a MOCJIETHUE TOMBI, B CBSI3U C TJIOOATBHBIM
MOTEIJIEHUEM 3TU CPOKM CABUHYIUCH Ha 2-3 Hemenu. B EBporie
W3BECTHBI DHIEMUYECKUE PETUOHBI C BBICOKOI 4acToTol Goppe-
nuro3a. K HuM otHocsitcs ctpanbl CKaHAWHaBUM, toxHas [ep-
maHusi, ABctpus, [lBeliiapusi, ceBepo-3ananHbiii pernoH Poc-
cun u ap. B benapycu HauOosblasi yactoTa ciaydyaeB OOJie3HU
(6-8 gem. Ha 100 TeIC. HacelneHUsT) oTMedeHa B bemoBexkckoit
ITyme, B Tom uncie Kameneuxkom, IMpyxxanckom u bapaHoBuu-
ckoM paitoHax bpectckoii oonactu [2]. Caydyau 6oppenrosa ¢ mo-
paxxeHueM Jboro OTaesa HEPBHOW CUCTEMbl HA3bIBAIOT HEW-
poboppenuozom (HB). Ota popma 3aboneBaHus mpeodiamaet
(60 %) cpeny Bcex KIIMHUYECKUX MTPOSIBJICHUI OOJIe3HH, OT/INYA-
eTcs CTaAWMHOCTBIO U HAKJIOHHOCTHIO K XPOHUYECKOMY Teue-
HUO [1]. OOBIMHO BBIACISIOT TPU CTaAuu 00e3HU: 1) JjoKann3o-
BaHHas MH(peKUMs (MUIpUpYIOLIasi 3pUuTeMa); 2) IMCCUMUHUPO-
BaHHas1 MH(eKus (MopaxkeHUue CyCTaBOB, BHYTPEHHUX OPraHOB
W HEPBHOI1 crcTeMbl); 3) mepCUCTUPYIOLIasl XpOHUYecKask MH(DEK-
us - no3auuit Hb, wnu Post-Lyme Syndrome [6].

DTuonaroreHe3 3a00JeBaHUsI HAa Pa3HBIX CTAAUSIX OTJIMYA-
ercd. Ha mepBoif 1 4aCTUYHO BTOPOU CTalll OCHOBHYIO 3TUO-
JIOTUYECKYIO POJIb UTpaeT TpsiMoe Bo3aeiicTBue Borrelia burg-
dorferi, KoTOpasi HEOCPEACTBEHHO BbI3bIBAET BOCTIAJIUTEIbHbIE
W3MEHEHUSI B PA3JIMYHBIX OpraHax W TKaHSIX OpraHu3ma, 4To
COTMPOBOXIAETCS CHEHU(PUIECKUMU U HECTIEIU(DUIECKUMU W3-
MeHeHusIMU B cbiBopoTKe KpoBu U LICXK. B Tperweit cranuu Hb
Benyllasi pojib B MOPaXXeHUM HEPBHOW CUCTEMbI MPUHAIIEKUT
ayTOUMMYHHBIM MEXaHU3MaM C MTPEUMYIIECTBEHHbIM Hapyllie-
HUeM rymopaibHoro otrBeta. Ha atom atame 6osesnu B LICXK
TMPOUCXOUT UHTPATEKATbHBIA CUHTE3 aHTUOOPPETUO3HBIX MO-
HOKJIOHAJTbHBIX AT, 4acTh U3 KOTOPBIX OKAa3bIBAIOTCS CXOXWUMU
¢ muenuHoM [LIHC. BcnencrtBue nepekpecTHO UMMYHHOU pe-
aKIMU aHTUTEH-aHTUTEJI0 HAOII0IAaeTCsl pachaa MUeJIMHA U BTO-
pUYHOE aKCOHAJIbHOE MOPaXKEHWE HEPBHOW CHUCTEMBI MO MeXa-
HU3MY «MOJIEKYJISIPHO MUMUKpUU» [3].

OTU MTaHHBIE MOATBEPXKIAIOT PE3yAbTaThl CO3JaHUST 3KC-
nepuMeHTanbHOUW Momeaun HDB Ha obe3bsiHax, mpoBeAcHHbBIE
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A. Pacher et al. YuenbiMu yctanosiieHo, yTo ipu HbB y 06e3bsiH
B HIHC HabmomamoTcsl TONBKO JIETKWE MPU3HAKKU BOCHATIEHUS,
MO0 OTHOUIEHUWIO K BBIPAXXEHHBIM BOCHAIUTE]bHBIM M3MEHEHU-
SIM B CKEJIETHBIX M CEPACYHOI MBIIILIAX, XOTSl YPOBEHb CIIUPOXET
B 3TUX TKaHSIX He OTJIMYaJIcs. DTU JaHHbIE TTO3BOJIMIIM aBTOpaM
noka3atb, uTro HbB sBisieTcst Tekyieit uHbekimei, npu 3ToM
BosneiictBue Borrelia burgdorferi siBisieTCSI HEOOXOAVMBIM,
HO HE 00s13aTeJIbHBIM YCJIOBUEM ISl COXPAHEHUS MaTOJOThYe-
CKUX M3MEHEHMIA B HepBHOI cucteMe [4]. YcraHOBJIEHO, 4TO
XpoHu3auuu nHPekun y 6oabHbeIX ¢ Hb cnmocobcTByeT moBbI-
meHHbI cuHTe3 B KpoBu U LICXK nmpoBocmamuTe bHBIX IIUTO-
KWHOB, TaKMX KaK MHTep(pepOH-TaMMa, MHTePIEeUKUH-6, 12 u
15. ITo mHeHu1o S. Pancewich et al., BBICOKMI1 YpOBEHb IIPOBOC-
MaJuTeNbHBIX TUTOKUHOB NIpu HbB cBsI3aH ¢ BHYTPUKIIETOUHON
MEPCUCTEHIIMEN BO30YAUTENS (B TOM Uuciie HaiuuueMm L-gpopm)
BHE HEpBHOI cUCTEMHI [5].

Knnnauueckue nposisneHust Hb monumMopdHsbl, 4T0 00yCioB-
JICHO HE€ TOJIbKO BO3AeHCTBMEM WH(MpEKIUN, HO U JU3UMMYH-
HBIMU HApyUICHUSMU, B YACTHOCTH BACKYJIUTOM MEJIKUX COCY-
noB. [Topaxatorcst pasnmuunabie cTpykTypsl LIHC (85 %) m ITHC
(15 %) B paznuuHbIX codeTanusx [7]. I[lociae MHKYyGAIIMOHHOTO
nepuoaa OT HECKOJbKUX AHEW MO HEJelb B MECTE MpUcachiBa-
HUs Kiemna (popMupyeTcst KoiablieBasi dpuTeMa, KOTopasi 00bI4-
HO comnpoBoxaaeTcs GedpuwiIbHOUI TeMIiepaTypoii Tena, TuMbo-
ajieHoTNaTHEM, apTpalrueit, XeayaIouHO-KUIIeYHbIMU PacCTpONi-
ctBaMH [8]. Hanboxrbiast CI0XKHOCTh AUATHOCTUKY 3a00JI€BAHUS
cBsI3aHa ¢ Ge3spureMsabiMu GopMamu y 25 % 0G0abHBIX. Xapak-
TepHbBIMU PaHHUMMU MOposiBieHUs MU HDB SBAsIIOTCA cepo3Hbie
MEHUHTUTBI, MHOXECTBEHHbIE MOHOHEBPOMATUN KPaHUATbHbIX
unu nepudepuueckux HepoB [7]. Haubosee vacro (50--75 %)
BCTpeYaeTCss CUMMETPUYHOE UM aCUMMETPUYHOE TMOpaKeHHe
JMLIEeBbIX HepBOB ((hopMa baHHBapTa). MHOXECTBEeHHAass MOHO-
HeBpoMnaTUsl OTJIMYAETCS MPEUMYLIECTBEHHBIM TMOpaXeHUeM
BEpXHUX KOHEUHOCTEH, BbIpAXXEHHBIM OOJIEBbIM CHUHIPOMOM,
OBICTPBIM pa3BUTHEM aTpoduu MbiL pyK. [IpuynHoil hopmu-
poBaHust Post-Lyme Syndrome uyepe3 HECKOJbKO MECSILIEB UK
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Jlaxe JIeT Mocje yKyca Kiella SIBISIeTCS 3aMeIJIEHHBbI WM-
MYHHBI OTBEeT BBUIY cJIab0O BBIpaXKEHHOU OoppereMuu Wiu
HeaJeKBaTHOI Tepamuu B AebtoTe 0ose3Hu [2]. s aToi cTa-
MU XapaKTepHbI TOJMOPraHHbIe HAPYIIEHUSI C YacThIM Mopa-
KEHUWEM KpYMHBIX M MEJKHMX CycTaBoB. HeBpojoruueckue
CUMITOMBI CBSI3aHbI C KJIMHUYECKUMU TPOSBICHUSIMU 3SHIIE-
(haToMUETUTOB, CTOUKUMM CKEJIETHO-MBIIIEYHbIMU OOJISIMU,
HaNMOMUHAIOIIMMU TaKOBBI€ MPU JOPCOIMATUSX, NU3ECTEIUIMU
B KOHEYHOCTSIX, KOTHUTUBHBIMU U MICUXUYECKUMU HapYILIEHUSI -
MU (CHUXKEHUEM MaMsITU, BHUMaHUs, 1uchopueil), CHHAPOMOM
XpOHMUYECKOM ycTanocT, ceHcopHbiMu TTHII, xpoHuueckumu
arpoduyeckumu akpoaepmatutamu [1, 8]. K uumciny peakux
nposBieHuii Post-Lyme Syndrome OTHOCUTCS pa3BUTUE DKCTpa-
MUPaAMUIHOTO CUHIPOMA, KOTODPbIA TMPOSBISETCS aKMHE3UE,
MOBBILIEHUEM MBIIIEYHOTO TOHYCa B KOHEYHOCTSIX IO TUITY
«3ybyaroro Kojeca», MoCTypajibHOW HEYCTOMUYMBOCTHIO, YACThI-
MU nageHusMu. TeueHue no3aHero Hb MoxeT ObITh MEPBUYHO
MPOrPEeCCUPYIOLINM UM PEMUTTUPYIOIIMM, 000CTpEHHUE KOTO-
pOro OOBIYHO CBSI3aHO C TOBTOPHBIM YKYCOM KJIEIa, TMOO UHbI-
MU (pakTOpaMu ociabieHUsI UMMYHOPEAKTUBHOCTH [2].
HNuarHoctuka HB ocHoBaHa Ha xapakTepHOH KJIMHUYECKOM
KapThHE, 3MUIEMUOJIOTMYECKOM aHaMHEe3€, MOJOXUTEIbHBIX
CEpPOJIOTUYECKUX TeCTax OOHApYXEHUSI aHTUTEJ K OOppesusimM
B cbiBOpoTKe KpoBu U LIC2K npu peakuumu HeNmpsiMoii UMMYHO-
dayopecueHuuu [8]. JluarHoctnuecku 3HauuMbiM Tipu HbB cuu-
tatoT TUTP AT Gosee yem 1 : 64. bonee crieM(UIHBIM SIBISET-
cs1 onpenenieHre uHaekca AT k 6oppenusim B LICXK o oTHotre-
HMIO K CBIBOPOTKE KPOBH, MOBBIIIIEHWE KOTOPOTO YKa3bIBaeT Ha
WHTpaTeKalbHbI cMHTe3 aHTUTeN. 1o nanHbsiM H. Pfister, mo-
BollieHue creuuduyeckux IgM u IgG Ha nepsoii craguu Hb
cocranistet 20-50 %, Ha Bropoii ctanuu - 70-90 % u Ha Tpe-
Theil ctamum 100 % OOJBHBIX MMEIOT BBICOKMI ypoBeHb IgG
K OoppenusM, KOTOpbIA MOXKET COXpaHSTbCA B TeYeHUE He-
CKOJIbKHX JIET Jajiee MpU OTCYTCTBUM MPU3HAKOB aKTMBHOM MH-
dexnuu [6]. OnpeneleHHYI0 3HAYMMOCTh MMEIOT Pe3yJIbTaThl
obueknuHuueckoro ucciaegosanus 1HCXK, DHMI' u MPT ro-



noHoro Mosra. B IICXK HecnenuudUIHBIMU HAPYIICHUSIMUA 151
Hb sBastorcst nuM@onuuTapHbIA MIEOUUTO3, HE3HAYUTETbHO
TMOBBIIIEHHBIN YpOBEeHb Oejika U HOpMasibHBbIN caxap [7]. Tlpu
nposeneHur DHMI oOHapyXuBawOT MPEeUMYIIECTBEHHO aKCO-
HaJbHBIN XapakTep NopaxeHwus nepudepudeckux Hepsos. MPT
TOJIOBHOTO MO3ra Jjake B MOJIOAOM Bo3pacTe y 6onbHbIX ¢ HB
YacTO BBISIBJISIET KAPTUHY cooOIIamIIeiics: ruaponedalnu B co-
YEeTaHUU C MEJIKUMU O4YaraMu B MEPUBEHTPUKYJISIPHBIX 30HAX
moasra 6e3 macc-addekra [1].

JsT MAToCTpalu 0OCOOEHHOCTEM KIMHWUYECKOU KapTUHBI
U CJIOXHOCTU AWATHOCTUKW MO3AHEro HeWpoOopperno3a mpu-
BOJIMM HaOJIOfCHUE.

Bonbnoit 1., 72 neT, NeHCUOHED, MOCTYIIUJ B HEBPOJIOTUYECKOE OT-
NieJieHWe ¢ XajobaMu Ha HapylleHWe IJIOTaHusI, U3MEHEHUe pedu, ciia-
60CTh M CKOBAaHHOCTb IMPEUMYIIECTBEHHO B HOTaX, 3aTPyIHEHUs TMpU
MepeaBUKEeHUN. 6 JIeT Ha3aa OTMedas YKYC KJellla, KOJIbLIEBYIO 3pHTe-
My, TuMbOoaaeHOTIATHIO, MO TIOBOLY KOTOPBIX JICUMJICS B MH(MEKIIMOHHON
OOJIbHULIE, 3aTeM y IEPMATOJIOTA 10 TIOBOLY «MUKPOOHOW 3K3eMbI» C YJIyd-
meHueM. Criyctst 4,5 roza MocTerneHHO MOSBUJINCH OMTMCAHHBIE BBILIE XKa-
JI0OBI, KOTOpbIE MOCTENEeHHO Hapactanu. HarmpasieH ea rocruTanu3a-
LIMIO C IMarHO30M «COCYIMCTBIN MapKUHCOHM3M». PaHee cepbe3HO He 6o-
Jiesl, ceMeiiHblii aHaMHe3 He oTsirouieH. [Ipy MOCTYIJIEeHUHM COCTOSTHUE
ynosietrBopureiabHoe, AJl 120/80 mm pT. cr. ComMaTH4ecKoi MaToJoTun
He BbIsIBJIeHO. BbIciiasi HepBHasl IeTeIbHOCTh COOTBETCTBYET BO3pACTY.
YMmepeHHast nucdoHus, qucdarusi, IU3apTpuUsl, TIIOTOYHBIN pedIeKe OT-
CYTCTBYET, BbIpaXeHbl pedieKChbl OpajbHOrO aBTOMaTH3Ma. Jlerkast aMu-
MUsI iniia. MBIIIEYHBI TOHYC B HOTaX CUMMETPUYHO TOBBIILIEH 110 9KC-
TpanupaMugHoMy Tumy. [Toxonka yKOPOYEHHBIM IIATOM C OTCYTCTBHEM
CONIPYKECTBEHHBIX IBUXKEHUI B KOHEUHOCTSIX U SIBJICHUSIMU arlpaKCuu.
DYHKIMIO Ta30BbIX OPraHOB KOHTPOJUpPYeT. MEHMHICATbHBIX 3HAKOB
Her. KT ronoBHoro mosra: Ga3ajbHble LIMCTEPHBI, KEJIYIOUYKU MO3ra,
KOpPTUKAaJIbHBIE OOpO3abl pacmupeHbl. Y3U OpaxuolcdalibHBIX COCY-
JIOB: apTepUM TMPOXOAMMBI, MArMCTPAJbHBIA THUIT KPOBOTOKA, 3J1aCTUY-
HOCTb COCYIMCTOM CTEHKM CHUXEeHa, neduiuTa KpOBOTOKA HE BbISIBJIE-
Ho. LICXK: mmro3 396-10 kietok/n (Heitpoduisl 60 %, mumbouuntsl 35 %,
MOHOLUTHI 5 %), 6enok 1,55 r/n, caxap 3,6 MMosb/i. TUTp aHTUTEN K OOp-
peusaM Ipu peakuuu uMMmyHodoopecueHuuu B LICK - 1 : 64.

TakuM 00pa3zoM, y OOJILHOTO, UMEBIIETO PMUAEMUOJIOTUYE-
CKUIi aHaMHe3 boppennosa, yepes 4,5 rona MocTeneHHO pa3BU-
JIUCh YMEPEHHBI Oyap0apHO-NCeBAOOYIBOAPHBI U CHUMMe-
TPUYHBIN 3KCTPAMUPAMUAHBIA CUHIPOMBI C TIpeoOagaHueM
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B Horax. B IICXK BbISIBIIEHO TIOBBIIIEHUE KJIETOYHOTO COCTaBa
u OeJika, a TakxKe AMarHocTuyecku 3Hauumblii TUTp AT K 60p-
penusiM. YKa3aHHble HapylIeHWs! MO3BOJWIM MOCTAaBUTh JWa-
THO3 TO3[HEro Helipobdoppenrosa B ¢opMe XPOHUYECKOTO Me-
HUHTO3HIIe(aTuTa U MPOBECTU CIIEHU(PUUECKYIO Tepanuio ned-
TPUAKCOHOM, Ha (hOHE KOTOpOil HAOMIONAIN 3HAYUTETbHBIN
perpecc HeBPOJIOTUYECKUX HapYLIEHUI.

HuddepeHunaibHyo nuarHoctuky Hb npoBoasr ¢ mmupo-
KUM KPYTOM I€MUEIMHU3UPYIOIKUX (TEPBUYHBIX) 3a001€BaHUN
HEPBHOU CHUCTEMBbI; JAPYTUMU BOCHAIUTEIbHBIMU TIPOLIECCAMU
(BUPYCHBIMU, B TOM YUCJIE€ KIICIIEBBIMU, DAKTEPUATbHBIMU, XJIa-
MUIUNUHBIMU, rpubKoBbiMU); nopaxeHueM LHHHC u ITHC npu
BUY-unbexuunn, TydepKynese, cuduarce; TUCIUPKYIITOPHON
9HIIe(aTonaTueil COCyaucToro reHe3a. B oTimuue oT Ha3BaH-
HBIX HO3oJornueckux ¢opm npu HB monHbIll win yacTUYHbBIN
perpecc HEBPOJOTMYECKOW CUMIITOMATUKU HaOIIOAaeTCsl TO.
BIUSTHUEM crielurIecKoil aHTUOaKTepuaaibHOU Tepanuu [1].

OTtuotpornHoe JeuyeHue Hb 3akimouaercst B MpaauKaiuu op-
raHu3Ma OT BO30yauTenss Mpu TMOMOINM AaHTUOAKTEpUATbHOMN
tepanuu. Cpeayd aHTUMMKPOOHBIX CPENCTB MPEANOYTEHUE OT-
naetcsl uedTpuakcoHy BHYTPUMBEHHO B 03¢ 2 T/CYT B TeUeHUE
14 nHeit (2-s1 ctamust) v 21 gast (3-s1 ctanus) [6]. JledeHue u30-
JIMPOBAHHOTO MOPaXEHUsI JTUIEBOTO HepBa 0e3 BOCTATUTENb-
Hbeix n3MeHeHuid B LICXK Moxer ObITh MPOBEACHO OpPabHBIM
Ha3zHauYeHUeM nokcuuukiauHa [7]. B To xe BpemMs 1enecoodpas-
HOCTb JUIMTEIbHOW aHTUOAKTEpUAbHOW TEpanmuu B CIydasix
Post-Lyme Syndrome nuckyTtupyetcs B iutepartype [2, 6]. Aib-
TepHaTUBO# siBsieTcss HazHaueHue KC B nose 0,5-1 mr/kr Beca,
WMMYHOMOJYJISITOPOB JIMOO CUMMTOMAaTUYecKasi Tepanus ¢ uc-
MOJIb30BAHUEM CDPEICTB KOPPEKLMU HEBPOIATUYECKOW 0o
(TebGaHTUH, TUPUKA), YAYUIIEHUSI KOTHUTUBHBIX (PYHKIIUH (aKa-
TUHOJIa MEMAHTHH, apuCerIT) U JIp.

IIporno3 npu HDB nocne mpoBeaeHuUsi aneKBaTHOU 3TUO-
TPOITHOW Tepanuu OJaronpusITHBINA, OMHAKO PErpecc HEBPOJIO-
TMYeCKOM cuMnOToMaTUKM npu Post-Lyme Syndrome nabmona-
€TCcsl MEJUICHHEE C YaCThIMU PE3UAYaTbHBIMU SIBICHUSIMU.
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2.1.5, BUY-nopaXxeHHsI HEPBHOM CUCTEMEI

CIINJ (cunapoM mpuoOpeTeHHOT0o UMMYyHoneduunra, B24
no MKB-10) y yenoBeka Kak caMoOCTOsiTeJlbHOE 3abojieBaHUE
BriepBbie onvucaH B CIIIA B 1981 1. u ¢ 3TOro BpeMeHU OaTUPY-
eTcs Hayajo ero maHjieMWU MO BCeMy MUpYy. BbigesieHbl nBa
atuojorndeckux Bo3oymutens CIIM[a - Bupyc umMmyHouebu-
nuta yenoBeka (BUY-1) u BUY-2 (mpeobnamaetr Ha adprKaH-
CKOM KOHTUHEHTe). B HacTosiliee BpeMss B MUpPE HAaCUUTHIBA-
eTcsa Ooyiee 33 MJH B3pociablXx M 1,3 MIJIH AeTeil, HOCHUTelei
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nHbEKIUU U O0TbHBIX, 89 % W3 KOTOPHIX MPOXUBAIOT B IIEH-
TpaJIbHOU U 103kHOU Adpuke. Kaxaplil 1eHb B MUpPE PETUCTPU-
pyeTcst 16 ThIC. HOBBIX cily4aeB 3abosieBaHus. ExxeromHo 3 MuiH
6osnbHBIX yMUpawT oT CITWN/a, u 3Ta mpuynHa BbIIIA Ha 4-¢€
MECTO Cpelu BCceX MpUYMH cMepTu B mupe [5]. B Takoit adpu-
KAHCKOW cTpaHe, Kak Yranga, BUY-undekuueit nopaxero 70 %
HacesneHus [8]. Ctpanmatot auia 1000ro Bo3pacTta, B TOM YUCIE
netu u moapocTku. Cpeny MHPUIIMPOBAHHBIX U OOJBHBIX 3HA-
YUTEJBHO TpeobjIamaoT MYXUMHBI, 75 % Bcex cly4aeB IpH-
xoauTcs Ha Bo3pacT 15-29 ner [3]. B benapycu mno coctosiHutio
Ha 1 mexabps 2009 r. oOlee YKUCIO 3aperuCTPUPOBAHHBIX CIIy-
yaeB BUY-undexuum ngocturino 10 590. ITo yucny 3apeructpu-
POBaHHBIX ClIy4aeB TUAUPYIOT ['oMenbckast obmactsb (5469 den.)
u MuHck (1474 ven.).

ITo KyMyJnSITUBHBIM TaHHBIM OCHOBHBIM CITOCOOOM Tiepeaa-
yu uHGeKIMU B benapycu siBisieTcst MapeHTepaIbHbINA MyTh, pea-
JIN3YIOUIMICS TIPU MHBEKIIMOHHOM BBEICHUM HapKOTUUYECKUX
BemecTB (53,1 %). YBeIMUMIIOCH KOJTMYECTBO JIIOACH, MHMUIII-
pOBaHNWE KOTOPBIX MPOU3O0IIIO B pe3yabTaTe CEKCYaTbHBIX KOH-
takToB (76,9 %). 3apeructpupoBaHo 1859 jeTalbHBIX CIy4aeB
cpenu Bcex BUY-uHGuULIMpOoBaHHBIX.

B HacTtosiiee BpeMsi yCTaHOBJIEHO, YTO Haubojee 4yacToi
npuyrHoOU 3a06oneBaHus sBisiercst BUY-1, koTopslii umeeT che-
puyeckyo ¢opmy u pazmep 100-120 um. Bupyc oGnamaeT BbI-
cokoii TponHocThlo K T, numouuram (xenamnepam), KOTOpbIe
norubaloT B pe3yJbTaTeé MHOXECTBEHHBIX MOPAXEHUIN KIIETOY-
HOWi MeMOpaHbI. BeiiensiioT 4 oCHOBHbBIX MyTH 3apaxeHust BUY:
1) mosoBbIE KOHTAKThI (TETEPO- WM FOMOCEKCYaJlbHbIE) C WH-
dunrpoBaHHbIM WK 601bHBIM CITWloM mapTHepowMm; 2) momna-
JlaHue UHGUIMPOBAHHOUN KPOBU B OPraHM3M 3J0POBOTO YesloBe-
Ka (HecTepuJIbHbIE IITIPUILIBI, TEMOTPAHC(Y3UU, UCTIONB30BAHNE
HEeNpOBEPEHHBIX MpenapaToB KpPoBH); 3) BHYTpUYTpoOHOE 3apa-
>XeHUE pe0eHKa B MOMEHT POJIOB WJIM B TIEPUOJT BCKAPMJIMBAHUST
Ipyablo; 4) mepecanka opraHoB M TKaHel OT MH(MULIUPOBAHHBIX
nun [4]. HHC u ITHC BoBiieKalTcsa B MPOLIeCC JOCTaTOYHO Ya-
CTO, YCTYyTIasl MO YaCTOTE JIMIIIb MOPAXEHUIO JIeTKux [1].
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M3BecTHO 5 maToreHeTUYECKUX BapuaHTOB (hOPMUPOBAHUS
HeBpoJsiornueckux paccrpoiicts npu CITWU/BUY:

1. IpsiMoe ToKcHUUecKoe BIUSIHUE BUpYca, PUBOISILEE K KIle-
TOYHOMY arorTo3y, ¢ KOTOPbIM CBSI3bIBAIOT Pa3BUTHUE KOMILICK-
ca CIIMI, - geMeHLMs, CUMTAOLIAsICSI XapaKTepPHbIM IpU3Ha-
KoM 3-4-if cranuii 3a6oneBaHus [2].

2. BausiHue onmopTYHUCTUYECKUX MH(PEKIMIA, TaK KaK Mpo-
rpeccupyrolmnii uMmyHoaeduuut y BUY-nHouipoBaHHBIX yBe-
JINYMBAET BOCIIPUUMYMBOCTb HEPBHOIM CHUCTEMBI K OaKTepHallb-
HbIM, TPMOKOBBIM, BUPDYCHBIM, TTapa3UTapHbIM U MPOCTEMIINM WH-
dexumam. B ux crpykrype npeobnanaiot Tokcomiasmos (32,8 %),
KPHMITOKOKKO3 (21,5 %) u ty6epkyne3 (8,7 %). Pexe BcTpeva-
J0TCSl [ITUTOMETAJIOBUPYC, MPOCTON W OMOSICHIBAIONLIMIA Tepriec,
nanwuioMbl U DmiuteiiHa-bappa Bupyc, Helipocudwnuc [5].

3. Pa3zBuTue omyxoseil, B TOM 4Yuclie TUM(POMBI, CApKOMBbI
Kamnoru, 310Kka4ecTBEHHOI TJIMOMBI, TUM(OTPaHyJIOMaTO3, KO-
Topble MexaHndecku BozaeiictByroT Ha ITHC u LTHC [4].

4. Cocynuctble ocnoxHeHuss: THUA, nHgapkTel Mo3ra, re-
MOpparnyeckre WHCYJIbThl BCJIEACTBUE aHTUOMATUU.

5. AYTOMMMYHHbI€ HapyllIeHUs], MEXaHU3M Pa3BUTUSI KOTO-
PbIX OKOHYaTeIbHO He siceH. IIpeobnamaet nemuenunusanus [THC
u [THC, BcrencTere NOJWKIIOHAIBHOW TUIIEpraMMariooyanHe-
MWW U aKTUBU3ALUU IIUTOKUHOB, YTO TPOSIBISIETCSI OCTPHIMU
sHuedanmutamu, ', PC-mogo6HbIMU 3a001eBaHUSIMU [2, §].

CornacHO COBpEeMEHHOW KIIMHWYECKOU KiaccubuKaluu Bbl-
nensiioT caenywomue craguu CITda:

1. Cragus MHKyOauu.

2. Cragusi mepBUYHbBIX MPOSIBICHUIA:

OeccUMITTOMHasl;

ocTpast uHGbeKIKs 6e3 ONMOPTYHUCTUUECKON UHMEKIIUH;

ocTpast MHGEKLUS ¢ ONMMOPTYHUCTUYECKOM MHMEKIIUE.
3.JlateHTHaAs cTtamus.

4. Ctagusi BTOPUYHBIX 3a00JI€BaHUIA.

Knunnueckue nposinenuss BUY-undeximm momumopdHbl
B CBSI3U C TMOpaXeHUWEM MHOTHX OpraHoB W cucteM. MHKyba-
uvoHHb nepuog CITWIa konebnerca ot 3-6 Mecsies 10 4-6
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u Oosee JieT U mpoTekaeT 6eccuMnToMHO. CTaausi MepBUYHbBIX
KJIMHUYECKUX TIPOSIBJIEHUI XapaKTepU3yeTcsl MUPOKUM TOJH-
MOphU3MOM Hecrneln(PUIECKUX CUMITOMOB: JAJUTEIbHBIN Cy0-
debpuwiuter wim nuxopanka (38-39°) HesicHOro reHesa, HeOOb-
SICHUMasl TIOTepsl MacChl Tejla WU Auapesi, reHepalu30BaHHasI
numdoaneHonaTusi, cebopeiiHbli JepMaTUT MPEUMYIIECTBEHHO
Ha ToJIoBe U TYJOBUIIEC, KaHAMIO3HOE MOPAXKEHUE CIUZMCTBIX
000JI04eK. YKe Ha 3TON CTaauu PEeTUCTPUPYIOTCS MOJOXUTEb-
HBIE cepojioruyeckue mpoosnl [4].

HeBponornueckue mposiBjieHUsT BcTpedatorcst y 39-63 %
OOJbHBIX Ha BceX cTaausix 3aboseBanus |5, §]. BUU-unbexius
“MeeT JBe OCOOEHHOCTH: TMOpaxkeHWe Ha JIloOOM YpOBHE BCEro
IJIMHHWKA 11epeOpOCIUHAIIBHON OCHM U HaJIMYUE HECKOJIbKUX
MH(MEKLIMOHHBIX IpoleccoB y omHoro mauueHTa [3]. Bece dop-
Mbl ayTOMMMYHHOTO TOpa)XeHWs HEpBHOW CHUCTEMBbI, BbI3BaH-
Hble BUY-uHbeximeid, TuiieHsl crnequ@uiHoCcT. DHIehaauT
(MEHUHIUT, MEHUHIO3HIIe(aaIuT) pa3BUBaeTCs Ha 2-il cTaguu
CIIMla u nposiBiasieTcs oOleil ¢1aboCcTblo, I'OJOBHOI 0OJIbIO,
MOBBIIIEHUEM TEMIEepaTyphbl Teja, pacCTpOCTBaAMU peuyu, BMU-
JIEITUYECKMMU MpPUIaJKaMu, HapyllleHueM co3HaHus. [laTtoso-
rust co ctopoHsl ITHC Bo3HuKaeT Ha 10001 cTaauu 3a0ojieBa-
nus. Ilpeobnamaer xponudeckas ceHcopHas ITHIT B 15-50 %
BCEX CJIy4aeB, B BUJE CHUKEHUSI 0OJIeBOIi, TEMIIEPATYpPHOI U BU-
OpallMOHHOW YYBCTBUTEJIBHOCTU AUCTAJIBLHOTO THUMA, YracaHUs
CYXOXWJIbHO-TIEPUOCTATBbHBIX peduiekcoB. Pexe BcTpedaeTcs
motopHas ¢dopma ITHII ¢ npeobnamanvem ciaboCTU B KUCTSIX
U CTOMax, aTOHUHU, aTpo(UM MBILIL KOHEYHOCTE U HEPe3KUMU
paccTpoicTBaMU YyBCTBUTEIBHOCTH [6, 7].

JuarHocTrka HeBposjornueckux rnposisneHnii BUY-unbpek-
LIMM OCHOBaHa Ha SMUIEMMOJOTUYECKUX JaHHBIX O MPUHAIEXK-
HOCTH K IpyMniiaM prcka (TOMOCEKCYaJIUCThl, HAPKOMAaHBI U Jp.),
COMaTHMYEeCKUX MPU3HAKaX UMMYyHoAebHUIIUTa, KIMHUKO-HEBPO-
JIOTMYECKUX CHHApPOMAax M pe3yjabTaTax JabopaTOpHBIX HUcCe-
noBaHuii. K mocjaeqHUMM OTHOCSTCSI yMeHbllleHue T-xeamepoB
n cootHoweHus T,/T,, nMMGbOLUTOB, BBISBIECHUE AHTUTEN
K BUY-1 u camoro Bupyca u3 cbiBOpoTKM KpoBu U LICXK meTto-
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JIOM TMOJMMepa3HoW uenmHoi peakuuu [2]. OnpeaereHHYIO
IUMarHOCTUYECKYI0 3HaUMMOCTh uMeloT coctaB LICXK, DHMI,
pe3ynbTatel MPT rosoBHOro mosra u matomopdgosiornueckue
uccienosanus. B IICXK obHapyxkuBaloT moBbIlIeHUE OeTKa, yMe-
PEHHbIN JMMGOILIMTAPHBIN TUIEOLIMTO3 MU HOPMaJIbHBIN caxap.
OHMI no3BoJisieT onpeneanTh NPeUMYIIECTBEHHOE TTOpaXXeHUe
nepucepruIecKuX HEPBOB B (hopMe MUEJUHO- UJIM aKCOHOTaTUU.
ITpu MPT BrisiBisitoT nudpdy3HbIN aTpodrueckuit mpolecc, oda-
I'M, JIOKAJIM30BaHHbIE MPEUMYILECTBEHHO B OEJIOM BEIECTBE,
KaJbUM(DULIUPOBAHHYI0 MUKPOAHTUOMATUIO UIU aTpoduio nu-
cleus caudatus [8]. Tlatomopdonoruuyeckoe ucciaeaoBanue (OGMor-
CHUsl, ayTOIICHS) BBISIBJISIET CrielIM(PUUYHBIE MHOTOSIIEPHBIEC KIIETKH,
MakpodaraabHyl0 UH(MWIbTPAIAIO OEJI0ro BEIIECTBA, MEPBUY-
HYIO IEMUETMHU3AIMIO U AeTeHEePalllio aKCOHOB [2].

HuddepeHanbHas nuarioctuka BUY-nopaxeHuili HepB-
HOI CHCTEMbl MPOBOAUTCS C IIMPOKUM KPYTOM TMEPBUYHBIX
(B TOM 4mcClie ayTOUMMYHHBIX) 3a00JI€BaHWII HEPBHOW CUCTEMBI;
OOJIBILIMHCTBOM BUIOB BUPYCHBIX, OaKTepUalbHBIX, TPUOKOBBIX
U TPOCTEUIINX MHGEKIIMIi; TEPpBUYHBIMU U BTOPUYHBIMU (Me-
TaCTaTUYECKUMU) OMYXOJISIMU TOJIOBHOTO MO3Ta; Mapa3uTapHbI-
MU 3200J1€BaHUSIMU (3XMHOKOKKO3, IIUCTULIEPKO3).

Jleuenue BUY/CIIN]] npeacTaBiseT CI0XHYIO MHOTOILIA-
HOBYIO 3a7a4y. BHenpeHue B KIMHUYECKYIO TTpakTuKy ¢ 1990 r.
aKTUBHOW aHTUPETPOBUPYCHOU Tepanuu MO3BOJIWUIO MPOIJIUTh
XM3Hb 3TUX OOJbHBIX. B Hacrosiiiee BpeMsi B KauecTBE 3THO-
TPOITHOW Tepanuu MPUMEHSIIOT Mpernaparhbl ABYX TPYII: WHTU-
OUTOpPBI OOPaTHOU TPAHCKPUMTA3bI (JJAMUBYAUH, HEBUPAH) U UH-
rUOUTOPHI MpoTea3bl (CakBMHABUP, 3MAO0BYAUH). HecMoTps Ha
YETKMI MOJIOXKUTEIbHBIN 3¢(eKT, B psine ciydyaeB K HUM pa3-
BUBAETCS PE3UCTEHTHOCTD, HEpeIKHU MO00YHbIe 3¢ (HEKTHI (B TOM
qucjie HeMpoToKcuueckue) [6]. B ciaydasix mpucoeanHeHuUs Orl-
MOPTYHUCTUYECKUX MH(DEKLUI B KOMILJIEKCHYIO Tepamnuio 3a60-
JIEBaHUSI HEOOXOAUMO OJHOBPEMEHHO BKJIIOYATh AlMKIOBUD,
aHTUOAKTEPUAIbHYIO U TTPOTUBOTPUOKOBYIO Tepanuio [3].

ITporHo3 GoJsie3HU OIpeaensieTcsl 0COOEHHOCTSIMU TeUYeHUs
BUY-uHdexkun, NCXOAHBIM UMMYHHBIM CTaTyCOM MAallUEHTOB,
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MPUCOEANHEHUEM OCJIOXHEHUI U KOJeOIeTcs OT HECKOJbKUX
MecsiteB g0 11 JIeT MpU ecTeCTBEHHOM TeYeHUM 3a0oJieBaHUs.
HeoGnaronpusiTHbIN MPOTrHO3 MUMEIOT JUlla ¢ HEBPOJOTMUYECKH-
MU TIPOSIBIICHUSIMU KaK MaHubecTanmeit BUY u 6onbium Ko-
JINYECTBOM OINMMOPTYHUCTUYECKUX MHDEKIIUIA.
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2.2. 3abojieBaHus C NAPAHEOMJIACTHYECKUM
TPUITEPOM

ITapaHeomnnaTuyeckue HEBPOJOTUYECKNE CHUHIPOMBI SIBJISI-
I0TCS pedKol TrpymIoil A3, KOTOpbi€ MPOSIBISIIOTCS TOJBKO Y
1-2 % OGONBbHBIX CO 3JI0KAYECTBEHHBIMU HOBOOOPAa30BaHUSIMHU.
WX npoucxoxXIaeHUEe CBSI3aHO C IMPOTUBOOMYXOJEBBIM MMMYH-
HBIM OTBETOM U II€PEKPECTHOM MUMMYHOPEaKTUBHOCTBIO. T1pen-
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MOJIaTaeTCcsl, YTO HEKOTOphIE BUIBI PAKOBBIX OITyXOJIEH 3KC-
MPECCUPYIOT HETUMUYHBIA TSI HOPMAJIbHOU TKAaHU OHKOHEU-
POHAJIbHBIN AHTUTEH, KOTOPBIN TIOXOHC MO CBOEMY COCTaBYy Ha
onpenejeHHbIE KJIETKM HEPBHOM cucteMbl. UMMyHHas cuctema
BbIpabaThIBaeT B OTBET MEPEeKPeCTHO-peakTuBHbie AT MpOTUB
KJIETOK paka U HEKOTOPbIX HEHPOHOB, CJIEACTBUEM YEro SIBJISI-
JOTCSI UX ayTOUMMYHHOE BOCIMAJIEHUE U TUOEIb.

KiauHudeckue mposiBlieHUs TapaHeOoIJIacTUYeCKUX CUHAPO-
MOB 4Ype3BblUaliHO pa3sHOOOpa3Hbl, TaK KakK HepBHasl CUCTeMa
MOXET MOpaxKaTbCs Ha J0O0OM ypoBHe. OCHOBHasl CJIOXHOCTb
WX TUATHOCTUKU CBSI3aHA C T€M, YTO HEBPOJOTMYECKUE Hapy-
IIEHUST MOTYT Ha HECKOJIBKO JIET OMepPexXaTh MPOSIBJICHUSI OHKO-
JIOTUYECKOTO Tpoliecca. BuIAeNsIIoT KJaccuyeckue U HeKJIacCu-
YecKue TMapaHeorjacTuYeckKue HEeBPOJOTMYeCKHe CUHAPOMBI.
K 4wucny xitaccuyeckoil mMmapaHeOIIaCTUYECKOU MaTOJOTUHU
oTHocITcs cuHapoMm JlamOepra-MToHa, momocTpasli uLepedes-
JISIpHAs1 iereHepanysi, TMMOUYecKUil sHUIedaaTuT, CUHAPOM OIICO-
KJIOHYC-MUOKJIOHYC, HEBpOMaTusi C MapanpoTeuHEeMUEU, peTu-
HajlbHasl JereHepanus. HeknaccuyeckrMu TapaHeoriacThye-
CKUMU TPOSBICHUSIMU CYUTAIOT CUHIPOM PUTHIHOTO YeJloBeKa,
cunapom HMcaakca.

2.2.1. Cunnpom JlamGepra-UToHa

CungpoM Jlambepra-Utona (CJIM, MuacTeHUYECKUII CUH-
npom Jlamb6epra-UTtoHa, G73.1 nmo MKB-10) - ayroumMmyHHOeE
3a00ieBaHUE, CBA3aHHOE C HapylIeHUMEM HEPBHO-MBbIIICUYHON
nepenayu, BCieAcTBUE BbIpab0TKM AT K MOTeHUIUAT-3aBUCUMbIM
KaJblIMeBbIM KaHaslaM. BriepBbie onucano B 1953 r. H. Andersen
et al. u mogpo6Ho n3yyeHo E. Lambert u Eaton B 1965 r. [2].
B GonbmimHceTBe ciydaeB (50-60 %) 3abosieBaHME HOCUT Iapa-
HEOIUTAaCTHYECCKUI XapakTep, Mpeobiamas mo yacrtore (1o 90 %)
Yy NallMEHTOB C MEJIKOKJIETOYHBbIM pakoMm Jjerkoro [1, 3, 8§, 11].
3uaunTtenbHO pexe CIIWM pa3zBuBaeTcst y OOJbHBIX C PaKOM Jpy-
TOM JIOKanu3aluu: SIMYHUKU, MOJIOYHAsI U IIIUTOBUTHAS XEJe3a,
nedeHb u np. [2]. B knuHuueckoit npaktuke CJIW BcTpedaercs
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yalle MHbIX MapaHeoIJacCTUYECKUX CUHIPOMOB, HO BCE PaBHO
JIOCTaTOYHO PENKO, OTMevasich ToJibko B 1 ciydae u3 10 ThIC.
00JIBHBIX ¢ OHKOMmaroyorueit [6]. B 96 % 3aboneBaHue pa3BHBa-
eTcsl B TeueHMe MepBOro roja Iocje YCTaHOBJIEHUSI AMArHo3a
paka, OJHaKO y 4acTu OOJIbHBIX - MpelIecTBYeT paky Jubo
IHUArHOCTUPYETCS OmHOBpeMeHHOo ¢ HuM [11]. B 10 % cnyuaes
CJIN naOmiomaeTcst y OOJBHBIX C IPYTUMU ayTOUMMYHHBIMU
3a00JIeBaHUSIMU, TAKUMU KaK PeBMAaTOUIHBINA apTPUT, MOJIUMMU-
O3UT, MUACTEHUs IpaBUC, epHUIMo3Has anemus. Y 30 - 40 %
60abHbIX ¢ CJIM npu TateJbHOM OOCJIeIOBAaHMM U TUHAMUYE-
CKOM HaOJI10leHUM He 0OHApyXUBaeTCss OHKO- WJIM MHasl ayTo-
MMMYHHasl MaToJOrusl U TaKue clyyau TPaKTYIOTCS KaK MIMO-
natuyeckue [9].

IMatorenez CJIN cBsizdaH ¢ ayTOMMMYHHBIMU MEXaHU3Ma-
MM, TPUTTEPOM KOTOPBIX Yallle OKa3blBaeTCsl PAKOBBIA IMPO-
1iecc. YCTaHOBJIEHO, YTO MEJIKOKJIETOUHBIN paK JIETKOro UMEeT
obmue Al ¢ XOJIMHEepru4ecKMMU TepMUHATaMK HEWPOHOB [6].
BcnencrBue nmepekpecTHbIX UMMYHOJIOTUYECKUX PEaKIIMil Bbl-
pabatbiBaeTcs mupokuii criektp AT. Cpenu HuUX Ipeobiaga-
oT (B 90 %) AT mpotuB nByx tunoB (P u Q) K moTeHImamn-
3aBUCUMBIM KalblMEBbIM KaHajlaM (voltage-gated calcium
channel - VGCC), nokaiu30BaHbIX B JIPECUHATITUYECKOW MEM-
Opane cuHarca [1, 3, 8, 12]. Autu-VGCC aHTUTENa HApyLIaloT
MEXaHU3M BBICBOOOXIECHUS AllETUIXOJWHA B CUHANTUYECKYIO
IIENb, CJIEACTBUEM 4YEro SIBJSIETCS OJIoKaga TMPOBEACHUS] UM-
MyJibca Ha YpPOBHE MpPECMHANTHYECKON MeMOpaHbl. YCTaHOB-
JIEHO, YTO TUTP AaHHBIX AT He 3aBUCUT OT HAJIWYUSI WIU OT-
CyTCTBUSA omyxoseBoro mporecca [11]. ¥V 10 % 6onpabIx ¢ CJIA
He oOHapyxuBaioT AT k VGCC, 4yTo yka3blBaeT Ha HaJiMuue
npyrux Al ipy nanHoM 3abosneBaHuu. K ux yucity oTHOCSTCS
AT K Oenky CHHANTOTarMWH-1, OTBeYawIIWe 3a IK30LUTO3
KaJIbLIMEBBIX PELENTOPOB U M INpECMHANTUYECKUM MyCKapu-
HOBBIM alIETUJIXOJUHOBBIM PEUENTOpaM, YCHJIMBAIOIIUM XO-
JIMHepruyeckylo mnepenady. IIpm oTCyTCTBUUM OHKOJIOTHYECKO-
ro miporiecca y 6osbHbIX ¢ CJIW BbISIBIIeHA YeTKasl B3aUMOCBSI3b
¢ renom HLA-DR3-BS8 [12].

206



Knunuueckue nposieieHus: CJIM pa3BuBaiOTCs MOCTENEH-
Ho. Yame crtpamaroT MyxuuHbl cTapiie 40 jier. OCHOBHBIMU
xanobamu y 6onbHbIX ¢ CJIN gBsitoTcst ¢1aboOCTh M MOBBIIIEH-
Hasl yTOMJISIEMOCTb MBIIIL MPOKCUMAIbHBIX OTAEJIOB KOHEYHO-
cTreid U (WIM) TYJOBUIA, KOTOPbIE MPUBOASIT K CBOEOOpPA3HOM
«yTruHOU Toxoake» [1—3, 9]. Tlpu 3ToM MblllIeyHas1 CJIabOCTh
MOXET JaXe yMEeHbIIAThCsl TIPU MOBTOPHBIX ABMXKEHMSIX ((peHOo-
MeH BpabartbiBaHus). CirabocTh B MPOKCUMATBHBIX U JUCTATb-
HBIX OTAeJaX BEpXHUX KOHEUHOCTEeH, a TakXke CTomax IMpHco-
eIVHSETCS ITO3Hee U BCerna BhlpaxkeHa B MeHblel crerneHu [13].
IMopaxeHue 3KCTpa OKYJSIPHBIX, OYJbOAPHBIX M JAbIXaTEIbHbIX
mbi aus CJIY He xapakTepHbl. TUNWYHBIMM CUMIOTOMaMU
JUTS 3TOro 3abojieBaHusT sIBIsTIOTCs ceHcopHas [THIT (B 100 %)
U TIPOTpeccUpylolliasl BereraTuBHas qucyHkuus B 95 % ciy-
yaes. [THIT nposiBisiercst 60siMU B HOTaxX, TUIO- WJIU apediiek-
cueid, TUINoTpodueit MbIIL KOHEYHOCTEH, JEeTKUMM IMCTaslb-
HBIMU YYBCTBUTEJIbHBIMU HapyUIEHUSIMU U TMapecte3usimu [1-3].
K 4ucny yacto BcTpevalolIMxcsl BereTaTUBHBIX HapylleHUi
npu CJIN oTHOCSTCSl CHUXKEHUE calMBallUU U MOTOOTAEIEHUS,
TMPUBOJSIINE K CYXOCTU CIU3UCTBIX 000J0UYEK pTa, a3 U KOXH,
ociabjeHue 3peKTWIbHON (YHKUMM, OpTOCTaTUYecKasi TUIIO-
teH3us. Y 9 % 6onpHbix CJIM coderaeTcst ¢ ApyruMHM MapaHeo-
MJIACTUYECKUMU CUHAPOMAaMU, TaKUMM KaK TOAOCTpas Liepe-
oemnsipHast atakcus [13]. Teuenune CJIY y 55 % OONBHBIX Xa-
paKTepu3yeTcsl TMPOTPecCUPYIOIIMM TeYeHUEM, HaKJIOHHOCTbHIO
K MMacTeHMYeCKUM Kpu3saM [2]. KiinHuyeckue nposiBieHus mna-
paHeon nacTu 4eckoil m uavonatudeckon cdopm CJIN cxoxwu,
OIHAKO B TIEPBOM Cjyyae KJIMHWYECKash CHUMITOMAaTHKa HOCHUT
OoJiee ObICTpOE W Tporpeccupymollee TeueHue [13].

Huarnoctuka CJIM ocHoBaHa Ha aHajlu3e KIMHUYECKON
KapTUHbI, CKpUHUHTOBOM OOCJIEIOBAaHWUM JJISI UCKJTIOUEHUS pa-
KOBOTO Tpoiiecca Jo0oi JoKaau3auuu (0COOEHHO MeEJIKOKJIe-
TOYHOTO paka JIETKOTO), MoBbllleHUun TUTpa aHtuteal K VGCC
B ceiBopoTke KpoBu U IICXK, a Takxke pe3ynabrarax ODMI.

B ortimuue ot MuacteHun npu DMI o auarHoctuku CJIIA
HUCTIONb3YIOT TETAHUYECKYI0 CTUMYJSLNAIO BbICOKON YacTOThI
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(50 Iy). Knaccuueckoit tpuamoit npu CJIN sBasiioTcss HU3Kast
aMIiuTyia M-oTBeTa, €ro yMeHbIIIEHWE MPU HUBKOW 4acToTe
CTUMYJISILIUA U TIOBBIIIEHWE TOCTE (PU3NYECKOTO HATPSIKEHUS
WA BBICOKOYACTOTHOU ctumynssuuu (puc. 28). OmHako momoo-
HOE couyeTaHue BcTpeuaercs penko [S]. B 3Toil cBa3u mpemsio-
KeH TUATHOCTHYeCKUi TecT 60 % MOCTTeTaHWYEeCKOro oOJer-
YeHUsI, KOTophlid crienmbudeH y 91 % oGonpHbIX ¢ CJIIA [10].
BoisiBieHbl oOpaTHasi KOppessiius MeXAy TUTPOM aHTUTEN
K VGCC u mnowanpto M-oTBeTa, T. €. YUCIOM aKTUBUPYEMBIX
MBIIIEYHBIX BOJOKOH MpPU CyNpaMakKCUMAJIbHOW CTUMYJISILIUKA
U mOpsiMasi KOppessiius MeXIy MmapametrpamMu M-oTBeTa B Mpo-
liecce TEeTaHWU3AIUU U YKUCJIOM 3a0JIOKMPOBAHHBIX MBIIIEYHBIX
BOJIOKOH [3].

Hudbdepennuanbuyto nuarHoctuky CJIIW mpoBogsr ¢ mua-
CTEHUEN TpaBUC U APYTMMU MHUACTEHUYECKUMU CUHIPOMaAMU
(npu 60TyIM3ME, MTPUMEHEHUU aHTUOMOTUKOB aMUHOTJIUKO3U-
IoBOro psina); Oose3Hbio lllerpeHa; MOAMMUO3UTOM; AyTOUM-
MyHHbiMU TTHW; MuomatusMu >HIOKPUHHOIO (aIduMCOHOBA,
TUPEOTOKCUYECKasl) WK MeTaboiaudyeckoro reHesa. Haubosb-
IIYyI0 CJIOXHOCTh mpencrtasisier ornuune CJIIM ot muacteHun
rpaBuc. CJIW HuKorga He HaYMHAaeTCs C MTO03a U AUTUIONUH, 151
HEro xapakTepHbl (eHOMeH BpabaTbIBaHUSI, CHUXEHUE CYXO-
KUJIBHO-TIEPUOCTATBHBIX pedIeKCOB, YacThle BereTaTUBHBIE Ha-
pyuieHusi, cnabas peakuusi Ha AXOIl U TUNWYHBIE U3MEHEHMUST
npu OMI [2].

Puc. 28. DMI npu CJIW: M-0TBCTHI C MBIIIIIBI, OTBOASIIEH MU3WHELL IIPH CTH-
MYJISILIMU JIOKTeBOro HepBa ¢ yactorod 50 I'i. OTMmeuaeTcss 3HAUMTETbHBIN
WHKpeMeHT M-0TBeTa
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Jlydiimm crocoboM siedeHust napaneoruiactuyeckoro C JIN
SIBJISIETCS KaK MOXHO OoJiee paHHee Havyajio Je4eHUsI OHKOMaTo-
snoruu. B KauecTBe MOMOJIHEHUST BO3MOXHO WCITOIb30BAHUE XU~
MUOTEepanuu U Ha3Hau€HUE UMMYHOCYNpPeccOpoB (METOTpeK-
car, azaTuonpuH). [1py UCKITI0OYEHUH PAaKOBOTO TMPOILiecca MOXKET
Ha3HayaTbCsl CUMIITOMaTtudeckas Ttepanus B Buae AXOII (ka-
JIMMUH, YOpeTua, 3, 4-1uaMUHONUPUANH U TyaHuauH). Ilocnen-
HUI TipenapaT cuutaercsl Haubosee 3(h(HEeKTUBHBIM CPEACTBOM
KOppeKIun xoiauHepruyeckux Hapymenuit nmpu CJIU, omHako
WMeeT OOJIbIIIOE KOTMYECTBO MOO0UYHBIX 3dekToB [7]. B ped-
PaKTEPHBIX K CUMITOMATUYECKOW TEpamuu CiIydasix XOpOIIO
cebs 3apekomeHaoBaiu BBUI u I1® [14]. PazpaboraH Merton
WMMYHOA0COpOIIMMA aHTUTEA HAa CHEUUATbHOW IIUTOKWHOBOWN
CeTU, KOTOpasi TO3BOJISIET KOPPErMpoBaTh WMMEIOLIUECS TPU
CJIN ayroumMyHHble HapylieHus [4]. [TauueHThl ¢ uauonaTu-
yeckoit popmoit CJIM nomiexar IMHAMUYE€CKOMY HaOII0ISHUIO
JUTST UICKJTIOYEHUST OHKOTIATOJIOTUH.

IIporuo3 npu CJIM 0ObIYHO HEOJArONpPUSTHBIA U 3aBUCUT
OT CBOEBPEMEHHOU NUArHOCTUKU W TOJTHOLIEHHOTO JIEYEHUS
OCHOBHOI OHKOJIOTUYECKOU MaTOJIOTUU.
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2.2.2. IlopocTpas nepede/LIsipHAs AereHepanus

IMonoctpas uepedennsapHas aereHepauus (ITLJI) oTHocUT-
csl K YMCJIYy MapaHeoIIaCTUYECKUX CUHIPOMOB C TpeuMylle-
CTBEHHBIM MOpaxXeHUeM Mo3xeuka. McTuHHas yactoTa 3aboJe-
BaHUS HEU3BECTHA. DTa MaTOJOTUs Yallle pa3BUBAETCS y Malu-
€HTOK C pakoM sIMYHUKOB. Pexe mpuumHoii ITII siBasieTcs pak
MOJIOYHOW 3KeJe3bl, JIETKUX, XeTyAKa, KAIIEYHUKA WA XOIXK-
KuHckast tumdowma [1, 2, 5]. B ximHuveckoil npaktuke T
BCTpeuyaeTcsl U30JIMPOBAHHO WM B COYETAHUU C APYTMMM Tapa-
HEOIUIACTUYECKUMU CUHAPOMaMU: JTUMOUYECKUM 3HIEhaTU-
TOoM, cuHapomoM JlamGepra-MUToHa, ceHcopHoil ITHII [4, 5].
Y vactu GonbHbix TTLJ] mpeniiecTByeT paky Wivd pa3BUBAETCS
OIHOBpPeMeHHO ¢ HUM. [laTtoreHes3 3a00/ieBaHUsI CBsI3aH C BbIpa-
OOTKOI IIMPOKOTO CHEKTPa NMepeKpecTHO-peakTUBHBIX AT K KieT-
KaM OTJEeJbHOTO BUJa paka U HelipoHaM Mo3xeuka. Cpeay HUX
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npeobnanaoT AT k xinerkam Ilypkunbe (aHtu-Y). Tutp naH-
HbIX AT He mpeacKasbiBaeT TeUEHWE U HE BJIMSIET Ha BbIPaKEH-
HOCTh KJIMHU4Yecknx cumntomoB mipu TTIJI [1]. Pexe npu sToit
naronoruu onpenenstores apyrue AT: antu-Mal, antm-Tr,
aHTu-CY2, aHTH-CRMP-5 (collapsing response mediator pro-
tein 5), antu-PCA-2, antu-GAD [glutamic acid decarboxylase)
[6, 8]. TToka OKOHYATEILHO HE SICEH BOIPOC: CBSI3aHO JIN TTOSIBIC-
Hue JaHHBIX AT co criennbUuIecCKUMIU HEBPOJIOTMUYECKUMU CUM-
MTOMaMU WJIM OHU SIBJISIIOTCSI TOJIbKO MapKepaMu MpPOTUBOPAKO-
BOIf UMMYHHOI peakiuu opraHusma? [3]

Knunnueckue mniposinenust ITLJ] pa3BuBaroTcs MOmOCTPO,
3HAYMTEJIPHO TIpeobjiamasi 1Mo YacToTe Y KeHIIWH cTapime 60
et [2]. CrnekTp HEBPOJOTMYECKMX TMPOSIBICHUN 3a00JIeBaHUS
He crneluduyeH W BKIIOYAET HECUCTEMHOE TOJIOBOKPYXEHME,
ONHOCTOPOHHUI TOPU3OHTAJIbHBIM WIM MHOXECTBEHHBI HM-
cTarM, MEXBbSAEPHYIO O(MTaTbMOIUIETHUIO, AUILIONUIO, AU3ap-
TpHUIO (Yallle CKaHIMPOBAHHYIO peub), CTATUYECKYIO U AUHAMM-
YECKYl0 aTakCHUlo, AMCMETPUI0 ABVKEHWI, aJauaJoXOKUHE3,
CHUXEHUE MBIILIEYHOTO TOHYCa B KOHEUHOCTSIX, KWHETUYECKUI
(MHTEHIIMOHHBIN) TpeMOp, Mpeodnagatomuil B kuctsx [1, 7]. To-
noBokpyxenue npu [TLJ] He 3aBUCUT OT MOJOXEHUS TOJOBBI
U Tesa, a TojJoBHas 0OJib, TOIIHOTA, PBOTA, CHUXXEHWE CiIyXa,
3peHusi, KOTHUTMBHbIE HapyILIEHUs He XapakTepHbl. B ciayvasx
couetanusi I1J n numOuyeckoro sHuedanTUTa KIMHUYECKAS
KapTUHA IOMOJHSETCS MPOrPECCUPYIOLIUM CHUXKEHUEM Mamsi-
TH, J€30pUEHTALlMel B MPOCTPAHCTBE, SMUIENTUYCCKUMU TPU-
nankamu [5]. Y 6onpmmHcTBa 00nmbHBIX T[T HOCUT mporpec-
cupylolllee TeYeHUe, MPUBOAUT K HAPYLIEHUIO TJIOTaHWsI, 30H-
JIOBOMY TIMTaHUIO, HECTIOCOOHOCTH K CaMOOOCTY>XKUBAHUIO M3-3a
BbIpaXXEHHOM aTakcuu 1 cMeptu [1]. ITaroMopdonornyecku npu
9TOM 3a00JI€BaHUM OTMEYAETCSI UCTOHUYEHUE MOJIEKYISPHOTO
U TPAHYJISIDHOTO CJIOEB U MOTeps KieToK [lypkuHbe B Kope mo-
JIyIiapuii Mozxeudka, JuMdouuTapHas WHOUIbTpauus 000JI0-
YyeK ToJIOBHOIro moasra [5].

HuarHoctuka ITIIJ] ocHoBaHa Ha aHalKM3e KIMHUYECKOM
KapTUHbI, CKPUHMHIOBOM OOCJIEOOBAaHUM [IJIsI MCKIIOUYEHUS
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WETHUBRRURN, BW., T VNS ¥ 1

Hosgital No.5, Minisk Wil QHKOJIOTMYECKOTO  IIpolecca
;of"m' 2 e 3 (ocobeHHO paka SIMYHUKOB Y
N JKEHILWH), MOBBILIEHUU TUTPaA
OHKO-HelpoHanbHbIX AT (rpe-
MMYULIECTBEHHO aHTU-Y ) B ChbI-
BopoTke KpoBu. B IICXK omnpe-
NENsIoTCSl  He3HaYyMTeIbHbIN
JUM@OLMTAPHBIN  TUIEOLIUTO3,
MOBBIIIEHUE YPOBHS Oefka M
onuroxkyioHanbHbIX IgG [1, 4].
ITpu MPT ronoBHoro mosra ajst
T/ xapakTepHO BBISIBICHNE

Puc. 29. MPT ronoBHoro mo3ra npu
[OIOCTPOU JereHepaluy Mosxeuka: BPIPAXKEHHOTO aTpo(UYECKOro

BBIPAXXEHHBIII aTpOUIECKUI IIpO- npouecca, npeo6ﬂaﬂa}omero
LeCC TPEUMYIIECTBEHHO CTPYKTYD p CTPYKTYpax 3a/1He!{epenH0171

3aHEN YepermHOM SIMKU
SIMKH (puc. 29).

Huddepenumanbuyo nuarHoctuky [/ mpoBoasT ¢ auc-
LIUPKYJISITOPHON 3HIIehaTonaTUe ¢ MPeUMyIIECTBEHHbIM Mopa-
JKEHUEM BepTeOpaTbHO-0a3UISIPHOTO OacceifHa; 1ereHepaTuBHbBIMU
3aboneBanusimu [THC rpynmnel criiHO-1IepeOesUTIPHBIX aTaKCUiA;
omyxojisiMu Mozxeuka; PC; mepudepruyeckuM BeCcTUOYISIPHBIM
cuHapoMoM. B mocienHem ciydyae y OOIbHBIX MpeobanaeT pern-
NUBUPYIOIIUIA XapaKTep TOJOBOKPYXEHHUsI C TOILIHOTOW, PBO-
TOW, HapyllleHWEeM PaBHOBECUSI, UHOIMA C HapyIIEHUEM CIyXa,
MPOJOIKUTETBHOCTBIO OT HECKOJBbKUX MWHYT 10 HECKOJIBKUX
4acoB, YTO MPOBOLIMPYETCS M3MEHEHUEM ITOJIOXKEHUS Teqa [6].

Jleuenue TTLJI 3akimouaeTcsi B CBOEBPEMEHHOM JIEYEHUN pa-
KOBOTO Tpoliecca, Ha3HaAuYeHWW XMMMOTepanuu (Takcos, Kapbo-
wiatuH), umMmyHocymnpeccanToB (KC, utocratukm) [5]. Onvcan
IMO3UTUBHBIA 3(D(EKT MOBTOPHBIX (4epe3 4-6 Hemeldb) KypcoB
BBUI' B craHgapTHO [03¢ CO 3HAYUTEJbHBIM KIMHUYECKUM
YJIydlIeHUEM COCTOSIHUS OOJIbHBIX U CHIXEHUEM TUTPA aHTU-Y,
AHTUTEN TOCJIE TPETHETO Kypca BBENEHUS TpernapaToB [7].

ITporuo3 nipu ITHJI yarie HeOGIAronpuUsTHBIN, 3aBUCUT KakK
OT CBOEBPEMEHHOW AMAarHOCTUKM U JIEYEHUS paka, TakK U OT BbI-
paxkeHHOCTH aTpo(UUYECKOro mpoliiecca B MO3KeUKe.
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2.2.3. JInmOuveckuii sHuedaIuUT

JIumonueckuit snuedanrutr (JID) - vyame pa3BuBaeTCs Kak
BapuaHT IapaHeoraTacTU4eCcKOoi MaTOJOTUM ¢ M30UpaTeIbHBIM
MmopaxkeHueM HeWpPOHOB TMMOUYeCcKO cucTteMbl. McTuHHas Ja-
cToTa 3aboieBaHusi HemdBecTHa. Yame (60 %) pa3BuBaeTcs
Y MYXYUH, CTpaTalIMX paKoM sWYeK WJIU MpPOCTaThl. Pexe
npuuyuHoi JID saBisgeTcsS 37I0KauyeCTBEHHas OIMYXOJb JETKUX,
IMUTOBUAHOM XKeJie3bl, MOJIOYHOM XeJe3bl, SUIYHUKOB, Meaua-
CTUHaJlbHas TepaToMa M 3J0KadyecTBeHHas Tumoma [7, 8].
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PaszButue JID MoxeT mpeniiecTBOBaTh OHKOMATOJOTUU TMEPUO-
JIOM 10 ABYX JeT Yy 62 % OOJbHBIX WIM MPOTEKaTh OTHOBpE-
MeHHO ¢ Heit [5]. B 40 % ciydaeB 3a0oj1eBaHMEe HOCUT MIMOMNA-
TUYeCKU# xapaktep [2].

IlatoreHnes JID cBsizaH C BBIPAOOTKON IEpPEeKpecTHO peak-
TuBHBIX AT K KJIeTKaMm paka u HeilpoHanbHbIM Al numOuye-
CKOI CHUCTEeMbI, K KOTOPOI OTHOCUTCSI TIOSICHAsI U3BUJIMHA, TUII-
MmoKaMn, MWHIAJEBUIHBIA KOMILJIEKC, COCKOBUIHBIE Tejia, JI0-
KaJIM30BaHHbIE B MeAUAJIbHOM OTIeJie BUCOUHBIX goneit [1]. TIpu
JID Beipensiior aBa tuna AT: 1) BHyTpukierounsie (Hu, Ma2,
CV2/CRMP3-5), vaiiie acCOUMUPOBAHHBIE C PAKOM SIMYEK U Jier-
KuX; 2) K KJIETOUHBIM MeMOpaHaM (voltage-gated calcium chan-
nel, cell membrane antigens uiu N-MethyKD-aspartate recep-
tors), HabOMOaIOIIKMECsST TPU TUMOME, TepaTOME WJIW UANONATHU-
yeckux ¢opmax 3adoneBanus [4, 7]. Cneuubuunbim mist JIO
CUMTAaeTCsl MOBBILIEHWE TUTPa aHTU-Ma2 aHTUTeJN, KOTOpoe Ha-
omomaetcsa y 82 % GonbHBIX [§].

KnvHudeckue cuMnToMbl 3a00J1€BaHNST pa3BUBAIOTCS OCTPO
WA MOJO0CTpPO, Tpeobiamasi MO YacTOTe Y MYXUMH MOJIOXe
45 net. Y yactu OOJBHBIX OTMEYAIOTCS TMPOAPOMAIbHBIE CHUM-
NTOMbI B BuAe 0OLIel cn1aboCTU, TOBBILIEHUS] TeMIlepaTypbl
WIN CWIbHOI HeBponaTuieckoil 6onu [5]. Pazputas cragus JIO
XapaKTepu3yeTcsl COoYeTaHWEM HEBPOJOTMYECKUX, TCUXuye-
CKHMX M TOBEJCHUECKUX HapylleHuii. Beaymyumu HeBposoruye-
CKMMM MPOSIBCHUSIMU JID cunTaroTcsl ObICTPO pa3BUBAIOLIMECS
KOTHUTUBHbBIC HAPYILIEHUS U SMUJIENTUYECKUN CUHIPOM, KOTO-
pble CBsi3aHbl C IopaxeHueM rumnmnokamna [l1]. KorHutuBHas
MUC(YHKIUS TPOSIBISIETCS B BUAEC CHUXEHUSI KPAaTKOBPEMEH-
HOH MaMsITH, yTpaThl CMIOCOOHOCTU K 3alIOMUHAHUIO HOBOI MH-
dopmanuu. B gagpHeieM MoOXeT HaOII0AaThCsl TOTAJIbHAS JIC-
MEHIIUS C yTpaToil aBTOOMOrpacuyeckKux AAaHHBIX U COLIMAIb-
HBIX COObITUI, KoHMadymauusamu (KopcakoBekuit cunapom) [7],
DNUIeNTUYECKUN CUHAPOM XapaKTEePU3yeTcsl TPOCTBIMU U CJIOXK-
HBIMU abcaHCaMU, TIPEXOSIIIUMU MaKpo- UM MUKPOIICUSIMU,
nepexuBaHUsSIMU TuIa deja-vu (y>ke BUIEHHOIO), BTOPUYHO Tre-
HEPAJIM30BAHHBIMU CYIOPOXHBIMU MPUCTyNaMU, opodaluaib-
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HBIMU TUCKUHE3USMU (HETIPOU3BOJBHBIM XEBaHWUEM, TJIOTaHU-
eM, npuuMokuBaHueM ryoamu) [3]. IIpu JID moryt HabmomaTh-
Csl HapyllIeHUsI CHa B BUIIE W30BITOYHOU JHEBHOW COHJIMBOCTHU
WJIA HACWILCTBEHHOTO 3aChIMaHUSI TUIA HAPKOJIENICUM (3achima-
HUSI B HEOOBIYHOE BpeMsl) M KaTarieKCUM (BHE3aMMHBIX KPAaTKO-
BPEMEHHBIX 3MU30/I0B MBIIIEYHOU C1ab0OCTH, 3aKaHYMBAIOIIUX-
csi cHoM). OOILIEeMO3roBoii, OOLIEMHTOKCUKALIMOHHBIA 1 MEHUH-
TeaJIbHBI CUHAPOMBI IS JID He XapaKTepHHBI.

®opMUpOBaHUE TCUXOTUYECKUX M TOBEAEHUYECKUX pac-
CTPOMCTB mpu JID CBSI3bIBAIOT C Pa3pbiBOM 3MOLMOHATLHOTO
kpyra [leiirenia B iuMOuYeckoil cucremMe. TUNMMYHBIM TSI 9TOM
MaTOJIOTUU CYUMTAIOT PA3BUTHE JE30PUEHTAllUM BO BpPEMEHU
U MPOCTPAHCTBE, PACCESTHHOCTh, SMOIIMOHAIbHYIO TYOCTb, MO-
TEpI0O WHULIMATUBHOCTU, UPE3MEPHYIO BMNEYATIUTEIbHOCTb, THU-
MepPCeKCyabHOCTh WM HEOObIYHOE TMociyianue [1].

TeueHue JID MoXeT MMETb MPOTrPECCUPYIOIINIA, perpeccrpy-
IOlIMiA, a Takke peLMAMBUpYIOLIM XapakTep. Ilatomopdo-
JIOTUYECKU TIPU 3TON MATOJOTUU HAOOAAETCST TTOTEpsT HEMPOHOB,
BBIPAXEHHBIN [IMO3, YBEJIMYEHUE KOJUYECTBA TUMIEPTPpOoduUpo-
BaHHBIX AaCTPOLIMTOB, TEPUBACKYJISIPHOE CKOIUICHUE JEHKOIM-
TOB BOKPYI' MEJKUX KPOBEHOCHBIX COCYIOB, JIOKAJIMN30BAHHbBIC
B TUIIIIOKaMIle ¥ COCKOBUIHBIX TejIax [6].

HuarHoctrka JID OCHOBBIBAETCS HAa aHANU3€ KIMHUYECKON
KapTUHBI, aHAMHECTUYECKUX CBEIEHUSIX U CKPUHUHTE HATUYUSI
OHKOJIOTUYECKOTO TPOIEcca, OCOOEHHO paka SIMYeK WIA Mpo-
CTaThl Y MYXXUMH MOJIOMOTO BO3pAcTa, MOBBIIIEHUU TUTPA aHTHU-
Ma2 aHTUTEN B CBIBOPOTKE KPOBU, BBISIBIEHUM HE3HAUUTEBHO-
ro JUM@POIUTAPHOTO TIEOIMTO3a, MOBBIIIEHUSI YPOBHSI Oejika
U BbIsIBIeHUU ojurokinoHanbHbix IgG B LICXK [4]. duarHoctu-
YeCKyl0 3HaYUMOCTb UMEIOT pe3yiabTaThl OBI (puc. 30), ykas3bl-
BalOIIME HA HaJW4YUE OJHOCTOPOHHETO WJIU JIBYCTOPOHHETO
oyara SIMWJIENTUYECKOH AKTUBHOCTM B BUCOYHBIX HOJSIX [7].
IMpu nposenenrt MPT romoBHOro Mo3ra y 00ibHBIX ¢ JID BbI-
SIBJISIIOT HaJIMYUE OJHOTO WJIUM HECKOJIbKUX CUMMETPUYHBIX THU-
TMIEPUHTEHCUBHBIX OYaroB B 00JIACTU TUIMIIOKaMIIa WIX MO30JIU-
croro tena (puc. 31). TTo3UTpOHHO-IMUCCUOHHAs ToMorpadust
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Puc. 30. B3I npu nmuMmOudecKoM dHIEhANTNUTE. BBISBISIOTCS OYaroBbie
HapyIIeHUs] BUCOYHOM JTOKATN3aluu

OoOHapyXMBaeT CHUXXEHME HAKOIUIEHUsI M30TOoNa B MeAUaIbHOM
MOBEPXHOCTU JIOOHBIX U MpedpPOHTAIBHBIX 30HaX Mo3ra [3].

JuddepeHLmanbHbiil 1uarHo3 JID MpoBOAST ¢ OCTPBIMU Ce-
PO3HBIMM 3HIEedanMTaMy, BbI3BAHHBIMU BUpPycaMU reprieca, DIi-
mreiiHa-bappa, LIMTOMErajoBUpPyCOM; CUMUIUTUYECKUM, Ty-
OepKyJie3HbIM Ooppenro3HbiM, BUY-3HUedannToM; ocTpoii mo-
nusuuedanonatuein BepHuke. OTa ¢opMa pa3BUBaeTcs Iocie
C ynoTpeOeHUsT aJdKOrojsl U XapaKTepU3yeTCs BbIpaxK€HHBIMU
[J1a30ABUraTeIbHBIMU HApYILIEHUSIMUA, OCOOEHHO YacTo Iape3oM

B30pa BBEPX MPU COXpPaHEHHOM
9:5222%:'"7',";‘5: CO3HAHUMU.

B neuenuu JID B paBHOH
creneHu 3¢ dekTuBHbl KC 1o
cxeMe mynbc-tepanusi 1 BBUT
[5, 6]. CumnromaTuyeckas Te-
pamusl BKJIOYaeT Ha3HaYeHUE
aHTUKOHBYJIbCAaHTOB(BaJIbIIPO-
aThl, JAMMKTaJI, TOIlaMaKC), aH-
TUIICUXOTUYECKUX CPeACTB (pu-
CHOJIENT, KJI03alMua)u HOOTPO-
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I'nc. 31. MPT ronoBoro mosra mpu ~ 110B (Jtyneram, HOOTPOIIWI).
JTHMOMUIECKOM SHIleanuTe: BESIBII- B ClIydasgXx pedpakTepHOro

eTcs oyar MOHWXEHHOW TUIOTHOCTH
B 00J1aCTH KOJICHA MO30JIMCTOrO Tejia
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(EeKTUBHBI HEWPOXUPYPTrAUYECKUE BMEIIATENbCTBA (yIaJcHUE
JIOOHOW WJIM BUCOYHOM J0JIU, TUOO CeJIEKTUBHAS aMUTIAIOTUIT-
nokammakromus) [5, 8].

ITpornHo3s npu JID HeonpenenenHswiit. [To MueHwuto L. Bataller
et al. [2], ny4imimii Wcxod UMEIOT MAalUMEHTHl ¢ Haauuuem AT
K HEMpOHATbHBIM KJIETOYHBIM MEMOpaHaM FMMIIOKaMIIa.

JIuTepaTypa
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2.2.4. CHHAPOM OTICOKJIOHYC-MHUOKJIOUYC

Cunpapowm orcokynoHyc-Muokiionyc (COM, MuokioHUYeCKast
9HIedaTonaTusi, CUHAPOM TAHIYIOIIUX TJ1a3 U HOT) BIEpPBbIE
ormucan Sandifer u M. Kinsburne B 1962 1. [1]. B momoBuHe ciy-
YaeB 3Ta MATOJIOTWMSI HOCHUT TapaHEOoIIaCTUYECKU XapakTep,
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3HAYMTENIBHO Mpeobianas Mo 4yacToTe y aeTeil [6]. 3aboseBaHue
BCTpeyaeTcsl oueHb penko. Ero McTuHHas yactora HEU3BECTHA
B CBSI3U C BO3MOXHOCTBIO CITOHTAHHOW WHBOJIOIUU OMYyXOJIEH
B JeTckoM Bo3pacte. PacnpocrpaneHHocts COM B CIIIA co-
crapisier 1 ciydait Ha 10 mH HaceneHus [7]. Y meteii pa3Bu-
Tie COM B OCHOBHOM CBSI3aHO C POCTOM OMYyXOJiell cuMITaThye-
CKO HepBHOH cucteMbl. Cpein HUX IO 4acToTe MpeodsagaloT
HelipobiacToma (88 %) u ranrmoneiipoma (12 %), Jare Joka-
JIN30BaHHbIE B 3a0PIOLUIMHHOM IPOCTPAHCTBE WMJIM CPEAOCTe-
Hum [6]. Y B3pocibix COM 06GBIYHO pa3BUBaeTCs MPH paKe MO-
JIOUHOM Kejie3bl, SIMYHUKOB, MaTKU, JIETKUX, MOYKHU, HEXOMXK-
KWHCKOW JTuM(OoMe UJr Mocye nepecaaky CTBOJIOBBIX KIIETOK [8].
IMpeobnanator ciydyau nquarHoctuku COM chiycTss HECKOJbKO
MecsI1IeB TIOCJIe BBISIBIIEHUST OIyX0JIeBOTO Mpoliecca. B enuHmy-
Hbix caydasx COM MoxXeT pa3BUBaThCSl 3a HECKOJbKO JIET 0
nebrora oHkomartonornuu. Y 50 % OGOJBHBIX 3Ta IMaTOJIOTUS HO-
CUT UAMOTATUUECKUI XapaKTep U ero MosiBIeHHWe OObIYHO CO-
BMaNaeT ¢ MePeHECEHHBIMU PECTIMPATOPHBIMU 3a00JIEBAaHUSIMU,
Ha one npyrux A3 (Tupounut, nuddy3Hbie 60IE3HU COSTUHU-
TeJIbHOM TKaHU B 15,8 %) wnu mociie BakuuHaui [1].

Pazputie COM uyailie CBSI3bIBAIOT ¢ ayTOMMMYHHBIM IIPO-
1IeCCOM, KOTOPLIi y eTeil hopmupyercsi Ha (OHE BPOXKIACHHBIX
WA TTPUOOPETEHHBIX HAPYIIEHUN PETYyISITOPHBIX MEXaHU3MOB
WUMMYHHOU cuctembl. B ocHOBe maroreHe3a 3a0ojieBaHUS Jie-
XXKWUT CITOCOOHOCTh HEUPOOIACTOM CHHTE3UPOBATh HEUpOHAIb-
Hble OEJIKM, KOTOphIE, SIBSISICh MapaHeoractuueckumu Al
OKa3bIBAIOTCS CXOAHBIMU MO CBOEU CTPYKTYpE C KJIETKAMU MO3-
xkeuka. [Tpy COM MmuleHbI0 ayTOUMMYHHBIX PeakKLUii oKa3bl-
BalOTCsl TpaHyJspHble HEUPOHBI siAep Iuarpa {nucleus fastigii),
pacmoJIOKEHHbIE B TTOTYIIAPUSIX MO3XEUKa, U aKCOHbI, CBSI3bI-
BalOIIME UX CO CTBOJIOM Mo3ra [8]. Ijist 3Toif maToaoruu xapak-
TEPHbI HAPYIIEHUST KJIIETOYHOTO U TYMOPAJIbHOIO UMMYHUTE-
Ta [3]. Ot™evatotcst ymeHbleHre Chb4-1uM@OoIUTOB, MOSIBJICHUE
mmpokoro crnektpa AT mpoTUB BHYTPUKIETOYHBIX MPOTEUHOB:
aHTU-Y K LUTOIUIa3Me U aKCOHaM KJeToK Ilypkunbe, aHTu-H,
K siipaM HEMpPOHOB, aHTU-aNb(hadHOJA3bl, aHTU-HEWPOJEKIHA,
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aHTU-TJIUAUHY, AHTU-IHAOMU3MUIO [8]. YV nmereil W B3pOCIbIX
cneuuuyHbiM st COM sBisieTcsl nosiBjieHue aHTU-Rj aHTH-
TUTEN, OOJaAaoIIUX AaHTUNIPOIUGEPATUBHBIM U UPOANTOTHYE-
ckuM 3¢ dexramu [3]. B naguonaruyeckux ciaydasx COM B ka-
YeCTBe BO3MOXHOU MPUUYMHBI MPEAnojaraioT pojib napamHdek-
LIMOHHBIX 3200JIeBaHUI ¥ BaKLIMHALIMU. B KauecTBe BO30yauTENst
paccmatpuBaloT Bupychl Kokcaku, DnirteiiHa-bappa, nuxo-
paaku 3ananHoro Muna, mapBoBuUpyca, SHTepoBUpyca. Y nereit
BO3MOXHYIO MPOBOIUAPYIOIIYIO POJIb UTPAET BaKIIMHALIMS TTPO-
TUB KOPH, MApOTUTA, KPACHYXU, TeMOMWIbHON NaJoYKu Tumna B,
nudTepun, KOKIoIIa, cToNOHsAKa. OnHaKo mpsiMasi CBSI3b MEX-
ny COM, mapanH(beKIIMOHHBIMU 3a00J€BaHUSIMU U BaKIIMHa-
nueit He qokasaHa [I].

KnvHuyeckasi kapTrHa 3a00JieBaHUST Y JeTEil U B3POCIbIX
coBmnanaiwT. Crpanalot auua oboero noja. ¥ aereit COM pas-
BUBAeTCs OCTpPO, yalle B Bo3pacTte 1,5-2 yer. 3abojieBaHUIO
O00BIYHO TIPEAIIEeCTBYIOT TMepeHeCeHHble HaKaHYHe pecrupa-
TOPHO-BUPYCHas1 UHMEKIIUS, INXOpaaKa WA TacTpO-UHTECTU-
HaJbHBI CUHAPOM. BBIAEISIOT paHHUE CUMIITOMBI OOJIE3HHU,
KOTOpble pa3BuBawTcd cnycTs 1-2 Hemenu. K HUM OTHOCST-
Csl HECHUCTEMHOE TOJIOBOKPYXXEHHUE, IIaTKasi MOXOAKa, 4acThie
MafeHusi, KOTOpble MO3BOJSIOT OIIMOOYHO 3aMOJ03PUTH liepe-
oeuut [7]. Tlo3gHWE CUMMOTOMBI BKJIIOYAIOT TPEMOP TOJIOBHI,
TYJIOBUII]A U KOHEYHOCTEW, HapyUIEHUE PEYr, CHUXEHUE MbI-
IIEYHOTO TOHYCA, CJIIOHOTEUYCHWE W XapaKTepHbIC MPU3HAKU
00JIE3HU B BUJIE OINCOKJIOHyca U MUOKJIOHYyca [4]. OrncokioHyc
nposiBasieTcss B hopMe OBICTPBIX, OECTIOPSIAOUHBIX, HEPUTMUY-
HBIX, UHOTJIA CEPUIHBIX ABUXEHUI IJ1a3, YTO OMpPaBIbIBAET Ha-
3BaHUE OO0JIE3HU «CHUHIPOM TAHUYIOIMUX Tia3». OINCOKIOHYC
00BbIYHO HAOIOMAeTCs B TOPU30HTAIbHOM HAMpaBICHUU, PEXE
B BEPTUKAJIBHOU MO0 rOpU30HTAIBHOU TockocTsx [S]. Apy-
TUM MAaTOTHOMOHWYHBIM MPOSIBJICHUEM OOJIE3HU SIBJISIIOTCS TO-
JIMMOPGhHBbIE MUOKIIOHUU B (hOPME KOPOTKUX, OTPHIBUCTHIX JABU-
KEHUI HeOONbIIOoNW aMIIUTYAbl. MHUOKIOHWM TpeodianaoT
B MBbIIILAX BeK, Iyd, TYJOBUIE W MPOKCUMAJbHBIX OTAEIaX
KOHe4yHocTel [1].
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B pazBuToii ctanuy 0oJie3HU MAlMEHThl HE MOTYT CUACTD,
CTOSITb M XOJUTh M3-32 BBIPAXKEHHON CTaTMYECKOW, TMHAMUYe-
CKOW aTakcuu M Tpemopa. IIpu nepexoge M3 ropu3OHTAIBHOTO
TOJIOXKEHUS B BEPTUKAJIBHOE, TOMBITKE IIeJIEHATIPABIEHHbIX IBU-
KEHUU WU TIpU 0eCOKOMCTBE y NeTel yCUIUBAIOTCS MUOKIIO-
HUU B HoTax, (opMupysi (heHOMEH TaHLYIOLIMX HOT, a TPEMOP
MpuoOpeTaeT reHepaan30BaHHbIN xapaktep. B moboM Bospac-
T€ y OOJBHBIX HapyIIAeTCs MOBEACHUE, MOSIBIISIETCS TOBBIIICH-
Hasl pa3paXkuTeIbHOCTD, IPUCTYTIBI IPOCTU, HAPYIIIAeTCsI COH [7].
TeueHue 00J€3HUM B JETCKOM BO3pACTE XapaKTEPU3YETCS XPO-
HUYECKUM TEYEHUEM C TMOBTOPHBIMU OOOCTPEHUSIMU Y TOJIOBU-
Hbl manueHToB. Y 80 % neteil HaOMIOOAIOTCS PE3UIyalibHbIE
SIBJICHUS B BUJIC HAPYIIEHUI MOBEACHUS, U3BMEHEHU peuun, CHU-
JKEHUSI KOTHUTUBHBIX GyHKIUA [5]. HeykinoHHO mporpeccupy-
ollee TeyeHUe OOJIE3HW C JIETATbHBIM HCXOIOM BCTPEYAETCS
penxo. ITatoMopdonornyecku Mmpu 3TONW MATOJOTUU HAXOMST
yMepeHHyo Auddy3Hyl0 IeMUeIMHM3alMI0 0eoro BellecTBa
MOJTyIIapUiA TOJIOBHOTO MO3Ta, YMEHbIIIEHWE Yucia KieTok [1yp-
KUHbe, aTpOGUIO sIaep LIaTpa U TMOeib UX aKCOHOB [6].

HuarHoctuka COM OCHOBBIBa€TCSI Ha aHAIU3E KIUHUYE-
CKOM KapTUHbBI, aHAMHECTUYECKHUX CBEIEHUSIX 1 CKPUHUHTOBOM
WCCJIEIOBAHUU JeTel Ha MpeaMeT UCKIIOYEeHUsT Helpobiacto-
Mbl. C a10ii 1enpo 00bryHO ucnonb3ytoT KT i MPT rpynHoit
KJIETKU, 3a0pIOIIMHHOIO MPOCTPAHCTBA U MaJIOro Tas3a. JluarHo-
CTUYECKYIO0 3HAYMMOCTb MMEIOT TOBBIILIEHUE TUTpa aHTU-Rj aH-
TUTUTEN B CBIBOPOTKE KPOBU, BBISIBJICHUE HE3HAYUTEIBHOTO JINM-
douurapHoro IjaeonuTo3a U oaurokjgoHadbHbiXx AT B IICXK.
M3menenus npu MPT npu naHHO#W NMaTtoaornu OObIYHO HE3Ha-
YUTEJbHBl WX MaJoun(OpPMaTUBHBL. I UCKITIOUEHUST DIU-
JIENITUYECKOTO TeHe3a MUOKJIOHUM OIlpeleeHHOe 3HayeHUe
uMeroT pesynabratel OOI, ykasplBalolle Ha CHUXXEHUE TOpora
CYJIOPOKHOU aKTUBHOCTU, TUOO TOSIBJICHUE KOMILIEKCOB «OC-
Tpasi-MeJIEHHAas» BOJIHA.

Huddepenumnanbubiii auarno3 COM mpoBoOaAT ¢ AereHepa-
TuBHBIMU 3ab6oneBaHussMu [ITHC (cnuHo-1iepeberisipHast aTak-
cusl, NeMeHIus ¢ Teabuamu JleBu, KopTUuKoOazaibHasl JereHe-
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pauusi); CTBOJIOBBIM 3HIE(anuToM; 6one3Hblo Kpeiitidenpara-
Axobu; nemuennHusupyommrmu 3adonesanusmu LITHC (ocTperit
paccesgHHbIl 9HLEehaTomuenut, PC); Tokcuueckoii uim Merado-
JIMYECKOM 3HLEedaronaTueit; NocTaHOKCMYECKUM MUOKJIOHYCOM
(cunapom JlaHca-Amamca); IpOrpeccupymrolleili MUOKIOHUYE-
cKoil aTtakcueil (cuHapoMm PaMcesi-XaHTa); HOHOILIECKON MMO-
KJIOHMYECKOW smwiencueil; sHnedanronatueit XamummoTo |[2].
B psne ciydaeB cinoxHo omimuuth COM OT reHepann3oBaHHO-
ro tuka (6onesnp Kunb ne na Typerra). IlociaeaHsisti ¢opma
ominyaercss oT COM pa3BUTHEM BOKAJIM3AIMU (HEMPOU3BOJIb-
HBIM TIPOM3HECEHUEM HEapTUKYJUPYEeMbIX 3BYKOB WM OpaH-
HBIX CJIOB).

B seuenun mapaneomnactuyeckoro COM o0si3aTebHBIM
YCIIOBUEM NOCTUXEHUST OJIATOMPUSTHOTO PE3YIbTaTa SIBISIETCS
yIajJeHue OIMYyXOJM, ONHAKO B OOJBIIMHCTBE CIy4yaeB OIHOM
oIrnepalMy OKa3blBaeTCs HeaocTaToyHo [7]. B kauecTBe KoMOu-
HUPOBAHHOUN Tepanuu TMPUMEHSIOT aIpeHOKOPTUKOTPOIHBIN
TOPMOH WJIW €ro CUHTETUYECKUI aHajior cuHakreH-aeno, KC
(mekcameTaszoH, METUIMPEIHU30JI0OH), MMMYHOCYIIPECCAHThI
(azatuanpuH, metotpekcar), BBUI' [4, 5]. IIpenapar nogdoupa-
eTCsl UHIMBUIYaIbHO M OOBIYHO Ha3HAYaeTCsl JJIUTEIbHO B BUE
TMOBTOPHBIX MHOTOYMCIIEHHBIX KYpPCOB IyJibCc-Tepanuu. Omuca-
Hbl TIOJIOXUTENbHBIE De3yabTaThl TMpuMeHeHus [1P, omHako
y JIeTel 3TOT METOJ JIEYEHUS] UCIMOb3YEeTCsl OrpaHWYeHHO [1].
3a mocyieqHUE TOAbl MOSIBUIUCH COOOIIEHUST O OJIarOMpUsITHBIX
pe3yJbTaTax MCIOJb30BaHUS puTykcuMada [8]. Ilo maHHBIM
M. Pranzatelli et al., TO3UTUBHBIE KIIMHUYECKUE U UMMYHOJIO-
ruyeckue capurn (konmyectso CDI19 w IgM B chiBopoTKe
u LICXK) nmocne yerbipex uHOY3uit putykcumada (375 Mr/m )
oT™medeHbl y 81 % meteit [4]. Y manMeHTOB C JIETKOM - CpeaHei
TSKECThIO (MO 1IKajie ABUTaTeNbHbIX (yHKuuMi 1-24 Oamna)
MOXHO OTPaHUYMTHCS MPOBEACHUEM CUMIITOMATUUYECKON Tepa-
nuu. C ueaplo KOppeKiuyu NMOoBeIeHUYEeCKUX HapylIeHUI MoKa-
3aHbl CEAaTUBHBIE CPEICTBA U aHTUIICUXOTUKM. ISl yMeHblile-
HUII HEMPOU3BOJIBHBIX JBUXKEHUI Ha3HAYalOT aTUMUYHbIE OEH-
301a3enrHbl (KJIOHA3emaM) U MPOTUBOCYIOPOXKHBIE CpeacTBa
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(JlaMOTpUIXMH, ToraMakc). JIo3y U KpaTHOCTb IIpueMa mpemna-
paTa BbIOMPAIOT SMITUPUYECKMU.

ITporHos y 6onbHbIX ¢ COM 3aBUCHUT OT TSIKECTH 3a00JieBa-
HUS B 1e0I0Te, KOJIMYECTBA 0OOCTPEHUI U BPEMEHU C MOMEHTA
HayvaJia MaTOreHeTUYECKOW Teparnuu.
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2.2.5. HeBponaTusi ¢ mapanporeuHeMuei

Hesponarus ¢ napanporennemueii (HCII, MoHOKITOHaBbHAS
raMmarnatusi, JUCKpas3us TIa3MaTUYeCKUX KIJIETOK) - TeTepo-
TeHHasl MaTOJOTUSI C BTOPUYHBIM U30UPATEIbHBIM MTOPAKEHUEM
nepudepuyeckux HepBoB. Ee mpruurHaMu yallle sSiBsIIoTCs 3710-
KauyecTBEeHHbIE TUMdoTpoanudepaTuBHbIE 3a0071€BaHNSI KPOBH,
B OCHOBE KOTOPBIX JIEXKUT MOBBIIIEHHAs BbIPa0OTKa MOHOKJIO-
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HaldbHBIX [g mpeuMylniecTBEHHO Kilacca M eAUMHBIM KIIOHOM
wiazmaTuyeckux knetok [7]. HCII oTHOCHUTCST K 4MCily ayTOUM-
myHHbIX [THIT u BcTpewaeTcs BO Bcex CTpaHax MHpa C 4acTo-
Toii 1 ciyvaii Ha ImuH HaceneHus [7]. [lo HamIMM AaHHBIM,
B ctpyktype BAII maumentsr ¢ HCII cocrasasiior 16 %. Brep-
Beie HCII omucana J. Logothelis et al. B 1960 r. y mauueHTOB
¢ MukporjgodoynuHemueil BanbneHctpema. B mocnemymooniem
YCTAaHOBJIEHO, YTO 3Ta MATOJIOTUSI MOXET HaOitoaaThcsl Ha (hoHe
MHOXECTBEHHOU MUEIOMBI, COJIUTAPHOU MIa3MOLIMTOMBI, UTUO-
MaTUYECKOW TPOMOOIUTONMEHUYECKOW MypIyphbl, HEXOIKKWH-
cKOi JTUM®OOMBI, XPOHUYECKOU JTUM@POILUTAPHOU JeKeMUH,
MEePBUYHOM aMWJIOWI03€e U KpuoriodynmuHemuu [2, 4]. [lpu uc-
KJTIOYEHUU HAa3BAaHHBIX BbIIIE 3a00JIEBaHUN [J1sI 0003HAUYECHUS
0oJie3HU UCTob3yeTcsl TepMuH uauonatudyeckas win HCIT He-
omnpeneneHHoro 3HaueHus: (Monoclonal Gammapathy of Unde-
termined Significance) [S]. B crpykrype ITHII B CIIA s3Ta na-
TOJIOTUSI 3aHUMaeT 4-¢ MecTo mocjie NuabeTUYecKOW, Hacjen-
CTBEHHOU W ajkorojibHOW [2]. ¥V Oosiee MOJTOBUHBI OOJBHBIX
¢ HCII B chiBopoTKe uiau npu ouorncuu obHapyxuaercs IgM
napanpoTenHEeMUs, TOJIbKO Y TPeTH MalMeHToB - IgG mapamnpo-
TEUHEMUS] U TOJBKO B OTHEIbHBIX ciydasx - IgA mapanporeu-
HEMMUSI, ¥ OCTaJbHBIX HOCUT TMOJUKJIOHAIbHBINA XapakTep [5].
Yactora HCII yBenuunBaeTcs ¢ BO3pacTOM U COCTABJISIET Y JIUIL
mo 25 net-0,1 %, nocne 50 ner- 1 %, nocne 70 et - 3 %, a moc-
ne 95 neryxke 19 % [2]. Kak mpasuno, HCII nmpoTekaeT MemieH-
HO U OTHOCHUTEJIbHO J0OpOoKauecTBeHHO. bosee 3j10KkauecTBEHHOE
TeyeHue XapakTtepHo I cuHapoma POEMS (Polyneuropathy,
Organomegaly, Endocrinopathy, M-protein, Skin changes - mo-
JIMHEBPOIATUsl, OpPraHOMeTanus, 3HIOKPUHOMAaThs1, M-poTeuH,
KOXHbBIE U3MEHEHUs ), TakKXe W3BECTHOTO Kak cuHApoMm Crow-
Fucase [3, 6].

B matoreHesze 3abosieBaHusI M-mporerH urpaetr poiab AT,
KOTOpPBII BcTymaeT B peakuuio ¢ Al mepucdeprueckoro Hepsa.
Mumenbto ayrouMmmyHHou peakunu npu HCIT okassiBaeTcst
MUETUHACCOLMUPOBAHHBIN miukonpotenH (MAT), noxkanu3zo-
BaHHBI B MeMOpaHe TMepHAKCUAIbHBIX IIBAHHOBCKUX KJIETOK
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u mepexsatax PanBbe [6]. B pesynbraTe ayTOMMMYHHOM pe-
aKl[MM aHTUTEH-aHTUTEJO CTpajaeT MHUEJIVNHOBas 000JI0YKa
1 MeMOpaHa 0CeBOTO LMIWHIpA NMepudepruueckoro HepBa, 4YTo
CHOCOOCTBYET aAre3vuu (CAWMaHWI0) MUEIMHA C aKCOHOM W Ha-
pyIIeHUIO TIpoBeneHus umityabca [2], [Tpu 310l maronsoruum Ha-
OJIIoIaeTCsl TUMIEPAKTUBHOCTD MTPOBOCITAIMTEbHBIX IUTOKUHOB
(uaTepreiikuHa 1 1 6, pakTopa HeKpo3a omyxoan-anbda). Kpo-
Me TIOBBIIIeHUST TUTpa, cnemmduanoro s HCI, B 100 % ciy-
yaeB TUTpa aHTU-MAI' aHTUTENn OTMedaeTcsl YBEIUYEHUE KO-
audectBa M apyrux AT K cTpykTypam Tnepudepudeckoro
HepBa. K HUM OTHOCSTCS aHTU-CyIb(aTUaHbIe, aHTU-OeTa2-
IIMKONpPOTEeUAHbIE U aHTU-TaHIMo3uaHbie AT [8].
Kimmnanueckast kaptuHa HCII, cBsa3anHas ¢ IgM, oObI4HO Ha-
YUHAETCs TOCTETNeHHO, Yallle Y My>XYMH Toxuaoro Bospacra. IIpe-
00J1aIaI0T YYBCTBUTEIbHBIC HApYyIIEHWS B KOHEYHOCTSIX [6].
XapakTepHbl XTy4dre 001 U psii COMYyTCTBYIOIIMX UM CUMMTO-
MOB: TUIEparc3us (4YyBCTBUTEIbHOCTD BBIIIIE HOPMBbI), TUTIEP-
naTtusi (00JIb COXpaHSIETCs MOCJe MPEeKPaIIeHUsT pa3apakKeHUsI),
aIoAMHUS (MPUKOCHOBEHUE BOCTIPUHUMAETCS KaK 00JIb) U Ta-
pecte3un (4yBCTBO OeraHusl Mypaliek). X oCHOBHbIMU Mexa-
HU3MaMU SIBJISIIOTCS epudepuyeckas U LIeHTpajlbHasi CEHCUTH-
3anusi C-A HOLIMLENTOPOB U 3KTOMUYECKHE Pa3psiabl B MOBPEXK-
JIEHHBbIX y4yacTkax HepBa [l]. TIpeoOnamaeT AMCTaNIBHBIA THUIT
paccTpoiicTBa YyBCTBUTEIbHOCTU, KOTOPBIA HAYMHAETCSI C HOT,
a 3aTeM MOXET 3aXBaTUThb PyKM [5]. ¥ yacTu OOJIbHBIX TTOpaxa-
€Tcsl TTYOOKOMBIIIIEYHOE YYBCTBO M HAPYIIAETCS MOXOAKA THUIIA
ceHcuTuBHOU atakcuu. Onucanbl caydyau HCIT ¢ moctypanb-
HBIM Y MHTEHLIMOHHBIM TPEMOPOM B PyKaX, KOTOpbIE CBSI3bIBa-
IOT C PacCTPOMCTBOM CJIOXHBIX BUJOB YYBCTBUTEJIHHOCTHU [2].
CyXOXUITbHO-NIEPUOCTATbHBIE PeIEKChI BCEra YTHETEHbl WIN
BbIMANaOT. Yacto BcTpevarTcsi Kpamiu (O0Je3HEeHHbIE CyHO-
porv) B KOHEYHOCTSIX, OOJIE3HEHHOCTh MPU TaJbMalU HEPB-
HBIX CTBOJIOB HA KOHEYHOCTSIX, MOJIOXUTEIbHBIE CUMIITOMBI KO-
peuikoBoro HatsikeHus (Jlacera, Hepu). Ha mo3gHux cragusix
0OJIE3HU MPUCOEIUHSIOTCSI ABUTATEIbHBIE HAPYIICHUST UCKITIO-
YUTEJIbHO B JTUCTAJIBHBIX OTAeNaX (CTOMbl U KUCTU). YepemHbie
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HepBbl U IIHC 0ObIYHO MHTAKTHBI. JlbIXaTelbHbIE, Ta30Bble
u BeretatuBHble HapylieHus aiast HCIT He xapakTepHBbI.

B cayuasx cungpoma POEMS, kpome XpOHMUYECKOI CEHCO-
moTopHoii I'IIIT 1 noBkieHWsT M-IpoTeruHa B ChIBOPOTKE KPO-
BU, B KJIMHUYECKYIO KapTUHY y OOJBHBIX NOOABISIIOTCS Opra-
HOMerajius, SHIOKPUHOMATUSI U U3BMEeHEHUST Koxxu. OpraHome-
rajuvs MPOSIBIISIETCS YBEIUYEHUEM MEUEHU, CEJIE3eHKU, Cepalia,
TMOJIMBIIIEYHBIX U MAXOBBIX TUM(PATUUYECKUX Y3JIOB. DHIOKPU-
HOMaTHUsl BKJIIOYAET caxapHblii M HecaxapHbIi AuadeT, TMIOTH-
po3, TUIOTOHAAU3M, BTOPUYHYIO MAANOYEUYHUKOBYIO HEIOCTa-
TOYHOCTb. MI3MEHEHMSI KOXM HOCAT XapakTep Auddy3Hoi uin
MSATHUCTOU TUMEPHUTMEHTAI[MU, XapaKTEPHBI €€ YIUIOTHEHUE
W YTOJIIEHUE, TUTIEPTPUX03, MOOJIETHEHUE HOTTEBBIX JIoX. Yac-
TO BCTPEYAIOTCS MOJIOCTHBIE OTEKHU (ACIUT, TUIEBPUT, MEpUKap-
IUT) U aHacapka [3].

Teuenne HCIT 06b1YHO MEIJICHHO IIporpeccupyloiiee. Y JTuil
MOJIOIOTO BO3pacTa yXyIIlIeHWe HacTymnaeT obicTpee. OnmucaHbl
cllydyau JieTadbHOTO ucxona. Ilatromopdosiornyecku Tmpoliecc
XapaKTEepU3yeTCsl CETMEHTAPHON NeMUETWHU3AlUed U paciIu-
peHueM mepexBaToB PaHBbe. MUeIVMH MCTOHYAETCs B MapaHo-
MAJIbHBIX U IIIMUAT-JTAHTEPMAHOBCKUX YYaCTKaX C OTJIOXEHUEM
rpaHy1 ¢ (parMeHTaMW MUEIVWHA. BBISIBISIOTCS COUpaTbHbIC
nedopMaliii MUETUHOBOU OOOJIOUKU TIO TUITY <«JTyKOBUYHBIX
TOJIOBOK». YMEHBIIIAETCSI KOJIUYECTBO TOJCTHIX U TOHKMX HEpB-
HBIX BOJIOKOH, CBUJETEIbCTBYIOIIUX O BTOPUYHOW aKCOHAJb-
Hoil nereHepauuu. XapaktepHbiM 11t HCIT saeasieTcst oOHapy-
XXKEHUSI MPU UMMYHOTMCTOXMMHWYECKUX WCCIETOBAHUSIX OTJIO-
xeHust [gM BOKpYr U BHYTpU MUETMHOBOK 00osiouku [10].

HuarHoctuka HCIIT ocHOBbIBaeTCS Ha aHaluW3e KIMHUYE-
CKOl KapTMHbI, aHAMHECTUYECKMX CBEIEHUSX W CKPUHUHIO-
BOM HCCJIEIOBAHUU OOJIbHBIX HAa MPEIMET UCKIIOYEHUsS TreMa-
TOJIOTUYECKOW MaTOJOTUM, pe3yJbTaTax JabOpPaTOPHBIX U UM-
MYHOJIOTUYECKUX uccaenoBanuii [5]. K 4uciny pyTHMHHBIX
nabopatopHbix uccnenoBanuii nmpu HCIT otHocAT onpeneneHue
O0enka beHe-/IxXOHCa B CHIBOPOTKE KPOBM M MOYE€, KOJIMYECTBA
nmuMmponutos, COD u nporenHorpammsl [4]. [Ist onpeneeHus
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konuuectBa Ig kitaccoB M, G, A MIMPOKO MCTHOJIB3YETCS METO
paguanbHOl MMyHoaubby3un B resie o Manuunu. [Tpu mpo-
BEJEHUU JAaHHOW METOAMKM AUArHOCTUYECKU 3HAYMMBIM CUU-
TalT NoBbIIeHe YpoBHs IgM Bbiiie 3 /1 [4]. BaxHoe 3Haue-
HUE WMEET BBISIBJICHUE BBICOKOTO THUTpa aHTUTeN Kiacca IgM
K MAT no pesynbratam BectepH-070TTa [5, 8]. Ilpn nccnenona-
Hun LCXK oTrmedaeTcst ymepeHHasi OEJIKOBO-KJIETOYHAS JUCCO-
LIMaLMS C TTOBBIIIIEHUEM YPOBHS Oesika 10 1 1/71 U Bblle. Y 60Jib-
mHcTBa nauueHtoB ¢ HCIT no pesynsratam OHMI otmeuaet-
csl TIPEUMYIIECTBEHHO JNEMUETVMHUZUPYIOIIUN MMAaTTePH B BUIE
cHuxeHust CITH o MOTOPHBIM U CEHCOPHBIM BOJIOKHAM MEpU-
(eprUeCcKUX HEPBOB, B TO XK€ BpeMsl HAOII0IAaeTCs] 3HAYUTEb-
HOE yBeJIWYeHUEe JareHTHoe™ u mnonudaszHocTh M-OTBETOB,
YTO yKa3blBaeT Ha BTOPUUYHYIO aKcoHomatuio (puc. 32). B ciuy-
yasix nporpeccupytomiero teuenuss [THIT ompeneneHHylo Tmo-
MOIIIb OKa3bIBAlOT pe3yJbTaTbl OMONCUM WKPOHOXHOIO HEpBa,
OJTHAKO €€ MPOBEeJeHUE B TUMMUYHBIX CAydyasx He SIBJIsieTCs 00si-
3aTeIbHBIM [6].

Huddepenumanpayo nuarnoctuky HCIT mpoBogsit ¢ apy-
rumu ayrouMMyHHbIMU TTHIT (octpas u xpoHudeckas BJIII,

4 t T T

Puc. 32. DHMI npu HCII: M-oTBeThl, 3alIMCaHHbIE ¢ KOPOTKOM MBIIIIIIHI,

OTBOJISIIIIEN OOJIBIION Tayel] TIPY CTUMYJISILIMM CPEIMHHOTO HEpBa C TUCTaNb-

Hoii (1), mpoKcUMaITbHOIM (2) TodeK U ¢ Touku Dpba (3). OTMeuaeTcst CHIKEHUE
CIIU, 3HauuTeIbHOE YBEIMYEHUE JTJaTEHTHOCTU M-OTBETOB
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MyJIbTU(OKAIbHASS MOTOpPHAsl HEBPOMATHUS), JAUAOETUYECKOM,
aJIKOT'OJILHOM, HacaeacTBeHHo u Metaboanyeckoii ITHIT. Hau-
OoJiblyI0 clOXHOCTh mpeacTasisieTr otanure HCIT oT xpoHu-
yeckoii BJITT, mist KOTOpoii xapakTepeH CMEIIaHHbIN XapakTep
JIBUTATEJIbHBIX HApPYIIEHUN (COYeTaHUE MPOKCHUMATbHbBIX Tape-
30B C JUCTAJIbHBIMU), MEHbINAS BBIPAXKEHHOCTb UYBCTBUTEIb-
HBIX PacCTPOWCTB, YaCTO€ BOBJIEYEHUE B TIPOLIECC YEPEITHBIX
HEPBOB, OTCYTCTBME B CHIBOPOTKE KPOBM W OMOINTaTEe Maparpo-
teuHa M u antuten k MAT [§],

Jleuenue HCII npoBoasiT MHOAMBUAYAAbHO U BKJIOYAIOT
coyeTaHMe CHMMIMTOMATMYEeCKON W MaTOreHeTWYeCKOl Teparuu.
B ciryyasix BBISIBIEHUSI TEMATOJIOTMYECKOU IMATOJOTUU JIeUEHUE
MPOBOJSAT COMIACHO COOTBETCTBYIOIIMM MPOTOKOJaM. Y OOJb-
Hbix ¢ HCII HeomnpenesieHHOro 3HaYeHUs] Tepanuio Ha3Ha4yaroT
ammnupudecku. CornacHO peKoMeHAalusIM pa3paboTaHHbIX. EB-
poneiickoit Menepanueit Heponsormyeckux CooOliiecTB, OTHO-
cutenbHO nobpokauectBeHHOe TeueHue HCII u BbIpakeHHBbIE
nmoboyHble 3¢hdeKkThl OT Ha3HAYeHUSI UMMYHOCYTPECCaHTOB Tpe-
OyIOT B KaXIOM KOHKDETHOM Cjydae B3BELIEHHOTO DeILeHUS
0 Ha3HaYeHUU MOMOOHBIX MpenapatoB [S]. B psae ciyyaeB Mox-
HO OrpaHUYMTHCS CUMIITOMATUYECKOM Teparnuei, Kotopas Ao-
CTUTAaeTCsl YMEHbIleHMeM 00JIeBOro cuHIpoMa (raGareuTuH,
nperadbajiiH), KOppeKIueil Tpemopa (KJIoHa3emnam, BajblIpoaThl)
U YYBCTBUTEJbHBIX HapylleHUN (MUJIbramMma, HeHpopyOuH).
Y G0BHBIX MOJIOAOTO BO3pacTa ¢ MPOTrPECCUPYIOIIUM TeUYEHUEM
3a00J1eBaHUSI OMUCAH TOJIOKUTEIbHBIN 3(GHEKT OT MPOBEACHUS
nmoBTOpHBIX KypcoB [1®, BBUT ¢ npeumyiiecTBamMu y MocieaHe-
ro Metoza [6, 7]. ITo muenuto J. Vallat et al., oOHapyXeHMe OTI0-
xeHuil IgM npu npoBegeHUU OUOMCUM SIBJISIETCS] JOCTAaTOUHBIM
OCHOBAaHWEM JJIST HA3HAUY€HUsI arpeccuBHOro jeueHust B Bumae KC,
nukinodocdana, nonuxumuorepanuu [10]. Merogamu BbiOOpa
tepanuu cuHapoma POEMS MoryT 6bITh JIOKabHOE O0Ty4YeHUE,
yIaJieHue U30JUPOBAHHON TJIa3MOLMTOMbI, [TUTOCTATUKU (MEJ-
¢anaH) B coYeTaHUU C TIPEAHU30JOHOM Uiu 6e3 Hero [3, 5].

Teuenue HCII, oGycinoBieHHoe aHTUTeaaMu K MAI, men-
JICHHO MPOTPECcCUpyolIee C IIUTETbHBIM COXpaHEHUEM (hyHK-
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LIUOHAJBbHBIX BO3MOXHOcTel. Y 11-20 % GoabHBIX JOOpOKaue-
ctBeHHoe TeyeHue HCII tpanchopMmupyercss B 3710Ka4eCTBEH-
Hoe [3].
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2.2.6. PeTuHajbHas gereHepanusa

PetunanpHasa nereHepauus (P) - peako BcTpewaromasics
MmapaHeoOHJIAaCTUYeCKasl aTOJIOTUsI, KOTOpast MpOsBIAsIeTCS U30M-
paTellbHBIM MMopaxkeHWeM ria3a. HaumGosee yacToil MpUYUHOMN
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€€ pa3BUTHUS SIBJISIETCS MEJIKOKJIETOYHBIA pak Jierkux. Pexe
npuynHoil PJl oka3biBaeTcsl 3710KaUYECTBEHHAs OMYyXOJb IIEUKHU
MaTKW, MOJIOYHOU 3KeJe3bl, TOpPTaHU WJIM MeJIaHOMa KOXMU.
Beinensitor Tpu kiuHudeckue gopmel P/I: kaHiiep-accouumpo-
BaHHasl pETUHOIATUSI, MeJaHOMa-acCOLIMMPOBaHHAasl peTUHOIIA-
TUS U HeHeoIlJlacTu4yecKas (MaMonaTudeckasl) peTuHomnartus [5].
IMatorenes P]I cBs3aH ¢ Beipa®oTKoi AT K ogHOMY WU He-
CKOJIbKUM peTUHaIbHBIM OenikaM. K unciay menuaropos P/I ot-
HocaT AT K peKkoBepuHy, alibda-3Hoja3e, apeCTUHY, POIOICHU-
Hy, TUTUHY, MeTodwinHy [2]. Haubomnee yacto (B 63,5 %) oHun
00HaApYXMBAIOTCS TPU KaHLIEp-aCCOLMMPOBAHHOW peTHHOMNa-
THM, TTI0 CPABHEHUIO C MAMONATUYEeCKOM peTuHomatueit y 41,1 %
6osbHBbIX [1]. B opraHnuszme yenoseka naHHble AT mepcuctupy-
0T JTUTEJIbHOE BPEMSI, OT HECKOJIbKUX MECSILIEB 10 HECKOIbKMUX
ser. Hanbonee n3ydyeHHbIMU U crieuuUIHbIMU 1151 PJI IBISIIOT-
cs1 aHTu-pekoBeprHoBble AT JlokazaHO, YTO MeXaHU3M UX JAeii-
CTBUSI OOYCJIOBJIEH TIEHETpalME PETUHAIBHBIX CJIOEB CETYATKU
U TIOpaXeHueM (POTopelenTopoB U OUMOJSIPHBIX KIIETOK [2].
Menee usydyenol AT k anbda-sHomaze. G. Ren u G. Adams
B 3KCIIEPUMEHTE Ha MbIllIaX MOKa3aiu, YTo BBeAcHUE 3Tux AT
B CTEKJIOBUJHOE TEJIO BbI3bIBAET TMOENb TaHTJMOHAPHBIX KJle-
TOK ¥ MCTOHYEHHE CJIOEB PETUHAJIBHOM 000JI04KM [6]. BaxkHast
poJib B ayTOUMMYHHBIX pPEaKIUsIX TJ1a3a MPUHAIJIEKUT CUCTE-
M€ KOMIUIEMEHTa, B YaCTHOCTU MHTPAOKYISIPHBIM KOMILIEMEHT-
peryasaTopHbiM npoterHaM. ITo mHeHuto J. Sohn et al.; akTuBa-
s ppakmu komruiemeHnTta iC3e Ha paHHel (paze peakiuu aH-
TUTEH - aHTUTe0 TIpu P/] crmiocoGHa OCTaHOBUTDH BHYTPUTJIA3HOE
BOCITAJICHHWE U MPEAyNpPeaIUTh ITOBpeXIeHUe TKaHel [7].
Knunuueckue nposieneHust P/l pa3BuBawoTcs 6e3 BUAUMON
MPUYUHBI, OCTPO OO MOTOCTPO, B PABHOU CTENEHU Y MYKUUH
M XEHINWH, 4Jamie B Bo3pacte 50-60 ner. TUMUIHBIM SIBIISIETCS
0e300JIe3HEHHOE CHUXXEHUE 3pEHUsI Ha OAWH MO0 oba riasa,
4acTo COIMPOBOXAAIOIIEECs BhIMTaIeHUEM ToJiell 3peHusi, (hoTo-
ncusMu unu ¢ortododueit [1, 8]. dpyrue HeBposormyeckue
U CUCTeMHbIe TPOSIBJICHUSI 00Je3HU OOBIYHO OTCYTCTBYIOT.
Teuenue PJI mporpeccupymoliee, BO3MOXHBI €€ peluuauBbl [3].
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B nocnenytomeM y 4YacTu MalMEHTOB pa3BUBAETCsl CIIEMOTA
BCJIEICTBUE aTpodUU 3PUTEIBHOTO HEpBa JIMOO IereHepaluuu
pPETUHAJIBHBIX CJI0eB 0e3 oTioxeHwus1 marmeHTta [5]. TTatomop-
donoruyecku sl 3TONW MATOJOTUM XapaKTEPHBI MOTEPST Mao-
YeK U KOJI0OUEK, BocHaIuTeIbHAsI MH(PUIbTPAIUST pETUHATIBHO-
TO CJI0ST CETYaTKHU IJ1a3a.

HuarHoctuka P/] ocHOBBIBaeTCSI Ha aHAIMU3€ KJIMHUYECKON
KapTUHbI, aHAMHECTUYECKUX CBEIECHUSIX U CKPUHUHTOBOM UC-
clieIOBAaHUU OOJIBHBIX Ha TPEAMET MCKIIOYEHUsSI OHKOIMATOJO-
TUU, pe3ysibTaTax o(TaTbMOJIOTUYECKOTO (OCTpOTA 3pEeHUs, TTe-
pUMeETpUsi, BHYTPUTIA3HOE aBJICHUE, UCCIENOBAHUE TJIA3HOTO
IHA) U WMMYHOJIOTMYECKUX WucclenqoBanuii. OmnpeneneHHoe
3HaueHue umeeT omnpeneneHue AT K peTUHATbHBIM MMPOTEUHAM:
peKoBeprHY WK albta-3Honase. OqHako, no MmHeHuto G. Adams
et ai, TUTp aHTU-peKOBepUHOBBIX AT KoppenupyeT ¢ BbIpaXeH-
HOCTBIO TJIa3HBIX CUMIITOMOB, HO HE YKa3bIBA€T HA HAIMYUE pa-
KkoBoro mporiiecca [l1]. IMarHOCTUYECKYIO MOJIb3y OKa3bIBAIOT
pe3yabTaThl 3JEKTPOPETUHOTpadUU, KOTOpPasi BBISBISIET HOP-
MaJIbHBIM OTBET OT MaJOYeK CETYATKU Ha nepudepun U YMEeHb-
IIEHWE 1IEHTPATBbHOTO WJIM TOTAJTbHOTO OTBETa OT KOJIOOYKO-
BUJHBIX 3pUTENbHBIX KieTOK [8]. IlpoBemeHune OMTUYECKOM
KorepeHTHo# Tomorpaduu npu PII no3BojisseT 0OHapyXUTh Ma-
KYJISIpHBIN oTeK [3].

HuddepeHnnanbHbiil fuarHo3 Pl mpoBOAsT ¢ HEBPOJIOTU-
YEeCKUMHU 3a00JI€BaHUSIMU, TIPOTEKAIOIIUMHU C TIOPAXKEHUEM 3pU-
TeJIbHOTO aHanm3atopa (onTtuyeckas dopma PC, ontukoxuas-
MaJIbHBIA apaXHOUAUT, OTMyXOJIb TIEPEAHEN U 3alHEN 4Jeper-
HOW SIMKH ), IpYTOi 0DTAIbMOJIOTUYECKOW MATOJIOTHEN (OCTPhIM
TMPUCTYIIOM TJIayKOMbI, HEBPUTOM WA UIIEMUYECKOU OMTUKO-
naTueil 3putelbHOro Hepna). JduddepeHianbHass 1MarHoCcTu-
ka PJl ¢ apyrumu napaHeoIIacCTU4ECKUMU CUHIPOMAaMHU TPE-
craByieHa B Tabi. 17.

Jleuenue PII mpoBoasT ¢ momoubio HazHaueHuss KC myrem
CUCTEMHOTO JIU0O JIOKAJTBbHOTO (MEPUOKYISIPHOTO) BBEACHWUSI.
TTo nannubiM H. Ferreyra et al., niutenbHblil npuem KC npuBo-
T K yrydmenuio y 100 % GOMbHBIX ¢ KaHIEP-acCOIMUPO-
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Tao6nuna 17. Juddepenumansuas auarnoctrka PJI
Y IPYTUX MapaHEOTIACTHYECKUX CUHIPOMOB

[Mapaneonnactuueckiu! TunuuHslii nost Jlokanusauus Ayrtoanmutena
CUHOPOM I1 BO3pacT paka
JlambGepra-UtoHa | MyxumHbI > 40 JieT | 1erkue K TIOTEHLIMAN-
3aBHCHMBIM
KaJTbLIMEBbIM
KaHaiaMm
rofocTpast KEHIMHBI > 60 NIeT | IMYHUKK K KJIETKaM
nepedesUIsipHast IMypxurse
JiereHepanust (aHTH-Y)
JIMMOMYECKUI MykurHBI < 40 JIeT | AMYKHY, aHTu-Ma2
SHUEhATUAT pocTara
OIICOKJIOHYC- JIEBOYKU = HelpoOnac- | aHTU-R;
MUOKJIOHYC MaJIbYMKH, TOMa
1,52 roma
HEeBpoOMaTUs MY>KUMHBI > 60 JIeT | KpOBb aHtu-MAI'
C TapanpoTerHe-
Muer
PETUHATbHAS MYKUMHBI = JIETKVe AHTU-PEKOBEPU-
JieTeHeparmst KCHIIAHBI, HOBBIE
50-60 et

BaHHOU peTUHONAaTHel n'y 54 % MalueHTOB ¢ MAMOMATHYECKON
peTUHOMAaTHe, U3 HUX B 24 % ciy4aeB yJIydIIWIach OCTpOTa
3peHus, B 71 % - paciImpiInch mojis 3peHus, B 55 % - yMeHb-
IIWICST MaKkyJsipHbIlA oTeK [4]. B mocieqHue rofpl MOsSIBUIUCH
eIUHUYHbIE COO0IIeHUSI 00 3¢(pPeKTUBHOCTU OJJOKATOPOB Kallb-
LMEeBbIX KaHAJOB U amanumyMmada B tepanuu P/ [2]. M. Diaz-
Llopis et al. Habmomany KJIMHAYECKOe yaydineHue y 63 % 60Jb-
HbIX ¢ PIl, pe3UCTEHTHBIX K JPYTUM METOAAM JICYCHMS, TOCIe
MOJAKOXHOTo HaszHayeHuss 40 Mr aganuMymada exXeHeAesTbHO
B TeueHue roaa. [1o onbITy aBTOPOB, Mpenapat XOpollo NepeHo-
CWICSI U UMEJT TOJIbKO JIOKAJIbHbIE TTOOOYHBIE 3(P(PEKTH B MeCTe
BBeIeHUs [3].

ITporHo3 B otHomeHuu 3peHust npu Pl HeomnpeneneHHbI
U pa3inyaeTcsl OT OTHOCUTEIBHO CTAOUJIBHOTO COCTOSTHUS B T€-
YEHUE MHOTUX JIET 0 MEUICHHO MPOTPECCUPYIOLIETO TeUECHUS
C MIOJIHOM yTpaToit 3peHus |[8§].

231



JIutepartypa

1. Adams G., Ren G, Weleber R. Autoantibodies against retinal
proteins in paraneoplastic and autoimmune retinopathy // BMC Oph-
thalmol. - 2004. - Ne 4, - P. 4-5.

2. Alabduljalil T., Behbehani R. Paraneoplastic syndromes in neu-
ro-ophthalmology // Curr. Opin. Ophthalmol. - 2007. - Vol. 18. -Ne 6. -
P. 463-469.

3. Diaz-Llopis M, Gacia-Delpech S., SalomD. Adalimumab therapy
for refractory uveitis: a pilot study // J. Ocul. Pharmacol. Ther. - 2008. -
Vol. 24. -Ne 3. - P. 351-361.

4. Ferreyra H., Jayasundera T., Khan K Management of autoim-
mune retinopathy with immunosuppression // Arch. Ophthalmol. -
2009. - Vol. 127. - Ne 4. - P. 573-575.

5. Heckenliverly J., Ferreyra H. Autoimmune retinopathy: a review
and summary // Seinin. Immunopathol. - 2008. - Vol. 30. - Ne 2. -
P. 127-134.

6. Ren G., Adams G. Cellular targets of anti-alpha-enolase auto-
antibodies of patients with autoimmune retinopathy //J. Autoimmun. -
2004. - Vol. 23. - Ne 2. - P. 161-167.

7. Sohn J., Bora P., Jha P. Complement innate immunity and ocu-
lar disease // Chem. Immunol. Allergy, - 2007. - Ne 92. - P. 105-114.

8. Weleber R., Watzhe R, Shults W. Clinical and electrophysiologic
characterization of paraneoplastic and autoimmune retinopathies
associated with antienolase antibodies // Am. J. Ophthalmol. - 2005. -
Vol. 139. - Ne 5. - P. 780-794.



IThasa 3

HEBPOJJIOT'NYECKHUWE 3ABOJIEBAHUA
C HEYTOYHEHHbBIM AYTOMNMMYHHbBIM
ITATOTEHE30M

B HeBposormyeckoi MpakTUKe BCTpedaeTcs psif 6OJIe3Hel,
B IIaTOTeHEe3e¢ KOTOPBIX ayTOMMMYHHBIM (akTop OO0 KOHIA
HE YTOYHEH 00 OH UTPAeT POJIb TOJIbKO COCTABJISAIONIETO B Me-
XaHU3Max pa3BUTHs 3Toi matonoruu. K wuciy takux 3abosre-
BaHWII Ha CETOMHSIIIHUMA TeHb OTHOCSIT HEPOCAPKOMIO3, CHH-
npom Tosno3a-XaHTa ¥ CHHIPOM XpoHUYecKoit yctamoctu. C Ta-
KAMU TMalieHTaMU HMMEIOT IIeJI0 He TOJIbKO HEBPOJIOTH, HO
U IPYTHE CEIUAINCTHI, (DTU3UATPHI, TePareBThI, PEBMATOJIOTH,
SHIOKPWHOJOTHU ¥ Ap. B OONBIIMHCTBE Cy4aeB 3Ta MaTOJOTHS
pacIto3HaeTcsl He CBOEBPEMEHHO, OTYACTH B CHUJIY €€ MYJIBTH-
MUCIUIIITHAPHOTO XapaKTepa.

3.1. Heiipocapkouao3

Capkouyo3 (6osne3nb beka) - xpoHWueckoe 3aboseBaHUE,
XapakTepusylolleecsi 00pa3oBaHMEM HEKa3eO3HbIX TIpaHyJieM
B OJHOM WJIM HECKOJbKUX OpraHax. BriepBble MOUTH OJHOBpeE-
MEHHO omnucaH B koHIle XIX Beka HOPBEKCKUM J€PMATOJIOTOM
C. Boeck, ¢panuysckum aepmatonorom E. Besnier u 1mBen-
ckuM BpauoM J. Schaumann. Capkouao3 pacnopoCTpaHEH BO
MHOTMX CTpaHaxX Mupa C pa3jiMdyHoil yactotoil Ha 100 Thic. Ha-
ceneHust: AHrius - 1 cnyvaii, IMonbwa - 3 ciyuyas, @paHuums -
10 cnygaeB, CKaHAMHABCKWE CTpaHbI- 64 ciyvas [4,10]. Dta ma-
Tojlorusi He BcTpeuvaercsi B Kutae u Tpommueckoil Adpuke.
TMopaxkaroTcs nuiia 11000ro Bo3pacta U rnojia. OTMe4eHbl pacoBbIe
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oTanuus capkounosa B CeBepHOUl AMepUKe, TAe 3Ta MaTOJOTUS
BCTpeyaeTcs yaille y appoaMeprKaHIIEB, YeM y eBpOMeiiieB (co-
OTHOIIIeHUE 3a007eBInX cocTapiusier 15 : 1). OTMedeHo 3HaYu-
TeJIbHOE TIpeo0JialaHe CAPKOUI03a Y UPIAHICKUX XEHIIUH
B Jlongone ¢ yactotoit 200 ciydaeB Ha 100 Teic. HaceneHwus [10].
OTuonorus 3a00jeBaHUsI HEU3BECTHA. DBOJBIIMHCTBO WC-
cienoBareyieid TOANEPXKUBAIOT TEOPUI0 TPUITEpa, Korma pas-
JINYHbIE BO3OYIUTENN SIBISIOTCSI HE 9TUOJIOTUYECKUMU, A TOJb-
KO IpoBoLupylommmu pakropamu [1]. B matoreHese capkounao-
3a BEOYIIMM MEXaHW3MOM CUWTAIOT HApYIIEHUS KJIETOYHOTO
WMMYHHOTO OTBE€Ta K 3K30T¢HHbIM Al WM ayTOaHTUTEHaM.
N36bTouHasa akrusauus T-xennepos (CD,,) u ux ckoruieHue
B TOpa€HHOM OpraHe NPUBOISAT K TOBBIIIEHHON CeKpeluu
JTUMGOKUHOB, KOTOpbIe BMeCTe ¢ Makpodaramu ydyacTBYIOT
B 00pa3oBaHUM TpaHyJieM. B mopaxkeHHOM opraHe COOTHOIIIe-
Hue CD,/CD, coctasnsier 10 : 1, B TO BpeMsl Kak B HEMOBPEX-
JNIEHHOI TKaHU 3TO cooTHolueHue oobdHO 2 : 1 [10]. Hecnieuu-
¢uyeckast NOJVKIOHATbHAS akTUBausl B-kinerok T-xeamepamu
MPUBOAUT K TUIEPraMMarjiioOyJIMHEMUN, KOTOpasi XapaKTepHa
IIIST aKTUBHOTO capkouao3a. ['eHepanuzanusi npoiiecca mpouc-
XOIUT TUM(POTEHHBIM WU T€MAaTOTEHHBIM MYTEM.
KnuHudeckue mposiBaeHUs 3a007€BaHUST HOCST MYJbTACH-
CTEeMHBII XapakTep 1 00yCIOBJIeHBI opaskeHreM Jerkux (90 %),
KOXW, TJ1a3, MEIUACTUHATbHBIX IUMGbOY3JI0B, CEJIE3EHKHN, Meue-
HM, KOocTHOTro Mo3ra. [TopaxkeHure HEpBHOI CUCTEMbI OTHOCUTCS
K YMCIIy aTUIUYHBIX MPOSBICHUI capKouao3a U BCTpedaeTcs
TOJIBKO B 5-9 % Bcex citydaeB Gonesnu [3, 11]. Havamo Heiipo-
capkoua03a yYalle TMOJO0CTPOEe WIM XpOHUYEecKoe. Bo3MOXKHO
nporpeccupymoliee Jubo peuuIuBUpyollee TeuyeHue 3abose-
BaHUs [6]. I'paHyeMbl MOTYT JIOKAJIM30BaTbCS B JIIOOOM OT/ese
IIHC, ITHC, BereraTUBHOIl HEPBHOW CUCTEMbl WMJIM KPYITHBIX
cocynax [13]. TTopaxkaeTcs Kopa roJJOBHOro Mo3ra (cepoe u 0Oe-
JIoe BEILIECTBO) M 000JI0YKU, MO3XKEUOK, CIMHHOM MO3T, riepude-
pUdYecKue KOpPEIIKU, HEPBbI, CHMHAIbHbIC TaHTNu. KinHuue-
CKUe TpOosIBIIeHUsI 3a00ieBaHUsT HecTieIMMUIHBI. TsKecTb Heli-
pocapkougo3a OOBIYHO COOTBETCTBYET TSIKECTU IOpakKeHMUsI
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JIETKUX WU BHYTPUTPYIHBIX TUMOATUYECKUX y370B, HO MOXET
MpeBaIupoOBaTh B MpOsiBIcHUs Oosie3Hu. [lpu TiceBmoomyxosie-
BOM TEUEHUHU Yalle BCTPEYAIOTCSI XKaJIOObl HAa TOJIOBHYIO OOJIb,
TOJIOBOKPY>XEHUE, CHUXXEHUE 3PEHUsI, IIATKOCTh TPU XONbOe,
BO3MOXHBI MaplUalbHbIe CYIOPOXHbIE MPUCTYIHL [4]. B cTpyk-
Type Heipocapkouao3za mnpeobnagaer narosorusi [THC. Yame
npyrux (80 %) BcTpewaroTcsl KpaHWaIbHbIE HEBPOITATHH C OIHO-
MO0 IBYCTOPOHHUM TIOPaXXEHUEM JIMIIEBOTO WJIU 3PUTEIHHOTO
HEPBOB, KOTOpbIE TPOSIBISIIOTCS CHIKEHUEM 3pEHUsI, OTEeKOM
JIUCKA 3pUTEIBHOTO HEpBAa WJIX acuMMeTpuen imua. s Helipo-
CapKOMII03a TaKXKe XapaKTepHO (POPMUPOBAHUE MPEUMYIIECTBEH-
HO akcoHaJbHBIX [THII B BUme cCeHCOPHBIX WJIM CEHCOMOTOPHBIX
HapyluIeHU B KOHEYHOCTSIX. B aTHX ciydasix ux MpUYUHOU SIB-
JISIeTCSl MEXaHW4ecKasi KOMIIPECCUsI HEPBOB TpaHYJIeMOM, BOC-
NaJIuTeabHasI UHPUAbTpALUs U (WIN) UILIEMUSI, CBSI3aHHAs C He-
KpoTnueckuM BackynutoM [14]. Pexe (10 %) HaGmomaeTcs ru-
MOTAJISIMO-TUTIO(MU3APUBIA HEUPOCAPKOUI03, TPOSIBISIOMINIACS
SHIOKPUHHOW TMOO 3pUTETbHOU MUCGhYHKIINEH, CBSI3aHHbIN C JIO-
KaJM3aluuen rpaHyjaeM B 3Toil obsactu [9, 11]. B earHMUYHBIX
clyyasix OMUCaHbl KIMHUYECKUE TMPOSIBICHUST 3a00JieBaHUS
B (bopMe mopcomnartuu, MUETONATUU, CUHAPOMA 3aMsICTHOTO Ka-
Haja, CUHIpPOMAa KOHCKOTO XBOCTa, OOKOBOTO aMuoTpoduye-
CKOTO CKJIepo3a, OOCTPYKTMBHOU Tuapoledainu, XpoHUYE-
CKOro JTUMMOUUTAPHOTO MEHWHIUTA, TAHTJTMOHUTA raccepoBa
y3J1a, nH(papKTa ToJI0BHOrO Mo3ra [6, 7, 13]. ¥V actu 60NBHBIX
C HelpocapKoujo30M HaOMOAA0T MPU3HAKU BEreTaTUBHOWU
IUchYHKIIUU B (popMe TUITO- WKW TMIEPTruapo3a, 1uapeu Win
3aropa, HEAepXKaHUS WIN 3aJePXKU MOYU, OPTOCTATUUECKOW
rumnoteH3uu [1].

Boigensior onpeneaeHHbIN, BEPOSITHBIM M BO3MOXHBIN Heli-
pocapkouno3. «OmnpeaeeHHbBIM» CYUTAIOT CIydad HelpocapKo-
M103a, Korma Ipu IPOBEACHUM OMOICUU BBISBISIOT XapaKTep-
HbIE HEKa3eO3HbI€ IpaHyJeMbl B MOpPaK€HHOW HEPBHOM TKaHM.
K «BeposITHBIM» OTHOCST cllydyad HeilpocapKougo3a, KOTOphIe
He JoKa3aHbl MOP(OJOrMYyecKud, HO IOATBEPXKIEHbI Jabopa-
TOPHBIMU JaHHbIMU U pe3yapbraTamu MPT. «Bo3MoXHBII»
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MeUupPOCapKoOUA03 YCTaHABIMBAECTCS MPU MCKIIOYEHUU APYTUX
CUCTEMHBIX 3a00yieBaHU [7].

JlnarHocTKa M30JMPOBAaHHOrO HelpocapKouao3a cylile-
CTBEHHO 3aTpyJHEHa B CBSA3U C OTCYTCTBMEM CIEeUM(MUUHBIX Jia-
OOpaTOpHBIX M MHCTPYMEHTAJIbHBIX TeCTOB. KMeunpocapkounmos
MOXHO 3aI0f03PUTh Y MALIMEHTOB C MYJIbTUCUCTEMHBIM CapKO-
HUI030M (IOKa3aHHBIM MTPU MOMOIIM OMOICUU) B CIydae MpUco-
€IMHEHUSI Y HUX HeBposiornyeckor cummnromatuku [3]. Ompe-
NIEJIEHHYI0 JUarHOCTUYECKYI0 3HAUMMOCTb MMEET BbISIBJEHUE
MPU3HAKOB Hecnelun(pUIEeCKOro BOCMAJIUTEIBHOTO Ipolecca
B cbiBopoTKe KpoBUu U LICXK [7]. JocTaTouyHO XapaKTEePHBIM IJIsI
HelpocapKoMI03a CYMTAETCSl TMOBBIIIEHWE YPOBHSI aHTMOTEH3UH-
npeBpalaolero gepmerra B ceiBopotke Kposu (70 %) u LICXK
(94-95 %) [5]. Usmenenust mipu MPT 06bI9HO MecneMOUIHBI
U BKJIIOYAIOT IIUPOKUI CIEKTp HapylIeHUN: MepUBEHTPUKY-
JIIPHOE TOpaxeHue Oeloro BEelECTBa, MHOXECTBEHHbIE WJIU
ONIMHOYHbIE CyMNpa- WIM WH(pATEeHTOpUAJIbHbIE OYaru, OKpYy-
[JIOW WM OBajJbHOW (hOpMBI, TOBpEXIAeHUE O00O0J0UEK, Yeper-
HBIX HEPBOB, CMIMHHOTO Mo3ra [2]. B koMruiekc obciieqoBaHus
OOJIHBIX C HEMPOCAPKOUI030M
HEeoOXOJMMO BKJIIOYATh HUCCIie-
JIOBaHWE OPOHX0ATbBEOSIPHBIX
CMBIBOB, B KOTOPBIX XapakTep-
HO W3MEHEHWE COOTHOIICHUS
CD,/CD,, KT rpyaHoii KJIeTKH,
OpPOHXOCKOIMI0 U OUOIICUIO
nopaxeHHoro opraHa. Ilato-
THOMOHMYHBIM JUISl Heipocap-
KOM103a UBMEHEHUEM TTPU TTPo-
, BeleHUM OMOTICUU CUMUTAIOT
Puc. 33. Mukpodororpadus npu OOHApyKeHUE  MHOXECTBEH-
I/ICprOCB.pKOH}IOBCZ MHOTI'OYUCJICH- HBIX HeCCerTI/IpYIOLLII/IX SMU-
HBle OOJIbIINE I'paHYJIEMBI, COCTO- TETUOUTHOKIIETOYHBIX rpaHy—
AIIUE U3 MHOTOANCPHBIX SIUTCIU- o
owmsX  THeTHowMTOB  (perapka), JLOW Pa¥IMMHOIO pasMepa 0e3

MPU3HAKOB Ka3e03HOTO HEKpPO-

OKPYXXEHHBIE CKOTUICHUAMH TMbO-
LUTOB (YKAa3aHbI CTPENTKAMU) 3a (puc. 33).
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HNuddepeHuranbHas IMarHocTUKa HelpocapKouao3a Mpo-
BOAMUTCS C APYTUMM KJIMHUYECKMMU (opMaMu TpaHyJIoMaTo3-
HOTO BOCMAJUTENbHOTO mpolecca (rpaHyioMaro3 BereHepa,
NIpyTrue CUCTEMHbIE WIM U30JUPOBAHHbIE BACKYJIUTHI) U IIU-
POKUM KpPYIroM KJIMHUYECKUX (PopM TEPBUYHOTO MOpaKeHUS
HEPBHOI CUCTEMBI.

INpenapatamy mepBoii JUHUM B JeUEHUM HeilpocapKouaosa
cuutatoT HasHaueHne KC. B kauecTBe MOHOTepanuu Ha3Haya-
0T METWINPenHN300H B o3¢ 1000 Mr BHYTPUBEHHO Kamesb-
HO €XeNHEBHO TPU JHS, 3aTeM MPEAHU30JIOH B jo3e 1 Mr/Kr
B TeueHue 6-8 Hemenb [1, 3]. YV manmeHTOB ¢ BHICOKMM PUCKOM
MPOrpeccCUpoBaHus Mpoliecca TUbO0 MpU pelUIUBUAPYIOIIEM Te-
YeHUM ompapiaaHa cxema couetaHusi KC ¢ ApyrumMu UMMYHOCY-
npeccaHtaMu (MeToTpekcar, azatuornput) [6]. [Ipu oTcyTcTBUM
addexra mokazaHa 3¢hGeKTUBHOCTh MHMIUKCUMaba (5 Mr/Kr
BHYTpPUBEHHO Ha 1, 2, 6-ii Hemese, 3aTeM Kaxible 6-8 Hemeb)
u mukodeHosata Mmodetuna (1000 mr BHyTpuBeHHo). Ilpu uc-
MOJIb30BaHUM TaHHBIX MEAUKAMEHTOB MOJOXUTEIbHbBINA KIUHU-
YECKMIl pe3yabTaT NOCTUraeTcsl CIycTs 3-4 Heaeau W TOA-
TBepxaaercs pesynbraTamu MPT romoBHoro mosra [8]. B ciy-
yasx MporpeccUpoBaHus 3a00JieBaHUS JTUOO TPU BbIPAKEHHBIX
MoOOYHBbIX 3(hdEeKTax OT MepeYMCICHHbBIX MpenapaToB OMUCAH
MO3UTUBHBIA 3 (EKT JIydeBOl TepaIluy rojoBsl [9].

IIporHo3 mpu HeHpocapKoum03e OTHOCUTEIbLHO OJiaronpu-
SITHBIM C BBIXOJOM Ha CTOMKYI0 DPEMUCCHUIO Yy OOJbIIMHCTBA
6onpHBIX. B 20 % ciydaeB BO3MOXHBI PELIMAWBEI C TOSIBJICHH-
€M HOBOW CUMIMTOMATHKU. JIeTaJbHOCTh MpU HEHPOCaApKOUI03e
cocraBiset okojio 10 % [10].
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3.2. Cunapom Toano3a-XaHnra

CungpoM Tonoza-Xanrta (CTX, 6one3dHeHHass odTaabMO-
TUIETUST, CHHAPOM BepXHel TJIa3HUYHOM 1IeJIM) BIepBble omucai
ucnanckuM HeBpoJsioroM E. Tolosa B 1954 1., nomoaHeH aHTIUT-
ckuM BpayoM W. Hunt B 1961 t. [6, 15]. [IposaBasieTcst mopaxkeHU-
eM CTPYKTYp, MPOXOASIINX Yepe3 BEePXHIOK0 TJIa3HUYHYIO IIeb:
rJa3HU4YHas apTepusi U BeHa, OTBONSINWI, OJIOKOBBIN, TJIa30-
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JIBUTaTeIbHbII HEPBbI, TIepBasi BETBb TPOMHUYHOIO HepBa U MpU-
JIeTaloIKWi KaBepHO3HbIN cuHyc. CormacHoO KpUTepUsiM, pa3pa-
o6ortaHHbIM International Headache Society (2004), nuarHos
CTX 000CHOBaH B CJy4yasix BBISIBJIEHUSI TpPaHyJIeM Hapy>XKHOM
CTEHKU KaBepHO3HOro cuHyca npu MPT ronoBHoro mMo3sra oo
npoBeaeHun Ouoricuu [10]. TIpy OTCYTCTBUM WM3MEHEHMUI Ha
MPT 6oJjiee mpaBOMOUYEH TEPMUH «CUHAPOM BEPXHEH I1a3HUY-
HOW 1enu». 3abojieBaHWE BCTPEYaeTCsl BO BCEX CTpaHaX MUPA,
y JIUI[ Pa3JIMYHOTO BO3pacTa YU HAIMOHAIBHOCTU, €r0 TeYEHUE
JIUIIEHO ce30HHbIX paznuuuii [§]. UctunHasg yactota CTX He-
M3BECTHA B CBSI3U C €10 MOJUMOPGHBIM U MOJTUITUOIOTUYECKUM
xapakTepoM. [To MHEHUIO OOJIBIIIMHCTBA UCCIIeq0BaTeNeH, 3200~
JIeBAaHWE OTHOCUTCSI K YUCIY PEIKUX HEBPOJOTMYECKUX CHUH-
npomos [1, 2, 10]. ITo HalIMM JaHHBIM, MALMEHThI C AMAarHO30M
CTX cocrapnsior 042 % cpeau Bcex OOJNBHBIX, TOCIUTATA3HU-
PYEMBIX B OOIIIEHEBPOJIOTUYECKUI CTAalIMOHAP.

IMatorene3 CTX okoHyaTenbHO He U3y4yeH. B nurteparype
npeobyagaeT MHEHUE 00 ero ayToMMMYHHOM MexaHu3Me. B ero
MOJIb3y CBUAETEILCTBYIOT PEUUIVBUPYIONIMI XapaKTep Tede-
HUS, COUETaHUE C IPYTUMHU ayTOUMMYHHBIMU 3a00JIEBAHUSIMU,
W3MEHEHWE KJIETOYHOTO W TYMOPaJIbHOTO WMMYHUTETA, BHICO-
KUl ypOBEHB MPOBOCIIATIUTEIbHBIX INTOKUHOB (MHTEPICHKUH- 6
" (akTopa HEKPO3a OIMyXoiu-aabda), OEIKOBO-KIETOYHAS JUC-
coumnauus B LCX [2, 12]. He siceH ocHoBHO#1 AI', nexaiui
B ocHOBe ayTouMMYHHbIX peakuuil nmpu CTX. K 4wuciay Bos-
MOXHBIX aHTUTE€HOB OTHOCUTCSI HIOTEINI BETBEW BHYTPEHHEH
COHHOI aprepuu JTUOO SMUTETUOUAHAS TKaHb, BBICTWJIAIOIIAS
BEPXHIOIO TJA3HWYHYIO IIIEJIb U HAPYXXKHYIO CTEHKY KaBEpHO3-
HOro cuHyca. BeaylmiyuM maTtoreHeTMYeCcKUM MEXaHU3MOM pas-
BUTUSL KJIMHU4YeckKux mposiBaeHuit CTX sBnsieTcsi BocHanu-
TeJibHasT UHOWIbTPAUKsI OTMEUEHHBIX BBIIIE aHATOMUYECKUX
00pa3oBaHUii, MHOTOA C OOpPa30BaHMEM MEJIKUX TPaHyJeM, JIOKa-
JIN30BaHHBIX B HAPYKHOI CTEHKE KAaBEPHO3HOTO CUHYCA U SIBJie-
HUS TIepyuapTepunTa MeJKHUX BeTBeil BHYTpeHHEe COHHOI apTe-
puu (9, 11, 15]. CymectByer psin 3abojeBaHUN, CIOCOOHBIX
nmutuposath CTX. Kpome Toro, y 32 % OGOJBHBIX BBIIBUTH
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€ro MPUYWHY HE yJaeTcs, U TaKWe Cjiydau TPaKTYITCS Kak
yauonatudeckue [2].

KnvHuveckue nmposiBieHust 3a00eBaHUs Yalle pa3BUBAIOT-
csl OCTPO WJIM TIOAOCTPO, MOCJIE TMEPEHECEHHBIX HaKaHYHE BU-
pPyCHBIX MH(MEKIIUI, TepeoxIaxaeHus, nosbiieHust AJl, pexe
6e3 BuaAMMO npuunHbl. C 0AMHAKOBOI YaCTOTOI MopaxaroTcs
JieBast M TpaBasi CTOPOHa, OJHAKO, Mpoliecc Bcerna ObIBaeT of-
HocTopoHHUM. Kak mpaBwWiio, mepBbIM HEBPOJIOTUYECKUM CUM-
nroMoM Tipu CTX sBisieTcst ToJIOBHasI 00JIb pa3TMYHON WHTEH-
CUBHOCTHU, JIOKATU3YIOIIAsICsS peTpoOyIn0apHO, B JIOOHON, Haf-
OpOBHOI WJIM BUCOYHOU oOnacTsix. boneBoit cMHAPOM B 3TOM
ciydae OOycClIOBNieH pa3apaxkeHuem | BeTBU TPOMHWUYHOTO He-
pBa, UIOYIIETO PSIOM CO CTBOJIOM TJIa30/IBUTaTEILHOTO HEpBa.
Crenyer yuuThiBaTh aTUIM4YHbIE (0e300jeBbie) BapuaHThl CTX,
CBSI3aHHBIE C JIOKAJMW3allMell MaToJIOTMYEeCKOro TMpoiecca 10
BXOXJIEHUsI TPOMHUYHOrO HepBa B KaBEpPHO3HbIN cuHyc [l].
CnycTsi HECKOJIBKO IHEH, pexke OMHOBPEMEHHO ¢ 00JIbI0 MPUCO-
EIVHSIIOTCS JBOCHUE, KOCOTIa3ue U OrpaHUYEHUE MOIBUKHO-
CTHU TJIA3HOTO s10J10Ka Ha cTopoHe Oonu. HampasneHue qurio-
MU U CTPaOU3M 3aBUCIT OT 3aMHTEPECOBAHHOTO YEPErHOIo
HepBa. Yamie HaOmomaeTcsl OBOGHWE TIPU B3MISIAE MPSIMO,
BHYTPb U BBepX, Bciaenctsue nopaxeHnus I11 yuepenHoro Hepsa.
OcranbHble TIa30ABUTAaTEbHBIE HEPBBI BOBJIEKAIOTCS B MaTo-
JIOTUYECKUI TIpoliecC B pa3HOOOpa3HbIX coueTaHusix. OTCyT-
CTBUE MUJpUa3a MPU MOPaXEHWU TJa30IBUTATEILHOTO HEpBa
MOXeET OBbITh CBSI3aHO C OJHOBPEMEHHbBIM MOpaXKeHUeM TeprKa-
POTUIHBIX CUMITATUYECKUX BOJIOKOH [15]. T1pu nmopaxkeHun Bcex
HEpBOB, MPOXOSIINX Yepe3 BEPXHIO TJIa3HUYHYIO 11ieJb, pa3-
BUBAeTCSl TOTaJlbHAsI OMTaTbMOIUIETUSI, HO 3TO OTMEYaeTcs
TOJIBKO Y KaXJ0ro 4eTBepToro 6osbHOro [2]. Yarue BcTpevaror-
cs HernosiHble ¢opMbl CTX, IpU KOTOPBHIX B MATOJOTMYECKUIA
MPOLIECC B PA3TUYHBIX COYETAHUSX BOBJIEKAIOTCS OTBOASIIUNA,
OJIOKOBBI, TJ1a30IBUTaTEIbHBINA U | BETBb TPOMHUYHOTO HEpBA.
®opmupoBaHUE HETOIHBIX KI1MHWYecKux BapuaHToB CTX cBs-
3aHO C YaCTMYHBIM TMOpakKeHWEeM BEepXHeil TJIa3HUYHON ILesu,
B KOTOPOI1 OTBOJSIIMIA HEPB pacrojiaraeTcsl JaTepaibHO, [J1a30-
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JIBUTATEIbHBIN HEPB - B CPEIHEN, a OJIOKOBBIA - B BEpXHEW 4a-
cti. Onucanbl BapyaHThl CTX ¢ M30JMPOBaHHBIM HOPAXKEHUEM
OTHENbHBIX YepenHbiXx HepBoB. Tak, A. Kikuchi et al. [7] cpenu
118 6opHBIX ¢ CTX B 5,1 % crnydaeB HabmomaIM U30JMPOBAaHHOE
MOpaXXeHWe OTBOASIIETO HEpBa.

ITpu nokanuzanuuu mpoiecca B 00JaCTU BEPIIUHBI OPOUTHI
JIAaHHbIE HEBPOJOTMYECKUE CUMMTOMBI COYETAIOTCS C Hapylle-
HUEM 3PEHMUSI, YTO KIIMHUYECKU MPOSIBIISIETCS OTEKOM WUJIA aTpo-
¢ueit nucka 3pUTEIbHOTO HepBa JUOO 1EHTPATbHOU CKOTO-
moii [1]. YacteiMu odranpMonornyeckumu cumntomamu CTX
SIBJISTIOTCSI 3K30(DTAIBM U XeMO3 (OT€K U TMTOKPACHEHUE KOHBIOH-
KTUBBI TJla3a), pa3BUTUE KOTOPBIX CBSI3aHO C MHOUIbTpanueit
peTpoOynb0apHON KJIETYaTKU, a TakXkKe 3aTPYAHEHUEM BEHO3-
HOTO OTTOKA U3 OpOUTHI. B oTiinune oT opOUTAILHOIO MUO3UTA
WK TpoM003a KaBEpHO3HOI'0 CuHyca 3T cuMnToMbl npu CTX
HUKOTJA HE SIBJISIIOTCS BEAYIIUMMU W HE NOCTUTAIOT BbIPaXKEH-
Holi cteneHu [2]. JIpyrux HEBPOJIOTUYECKUX CUHIPOMOB, Xa-
PaKTEepU3YIOIINX MOPaKEHUE HEPBHOU CUCTEMBI BHE KapOTHII-
HOTO CUMHYyca (MMPaMUIHOTO, TUTIEPTEH3UOHHOTO, MO3XXEYKOBO-
ro, TICEBIOOYIHOAPHOTIO, KOTHUTUBHOIO), JUOO CHUCTEMHBIX
peakuMii mpu TateJlbHOM obcienoBaHun 00abHBIX ¢ CTX He
otMedaetcs. JoctatouHo vacto (B 28 %) mpu 3TOM 3aboiieBa-
HUU HAOMIOMAETCs pelUANBUPYIOIEe TEUEHUE, KOTIa CXOMHAs
HEBpOJIOTMYECKass CUMIITOMAaTHKa B pa3iWdHbIe CPOKH (OT 6
mec. 1o 11 yleT) moBTOpSiETCST HA TOM XXe, pexXe - Ha MPOTUBOIIO-
JIOXKHOW CTOpOHe juna [2].

B nmarHoctuke CTX OCHOBHYIO pPOJIb OTBOIST METOoAaM
HEeWpoBU3yaTn3allui, TaK KaK MPOBEAECHUE OUOIICUU TpaHC -
cheHOUTATBbHBIM JOCTYNOM OOBIYHO orpaHudeHo. T. Ozawa
et al. [11] opemnoxunu MPT-kpurepuit CTX: Hanuyue B CTEH-
K€ KaBEPHO3HOTO CHHYCa MAaTOJOTUYECKOW TKAaHU, U30WHTECH-
cusHoil B T, pexumMe U runepuHTeHCUBHON B T, pexume
(puc. 34). Ilo nanusiM Mantia La L. et al. [10], BocnanutenbHas
WHOUIBTPALUST WU TPaHyJeMbl B 00J1aCTV KaBEPHO3HOTO CHHY-
ca ipu MPT o6GHapyxeHsl B 44 (35 %) u3 124 ciaygaeB CTX.
Haque T. L. et al. mpu MPT BbIsSIBASLIM MalleHbKUE OYaru,
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MNpUMBIKAIOIINE K KpaHUaIb-
HBIM HepBaM 0e3 pacIpocTpa-
HEHMSI Ha KaBEPHO3HbBIM CUHYC.
IIpu npoBenenun MPT B nuHa-
MUK T0CJIe TIpreMa [JIIOKOKOp-
TUKOUIOB aBTOPbl OOHAPYXM-
BaJIM VX MOJIHOE MCYE3HOBEHMUE,
YTO IIO3BOJISIET MPEINOJIOXKUTh
BOCIAJIUTEbHbINA  (IpaHyJieMa-
TO3HBII) XapaKTep JaHHBIX O4Ya-
roB [4]. Lin C. C.uTsailJ. J. BbI-
SIBWIM JIMHEWHYIO KOPPEISLIUIO

Puc. 34. MPT romoBHOro Mo3ra y 60J1b-
Horo ¢ ayrouMMyHHBIM CTX: B 06-
JIACTU HAPYXHOW CTEHKM KaBepHo3- MCXKIY YUCIOM YEPEITHbIX HEP-

HOTO CHHYCa ONPEACISIIOTCS TUIEPHH-  BOB U 00BEMOM ITOPAXKEHUS Ka-

TeHcuBHBIe Ha T,, oyarm mo 6 MM
B IMaMeETpe, TPUJIeTaoINIne K JIEBOH
BHYTPEHHEW COHHOI apTepun

BepHO3HOro cuHyca [9]. B LICK
y 6onbHBIX ¢ CTX B 44 % cay-
YaeB BBISIBISIETCS YMEpEHHast
0eJIKOBO-KJIETOUHAsT TUCCOLMALIUS C TTOBBIIIIEHUEM YPOBHS Oen-
ka go 1,5 r/a [2].

HuddepennmanbHas quarHoctuka CTX mpoBoauTcs ¢ 1im-
POKUM KPYrOM HEBPOJOTUYECKMX UM COMATHUYECKUX 3a0o0JyieBa-
HU: GaKTepUaJIbHBIM, BUPYCHBIM U TPUOKOBBIM BOCIAJICHUEM
HapyXHOM CTEHKM KaBEPHO3HOIO CHHYCa WJIM MO3TOBBIX 000-
JIOUEK; OITyXOJISIMU MO3Ta U OPOUTHI; COCYAUCThIMU Malibhopma-
LUAMUA WM JUCCEKIMEN BETBEW BHYTPEHHEN COHHOU apTrepuu;
TpoMO030M, JTUMGMOMOM, IMUAEPMOUAHON KUCTON KaBEPHO3HO-
TO CHUHYCa; OpOUTAbHBIM MHWO3UTOM, CapKOWIO30M, TpaHyJe-
maro3oM Bereuwepa, y3eJKOBBIM MOJIUAPTEPUUTOM, HEKOTOPHI-
MU 3a00JIeBaHUSIX KPOBU, ODTAIBMUYECKONW MUTPEHBIO U JIp.
[1-3, 5, 12, 14]. BropuuHblii (CUMITOMATUYECKUIA) XapakTep
cpenu Beex ciaydaeB 3aboseBaHus coctapisiet 29,2-31 % [2, 10].
Ilo mHenuto Gladstone J. P. [5], nuarHo3 CTX MoxeT ObITh
YCTaHOBJIEH TOJIBKO MYTEM WCKIIOYEHUST 3a00JI€BaHUI CO CXOM-
HOM KJIMHUYECKOUN KapTUHOM.

IlepBruuHbBIE OMyXOAM TOJOBHOTO Mo3ra (aaeHoma rumnogu-
32, MEHUMTHOMA KpbLIa OCHOBHOI KOCTHU, KpaHUO(hapuHTMoMa,
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Taonuna 18. OcHoBHbIe npuuuHBbI BTOpuyHOro CTX

Ho3sonoruueckue ¢popmel KonuuectBo 601bHBIX COO?H;)ILZ):HMe
COCYIUCTBIE MallbpopMaLiu 21 14%
OITyXOJIM MO3Ta U OpOMTHI 4 8 %
OrpaHUYEHHBIC TTAXUMEUNHTUTHI 5 3% '
OpOUTANIBHEIA MHO3UT 4 2,6
TpoM0O03 KaBepHO3HOTO CHHYcCa 1 0,6
Y3€JIKOBBII HOJIMAPTEPUUT 1 0,6

WEeBPUHOMA) WM METacTa3bl B TOJIOBHOW MO3T, KOCTM 4eperna
WM OpOUTY Yallle pa3BUBAIOTCS TMOAOCTPO C TOSIBICHUST K30-
¢ranpMa, XxemMo3a U TOTaIbHOU odTanbMoruieruu. [lpu 3TOM
Ha MPT ronoBHOro Mo3ra Win KOCTSIX CBOJa W OCHOBAHWUS 4e-
pemna BbISIBJISIETCS] TUMEPUHTEHCUBHBINM odYar (o4yaru), WHOTrIA
¢ nepu@oKaIbHbIM OTeKOM (puc. 35).

Cpenu cocyaucThix Maib(opMaliy yalle BCTPEYaroTCsl aHe-
BPU3Mbl WM KapOTUIHO-KABEPHO3HBIE COYCThSl. ApPTEpUO-Be-
HO3HbIE aHeBPU3Mbl BHYTPEHHEI COHHOI apTepuM IMOYTHU BCer-

Jla pa3BMBAIOTCSI OCTPO Ha (poHe
JIEKOMIIEHCAIIUU apTepUaTbHON
runepreH3uu. [Ipeobnagaror na-
IIMEHTBl C CYMPaKJIWHOUIHOM,
pexe oTMevaeTcss WHpaKIn-
HOUIMAsl JIOKAIU3alusl aHEeB-
pusMm (puc. 36). st Hux GoJe-
BOU CUHIPOM, 3K30(DTATBM U Xe-
MO3 He XapaKTepHbl. B oTnnuue
OT ApYTHUX JIOKATU3aluii aHeB-
pu3M B TOJIOBHOM MO3Te 3Ta
MaToJIOTUSI PEIKO COMPOBOX-
aeTcs  cybapaxHOWAATbHBIM
KPOBOU3JIUSHUEM, MOCKOJbKY
CTEHKM KaBepHO3HOTO0 CHUHYyca
MPENSITCTBYIOT  YBEJIUYEHUIO
aHEBPM3Mbl U TMPEAOXPaHSIOT
ee OT paspniBa. Bcrpewarorcs

EROFEERKD AT, 0By
ORI 1 58

Puc. 35. MPT roioBHOTO Mo3ra
oospHOTO E., 60 JIET ¢ OMarHo3oMm
MEHMHTeOoMa KpblIa OCHOBHOM KO-
CTH: B Meauo0a3alibHBIX OTHENIaX
JIEBO BMCOYHOI 00JIaCTU BBISIBJISI-
eTcsT HEOMTHOPOAHOe oOpa3oBaHME
39X31%39 MM, npuIIeTaIoLIEe K BHY-
TpeHHE! COHHOM apTepuu
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Puc. 36. KAT 6onbHoit JI., 56 jet:

NBYXIOJbYaTasi aHeBpU3Ma CyIpa-
KJIMHOUIHOTO OTHeJia TpaBoOil BHY-
TpeHHEW COHHOM apTepuUM U MEIIOT-
yaTas aHeBpU3Ma TIPaBOl CpeaHe-
MO3TOBOI apTepuu

cllyyan CMOHTaHHOTO TPOMOU-
poBaHus aHeBpu3M. Kaporun-
HO-KaBEPHO3HbBIE COYCTbsI pa3-
BUBAIOTCSI MOAOCTPO O3 BUAU-
MOW TIpUYMHBI WU TIOCJE
HE3HAYUTEJIbHOW TpaBMbl TO-
JioBBI. [IposIBASIIOTCST pa3BUTH-
eM O(TaTbMOIUIETUU, TIYJib-
CUPYIOIIUM  3K30(TaTbMOM,
IIyMOM B OpOUTE, COCYAMCTbI-
MM HapyuleHUSIMU B MepenrHeM
OTpe3Ke TJla3a, W3MEHEHUEM
aHATOMMUYECKOTO TOCTPOEHUS
cocynoB nnpu MP-AI (puc. 37).

OrpaHuyeHHbIE  MaxuMme-
HUHTUTBl HA OCHOBaHUW MO3ra
XapaKTepU3YyITCSl OCTPbIM Ha-

JajJioM IIOCJIE NMEPEHECCHHBIX I/IH(I)CK]_[I/IFI 1 OTCYTCTBHUEM ob1e-
MO3TOBBIX, O6H.[CI/IH(DCKLII/IOHHBIX 1N MCHUHICaJIbHBIX 3HAKOB.

ad fromy D

DFOY 22.0x22.0¢m

Puc. 37. MP-aarnorpadus 601bHOI

I1., 73 rona, ¢ AMAaTHO30M KapOTUIHO-

KaBepHO3HOE COYCTbE: OTMEYEHO

MOBBILIIEHWE CUTHAjla OT IPaBOro

KaBepHO3HOTO CHHYyCa C HalWIueM

YMEPEHHOTO pacIiMpeHus: Braga-
IOLIUX B HErO BeH
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IMoaTBepxkaeHreM 3TOro 3ado-
JIeBaHMS SIBJISIETCSL OOHapyxXe-
HY€ YMEPEeHHOIo JTUMMpoLUTap-
Horo mieonuTo3a B LICXK nu6o
BOCMAJIUTENbHASI WHQUIbTpa-
LMsl TBEpPIOM MO3roBoii 000-
JIOUKM TpU MOpPOBeACHUU OHO-
ncuu [3].

B eIuMHWYHBIX ciaydasx
CTX umutupyetr TpomM003 Ka-
BEPHO3HOI0 cuHyca. s 3Toi
MHaTOJIOTUU XapaKTEePHBI MOH0-
CTpO€ pa3BUTHUE TOTaJbHOM
o(TaJbMOIJIETUN, BBIPAXKEH-
HBI Xemo3, sk3o¢Tanbem. [lpu
MPT ronoBHOro Mo3ra oTrmMeya-
I0TCSI TMIIEpUHTEHCHUBHASI T€Hb



B MPOEKIIMU KaBEePHO3HOIO CU-
Hyca W pacllMpeHue TJa3HWuY-
Hoi1 BeHHI (puc. 38).
OpbOuTaabHbIe MUO3UTHI OT-
JINYAIOTCSI MHTEHCUBHBIM  Xa-
paxktepoM 6oneit B opoute, pas-
BUTHEM BBIPAXKEHHOTO 3K30-
¢rarpMa, xemMo3a U IUTLUIONUU
TOJIbKO B OJJHOM HaIpaBJeHUU.
IIpu MPT opOuthl XapakKTepHO
MOSIBJIEHUE  OJHOCTOPOHHETO
yBeJIMYeHUsI B 00beMe BHYTPEH-
HUX MbIIIII T1a3a (puc. 39).
Ouenp peako CTX mnpen-
CTaBJISIET MPOSIBJIEHUSI CUCTEM-
HbIX 3a00JIeBaHUI, B YaCTHO-
CcTU TrpaHyjiemaro3a BereHepa
puuta. Ilpu 3TO mMaToJOrUU

Puc. 38. MPT ronoBHOro Mo3ra 60J1b-

HOI ¢ JIMarHo3oM TpoMOO3 KaBep-

HO3HOTO CHHYCAa CJIeBa: BIPAXKEHHOE
paciMpeHue rIa3HUYHON BEHbI

b0 Y3€JIKOBOT'O ITOJMapTE-
HEBPOJOTUYCCKNE CHUMIITOMbI

CTX coueTarTcs ¢ UBMEHEHUSIMA OpraHoB AbixaHus, JIOP-na-

TOJIOTMEA UM MOJUOPraHHOU
CUMMTOMATUKOU (TTOpakeHueM
J1a3, MOY€EK, KOXU, KOCTHO-MbI-
IIEYHOI CUCTEMBI, XKEJIyTOYHO-
KMILIEUHOrO TpakTa). XapakTe-
PHBIM J1aOOpPAaTOPHBIM TECTOM
3a00JieBaHUST SIBJISIETCS HalU-
Yyie aHTUTEJ K IIUTOTLIa3Me Hell-
TpoduiioB B 97 % cinyyaes [1].
Ilo muenuwo P. Thajeb [14],
B psne ciaydaeB CTX mipen-
CTaBJISIET OTpaHUYEHHYIO (HOp-
My TpaHyjnemaro3a BereHepa.
Ocoboro BHUMaHUSI 3aciy-
XKMBAIOT Clly4au UAUOTIATUYE-
ckoro CTX, kKak mnOpaBuio,
HauMHAIKUECS B TOXWIOM

Froepraitio b Wk i
FM;W! F.ovas .

3
3t $04@
P

39. MPT TOJOBHOIO wmo3ra

Puc.

OOJIBHOM ¢ OUAarHO30M OpOUTaIb-

HBIII MUO3WT: 3HAYUTETbHOE YBEIU-

yeHue B 00beMe BHYTPEHHUX MBITIIIT
JIEBOTO TJIa3a
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BO3pacTe, MPU KOTOPBIX BOCTATUTEIbHbIE WIW AyTOUMMYH-
Hble MPUYUHBI OTCYTCTBYIOT, 0OJI€BOI CMHIPOM HE BBIPAXKEH,
a MPT ronoBHoro mosra B HOopMme, JUOO 3TU W3MEHEHUSI HE
cneunduYHbl. 3a TaKMMU TallMeHTaMM TpeOyeTcsl KaTaMHe-
CTUYECKOE HAOJIIOIEHUE C 1IeJIbI0 MCKIIIOUEHUsI WHOTO TeHe3a
3aboneBaHus [2].

Jleuenne CTX 3akitouaercsi B HA3HAUEHUU UMMYHOCYJIpee-
CUBHOI Tepanmuu. BoJBIIMHCTBO UMCCIEAOBaTENeH YKa3bIBAIOT
Ha BbICOKYIO 3¢ dekTuBHOCTh KC mnpu MaHHOW MaTOJOTUU.
OpHako oTtHocutenbHas peakoctb CTX He MO3BOJSIET MPOBO-
IUTh TUIAaleOOKOHTpoOJIMpyeMble uccienoBaHusi. OObIYHO Ha-
3HAYaT NPETHU30JIOU WU €0 aHaJoru (Mempos) B TabJeTKax
B mo3e 1-1,5 mr/xr Beca n1u60 BHyTpuBeHHO 500-1000 Mr/cyr,
3-5 undysuit [2, 4-6]. Cnemyer yuutbiBath, uro KC, Xx0Ts
B MEHbIIeil creneHu, 3(GEeKTUBHBI MPU APYTUX TMATOJOTuYe-
CKHX COCTOSIHUSIX: aHEBpH3Max, OIMyXOJsX U MEHUHTUTAX.

IIporHo3 npu CTX 3aBUCUT OT CBOEBPEMEHHOI AUArHOCTU-
KU U aIeKBaTHOTO JIEYEHUsI OCHOBHOU 3TUOJIOTMYECKOU TTPUYM-
HbI, BbI3BaBuIei 3a0oneBaHue. [lpu ayroummynHom CTX mpo-
THO3 OnaronmpusiTHbINA. [IpakTudyecku y Bcex OOJbHBIX TOJ BIU-
STHUEM JIEYEHUS HACTYIMAaeT MOJHBINA perpecc HEBPOJIOTUYECKON
CUMIITOMATUKH, XOTSI U BOBMOXKHBI PELIUIUBHI.
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3.3. CUHOpPOM XpOHMYECKON YyCTANIOCTH

CungpoM xpoHHYecKoil yctamoctu (CXY, MuaarudecKuit
sHUedharoMuenuT, chronic fatigue syndrome) Kax OTIeJbHas
Ho3oJioruyeckasi ¢opma BbljeJeH B TNpoBUHIMU OHTapuo
(Kananma) B 1984 r. y rpynmnbl MoJIOAbIX OU3HECMEHOB, OTME-
TUBUIUX BBIPAXEHHYI YCTAJOCTb BO BpeMs IMPOBEACHUS
Hay4YHO-IIpaKTU4YecKoil KoHpepeHunu. B mocaenyomem CXY
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pacmpocTpaHWICS MO MUPY C KaracTpoUueCKON CKOPOCTHIO.
B Hacrosiiiee Bpemsi, IO JaHHBIM HAIlMOHAJbHBIX PETMCTPOB,
B Mupe crpagaer CXVY 0Oojee 33 MJIH 4YeloBeK, WIM OOUH
u3 400 [2]. Droil maToJlOrMU MOABEPKEHBI JMIla 000ETo Moja
B IIMPOKOM BO3PAacTHOM Auamna3oHe oT 16 mo 74 jer, omHaKo
B 80 % cnyyaeB CXY mpeobnamaeT y XXeHIIMH 25-45 et [12].
OTMeueH TOBBIIIEHHBI PUCK Pa3BUTHUSL JAHHOU MMaTOJOTUM
y JIMIl ¢ HU3KWM YPOBHEM 0Opa3oBaHUSI M WHIEKCOM MAacChl
TeNa, a TAaKXe CPeIU JIIOJEH, 3aHUMABIIUXCS TSKEIbIM (hU3nye-
CKUM TpynoM B merctBe [6]. CXY Hambosiee IMMPOKO pacipo-
CTpaHEH B 9KOHOMMYECKM pa3BUTHIX cTpaHax. Tak, B 2008 1., o
naHHbIM L. Lorusso et al, CXY B CIIIA ctpagaet 800 ThIC. yeso-
BeK, B BenuMKoOpUTaHUM C 3TUM JIUArHO30M HACUUTHIBAETCS
240 teic. maueHToB [8]. T'opaszno pexe CXY BcTtpevaetcs B pe-
TMOHAX ¢ HU3kUM ypoBHeM xu3Hu. Cho H. J. et al. cpaBHWIN
3914 u 2435 GoNbHBIX, OOPATUBIIMXCS 32 TIOMOIIBIO B MEPBUY-
HOE MeIUIIMHCKOe 3BeHO (primary care clinic) B bpaswiun
u BenukoOputanuu. [1pu 3ToM Opa3suiIbCKUMU CIEUATUCTAMUA
CXY ycraHoBneH B 162 % ciydaeB, X OPUTAHCKUMHU KOJIIe-
ramu - B 55,1 %. Ilo MHeHHIO MCClIeqoBaTeNeil, Takasd JOCTO-
BepHasl pazHulia B nuarHoctuke CXY cBsizaHa ¢ pa3IUYHBIMU
couuoaeMorpauyeCKUMM U COLIMOIKOHOMUYECKUMU XapakKTe-
PUCTUKAMU HACEJICHUSI 3TUX CTpaH [4].

K HactosiiieMy BpeMeHM u3BecTHO, 4To CXY MoxeT ObITh
MEPBUYHBIM (MAMOMATUYECKHM) JIUOO HOCHUTh BTOPMYHBIN Xapak-
Tep, HaOMIONAsICh B CTPYKTYpe LIMPOKOTO Kpyra COMaTU4YeCKUX,
TICUXOCOMATUYECKMX U HEBPOJIOTMUYECKUX 3a0oneBaHuii. Hecmotpst
Ha MHOTOYMCJIEHHbIE UCCJEA0BaHWsI, TOYHbIE TPUUYMHBI U MeXa-
HU3MbI pazBuTusi CXY He YCTAHOBIEHBI, €r0 KIMHUYECKUE MPO-
SIBJICHUSI W JMArHOCTUYECKUE TECThI JIUIIEHbI CHEIU(MDUIHOCTH,
nuddepeHIIMPOBaHHBIE METO/IBI JICYEHUST HE pa3pabOTaHbI.

IMatorene3 CXY g0 cux mop OKOHYATeIbHO HE TOHSITEH.
Cyl1iecTByeT MsAITb OCHOBHBIX TMIIOTE3 BO3HMKHOBEHMS JaHHOM
naTtojioruu: 1) uMMyHHast; 2) BUpycHas; 3) HepoyHKIIMOHATb-
Hasi; 4) HepO3HIOKPUHHAS; 5) HACJIeCTBEHHASI.

OcHoBHOI1 runote3oit pa3Butusa CXY cyuTalOT ayToOUM-
MyHHbIE HapyllleHUs K Moka He yctaHoBieHHoMY Al. UMMyH-
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HbIl nucbanaHc npu CXY KacaeTcss U3MEHEHUU KJIETOYHOrO,
TYMOPAJIbHOTO UMMYHUTETA, TMTOKWHOBOTO MPOMUIST U KOM-
TieMeHTa. B MpOBOAMMBIX UCCIIEOBAHUSIX OTMEUEHBI CHUKE-
HUe (YHKIWU HATypajlbHBIX KWLIEPOB M oTBeTa T-immdo-
IIUTOB K MuToreHam, yBenudeHue CJII8 + HUTOTOKEMYECKUX
T-nmumboruros u CJ138, NpoBOCTAIUTENbHBIX ITUTOKUHOB
(uHTepneiikuHOB-1 U 0, dakTOopa Hekpoza omyxonu-aibda),
Ig cybkmaccos G; u G, [3, 8]. BoisiBaeHbl HapylIeHUs, Kaca-
IOlMEeCs] TOSIBJICHUSI aHTUCEPOTOHUHOBBIX, AaHTUMUKPOTYOY-
asapHbIX AT 1 AT K aHTUMYCKapUMHOBBIM XOJUHEPTUYECKUM
peuentopaMm. M3yyeHa posib aHTUHYKJIEapHbIX aHTUTEN (ANA),
KOTOpble OOHapyxuBawTcsd y 15-25 % 6GoabHbix ¢ CXY.
M. Nishikai et al. BeIsIBUIM crienupuyecKue 11 3TO NaTojo-
ruu AT, mpencrapisioniie mpoTeuHsl 64/48 K/, KoTopbie aB-
Topbl OOHapyxuwian y 13 % u3 114 maumentoB ¢ CXY u 0 %
y 300poBbIX CcyObeKTOB [9]. Dt AT yvaiie oOHapyXWBalKUCh
y MaluMeHTOB C TMIEPEeOMHMEel W HapylIeHUsIMU KOHLIEHTpa-
1 BHUMaHUs. ONHAKO BBISIBJIEHHbIC HAPYIICHUSI UMMYHUTE -
Ta, BEPOSTHO, HOCSIT HecrelupUuueckKuil xapakrep, oTpaxkas
JINIIb U3MEHEHUSI UMMYHHOTO OTBETA.

B nons3y BupycHoii Tteopuu CXY CBUAETEIBCTBYIOT €ro
HepeaKoe IIOSIBIIEHHWE I10C/Ie MEPEHECEHHBIX PECIUpPaTOPHBIX
MHGEKUWA WA TPUIIA, «BCIBIILIKW» Y TPYIIIbl KOHTAKTUPY-
IOIIMX MeXAy coOoii Tull, oOHapyXeHue OIpeaesIeHHbIX BO30y-
IUTeJIe, KOTOphle CIIOCOOHBI JUIMTEIbHO MEPCUCTUPOBATH B Op-
raHuaMe uyejoBeka. B KauecTBe moTeHUMAIbHBIX MpUYnH CXY
paccMaTpuBalOT BHpychl DmiurteiiHa-bappa, repmeca, kopu,
KpacHyxu. OgHako OTCyTCTBHME mHoBhIeHus tuTpa AT K yka-
3aHHBIM BHpYCaM B IIpoliecce 0OJIe3HM yKa3bIBaeT Ha TO, 4TO
JIIaHHBIE BUPYChI MOTYT JIMIIB IIpoBoLpoBaTh CXY, HO He CIIO-
COOCTBYIOT €ro JJUTEIAbHOMY TEYEHUIO.

HeiipodyHkunonanbHas Teopust CXY paccMaTpuBaeT LIEH-
TpaJibHble U TiepudepuyecKrue MeXaHU3Mbl (HOPMUPOBAHUS
yctanoctu. LlenTpanbHble HapymieHuss npu CXY kacarotcst
CHUXEHMST (PYHKIMOHATbHONH aKTUBHOCTU OTIAENbHBIX Y4acT-
KOB TOJIOBHOTO MO3ra (Kopa, TuMOundecKasl cucrema, 0a3aabHbie
TraHIJIMK, CTBOJ) 3a CUET yXyIdUIeHUs MeTaboju3Ma HEelpOHOB,
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pas3oOleHusT CBSI3el MeXIy KOPKOBBIMU U MOAKOPKOBBIMU
crpyktypamu [1]. Tlepudepudyeckure HapylIeHUSI CBSI3bIBAIOT
C DBHEpPreTMYecKUM JAeULIHUTOM MMTOXOHIPU, Ype3MEPHBIM
aHTMOKCHUJAHTHBIM CTPECCOM B OTBET Ha (hU3MYECKOe Harpsi-
XeHue, NTUCOYHKUUIO HOLIMUEIIIMU CKEJeTHOW MBIIIIbI, Hapy-
IIeHUs] pabOThl MOHHBIX KAaHAJIOB B MeMOpaHe MBIIIEUHbIX Kile-
TOK, YTO OTYACTU MO3BOJISIET OOBSICHUTh MATOJOTUYECKYIO MbI-
mreyHyto yromisiemocts ipu CXVY [2, 3].

HeiiposHnokpuHHasi TeoOpusi pacCMaTPUBAET YTOMIISIEMOCTh
KaK HapyllleHue oOpaTHOM CBSI3M B HEMPOIHIOKPUHHON CHUCTe-
Me. HokazaHo, yto npu CXY HapyiuaeTcss (pyHKIUSI TUIIOTaIsI-
MO-TUTMO(GU3aPHO-HANNOYEYHUKOBOI ocHu (Helpobuoiornye-
CKOIl CTPeccoBOl CHUCTEMbI), UTO MPOSBISIETCS Y OOJbHBIX
¢ CXY cHUXEeHUEM COAep>KaHUsI TOPMOHOB TUIO(U3a U HaAMO-
YEeYHMKOB, Ba30akKTUBHLIX HeWpornentuaoB [11]. OmHako mo-
NIOOHbIE M3MEHEHUsI BCTPEUYarTCsl MPU MHOTUX XPOHMYECKUX
3a00JieBaHMSAX, TaKUX Kak oHKouartojorusi, PC, 6one3Hp Ilap-
KWHCOHA U Jp.

B mnonb3y reneruueckoir Teopur CXY CBUAETEIBCTBYIOT
naHHble, nomydyeHHbie J. Kerr et at. u3 YHuBepcutera CBsiTOro
T'eoprust (JIoHmOH) B 3aBEpIIECHHOM WCCIEAOBAHUU, PE3yIbTaThl
KoToporo omnybnukoBaHbl B koHie 2008 r. [7]. KomrmuiekcHoe
n3ydyeHue 88 yeaoBeyeCcKMX reHoB Yy mauueHToB ¢ CXY mo3Bo-
JIWJIO aBTOpPaM BBISIBUTh 7 TIOATWIOB 3a00J€BaHUS, KaXIbIiA
W3 KOTOPBIX MOMUMO TOBBIIIIEHHONH YyTOMJISIEMOCTU XapaKTepU-
30BaJICS MPEOOTAJaHUEM OMPENEICHHBIX CUMIITOMOB OOJIE3HU.
KiauHuyeckuMu 0COOEHHOCTSMU TIEPBOTO TMOATUIA SIBISIOTCS
JIeTIpeccusi, TpeBora, CHUXXeHWe MaMsiTU U BHUMAHUS, MbIIIey-
Hble U CcycTaBHble Oonu. Bropolf moaTumn XxapakTepusyeTcs
CKEJIETHO-MBIIIEYHBIMU OOJISIMU, OCJIA0JIEHUEM TMaMSTU U BHU-
MaHus. TpeTuii TOATUN OTIMYAETCS TOJBKO HE3HAYUTETbHOWN
oOmeli cnabocteio. YeTBepThId MOATUIT TIPOSIBISIETCS CHUXE-
HUEM TaMSITU U YMEPEHHBIMU OOJE3HEHHBIMU OIIYIIEHUSIMU
B Tenie. [Ipu msgTom moaTurne mpeobiagaloT HapylIeHUs! CO CTO-
POHBI XETyJOYHO-KUIIEYHOTO TPaKTa, a TakXKe MBbIIICYHbIE
U cyctaBHble 0oy, IllecToil monTUI MUAarHOCTUPYETCS TPU CO-
crossHUM obieit ycranoctu. Ilpu cenbMoM MoATHIE BEAYLIIUMU
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MNPOSIBJICHUSIMU OKa3bIBAIOTCSI CKEJIETHO-MbIILIEYHbIE 001, pa3-
JIMYHbIE MHPEKLUU (4aCTO XPOHUYECKUI TOH3WIUT), Hapylle-
HUS CHa, MaMsITU, IeIpeccus U TpeBora. ABTOPhI JoKa3aau, 4TO
CaMbIMU YaCThIMU pasHOBUAHOCTIMU CXY aBistioTcs 4-i u 6-i
OoATUMNbl, a 1, 2 ¥ 7-ii MOATUINBI KJIMHUYECKM 00Jiee BhIpaKeHbI.
Ho paxe sTo MacuiTabHoe ucciaegoBaHe He OTBETUJIO Ha BaXkK-
HBIIA BOIIPOC: MMEET JIM MECTO TeHEeTUYeCKasl IpeapacIioioXeH-
HoOCTh y nanueHToB ¢ CXVY nubo HapylleHUsI Ha TEHHOM YPOB-
HE Yy HUX MIPOU3OIUIM B pe3yjbTaTe BO3ACUCTBUS pa3IUYHbIX
BHEIIHUX (DaKTOPOB.

Takum o6pazoMm, CXY moka MOXHO XapaKTepu3oBaTb Kak
MYJbTU(hAKTOPUANbHBIA CUHAPOM. IIpu 3TOM y KaXXa0oro KOH-
KPETHOTO OOJIbHOIO MOXET MMETh MECTO COYeTaHWEe HEeCKOJIb-
KX (paKTOpOB, KOTOPHIC pacCMaTPUBAIOTCS KaK TPUITEPbI 3a-
OoneBaHusg [2].

OCHOBHBIM KJIMHWYECKUM MposiBaecHueM CXVY SBISIOTCS
o01as c1aboCcTh, YCTAJOCTb, OBICTPast YTOMJISIEMOCTb U <«XKeJla-
HUE OTIAOXHYTh», KOTOphIE MPOAOJIKAIOTCS B TeUeHUE 6 Mecs-
1eB u 0ojiece. YKazaHHbIe MPU3HAKM BO3HUKAIOT MOCTEIIEHHO Ha
¢GoHE MOJIHOTO 3A0POBbS MO0 IMOCJIE CTPECCOB WM MEPEHECEH-
HBIX pecnupaTOpHbIX MH(peKLuii. IIpyr 3TOM HJaHHBIE CUMIITO-
MbI HeJIb3s1 OOBSICHUTh TeKylleill (U3MYeCKOi Harpyskom, 00-
JIE3HSIMU BHYTPEHHUX OPraHOB WM HEPBHOM CHUCTEMBI [6].
YyBCTBO YCTaJOCTH PE3KO YCWIMBAeTCs Iociae (Gu3ndecKoi
100 YMCTBEHHOI HAarpy3ku, He 00JierdyaeTcsl OTIObIXOM WJIU
CHOM, CYILIECTBEHHO OTpaHMYMBAET ITIOBCEAHEBHYIO aKTUBHOCTD
nauyeHTa, CHIXXKAeT paboOTOCIIOCOOHOCTh M YXYIIIAeT Ka4yecTBO
€ro >XM3HU. YCTaJIOCTU YacTO COMYTCTBYIOT CHUKEHUE KOHIIEH-
TpallMy BHUMAaHMSI, ITaMSITH Ha TeKYLIME COOBITUS, YXYIILICHUE
HACTpOEHMSsI, HEOObSICHMMAsl TPEeBOra, IMOBBLIIICHHAsS JHEBHAS
COHJIMBOCTh U IPEPBIBUCTHIA HOYHOI COH, OOIIast MbIIIEYHAs
cJ1abocTh, 1100 CI1abOCTh ONpeNeIeHHBIX MBILIEUYHBIX TPYII,
MUTpUpYIOLIYE 00X pPa3InYHON MHTEHCUBHOCTHU U JIOKAJIU3a-
1y (rojioBa, MO3BOHOYHMK, TYJIOBUILE, KOHEUHOCTU, MBIIIILIbI,
cyctaBbl). Pexe BcTpeuaroTcsi 00 B XHUBOTE U HapylleHUE
CTyJla, HAaIlIOMUHAIOIINE «CHUHAPOM pa3apakeHHOTO KUILIEeYHU-
Ka», CHMXXEHME MO0 MOBBLILIEHUE MAacChl Tejda, MOTJIUBOCTD,
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KOXHbIE BBICBIMIAHUSI, TTOYTH TOCTOSIHHBIN CyO(heOpUINTET U yBe-
Jnu4yeHue TuMdatrndeckux y3ios [3, 5, 12]. BoablMHCTBO 60JIb-
HBIX MOTYT CIIPaBJISITbCS ¢ MPO(GECCUOHATBHON WM OOBIYHOM
JloMalllHel paboTol, HO COBEPIIIEHHO HE B COCTOSIHUM BBITOJI-
HUTb HArpy3Ky, TpeOyIIIyl0 IOTOJHUTEAbHBIX YCUJIUNA WIN
oBJlafieHus1 HOBoi MHbopMaimeil. [Ipy 00BEKTUBHOM OCMOTpE
y TaKMX MalMEHTOB OOBIYHO HE yIaeTcsl OOHAPYXUTh 3HAUUMOM
COMAaTHUYECKON WM HEBPOJOTMYECKOM MATOJOTUM JIUOO BbISIB-
JISTFOTCSI CUMIITOMBI, XapaKTEPHBIE TOJBKO JIJISI OCHOBHOTO 3a00-
neBaHusl (mpu BTopudyHOM xapaktepe CXYVY). TeueHue 3abolie-
BaHUS yYallle XapaKTepu3yeTcsl OTCYTCTBHEM ITpOrpeccrupoBa-
HusA. HescHocTb KapTUMHBI B 3aBUCMMOCTH OT MpeoOsamaHus
CUMIITOMOB 3aCTaBJIsIeT MallMeHTOB 00pallaThcsl K pa3auuYHbIM
crenMaynucTaM: HEBPOJIOTY, TMCUXUATPy, PEeBMAaTosory, WH(peK-
LIMOHUCTY, TepaneBTy, Xupypry u ap. Ilpu 3ToM npoBoaumoe
o0cyiejoBaHKEe OOBIYHO HE BBISIBJISIET KaKMX-JIUMOO CEepPbe3HbIX
HapylIeHW opraHru3Ma, 4YTO YCYTYOIsIeT y TaKUX OOJIbHBIX pa3-
NIPpakKUTeJIbHOCTb, TPEBOTY, JAEMPECCHUI0 U axe arpeccuto, Ha-
MPaBJIICHHYIO NPOTUB MEAULIMHCKUX PAOOTHUKOB WU OJIU3KUX.

Pacno3znaBanue CXY ocraeTcsa 1OCTaTOYHO CJIOXKHON 3ana-
yeii. K coxanenuto, ceromHss CXY B 3HaUUTEJIbHOU Mepe SIBJIsI-
€TCs TOJIbKO KJIMHUYECKUM MUArHO30M, MOCKOJbKY OTCYTCTBY-
IOT XapaKTepHbIE JJaADOpAaTOPHbIE U MHCTPYMEHTAJbHbBIE HCCIIe-
JI0OBaHMSsI, MO3BOJISIIOLIME ero MoATBepAuTh. JuarHoctuka CXY
OCHOBaHa Ha kajnobax, aHamMHe3e 3a00jieBaHusl, CyObEeKTUBHOM
U OOBEKTHMBHOM OlLIEHKE YMCTBEHHOW U (DU3MUECKOi yToMJisie-
MocTu. CyObeKTUBHbBIE METObI OLIEHKM YTOMJISIEMOCTU 3aKJIIO-
YalTCS B 3alOJTHEHUM OMPOCHUKOB M 1iKaid. Haubonee yacto
WCITOJIb3YETCSl IIKaJda OLEHKU TSIXKECTU YTOMJISIEMOCTH (4-item
Abbreviated Fatigue Questionnaire), Kotopasi obJiaiaeT 10cTa-
TOYHO BBICOKOM CTENEHbIO HANEXHOCTU U JocToBepHOCTU [10].
OnHako OONBIIMHCTBO IIKAJI UMEIOT CYIIECTBEHHBIE HEIOCTaT-
KU, TaK KaK pe3yJIbTaThl 3aMOJIHEHUSI OMIPOCHUKOB MOJABEPXKEHbI
BJIVSIHUIO UMITYJIbCUBHOCTU, a HAa WX PE3YyJbTaThl BIUSIOT Ta-
Kue (hakTophl, KaK AEMpPeccusi, 00Jb WU COHIUBOCTh. OOBEK-
TUBHAsI OLIEHKA MbILIEYHON YTOMJISIEMOCTM OCHOBaHa Ha CpaB-
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HEHUU OIpEEEHHBIX MapaMeTpoB N0 U mociie (puandeckoi
Harpy3ku. Hanbosiee TpoCTbIM METOAOM SIBJISIETCSI OLIEHKA MaK-
CHMAJIbHOW CWJIbI B Hayajle U KOHLE COKPALEHUS MBILIL] KUCTH.
C 1enpl0 MOATBEPXICHUS MBIIIEYHOU YTOMIISIEMOCTU UCHOJIb-
3YIOT 3JIEKTPO(U3NOIOTUYECKUE METOAUKM, Takue Kak OMI,
OHMI, TpaHcKpaHUalbHasi MarHUTHASI CTUMYJISIIIASI 1 COMATO-
CEeHCOpHbIe BbI3BaHHbIE TOTeHIMaNbl [10]. OCHOBHBIM cIOCO-
OOM OIIEHKM YMCTBEHHOW YTOMJISIEMOCTH SIBJISIETCSI MCITOJIb30-
BaHUE TecTa Ha CJOXeHWe 1ubp, BOCOIPUHUMAEMBIX Ha CIIyX
(Pased Auditory Serial Addition Test).

B muddepenunansHoii nuarHoctuke CXY BaXHYyIO pOJib
WUTPAET UCKIIOUEHUE APYTUX 3a00JeBaHUl CO CXOAHOW KIIMHU-
yeckoll kapTuHOHW. BaxHo paszrpannuuth CXY oT dusunonoru-
YECKOU yTOMIISIEMOCTHM, KOTOPOW TOABEPXEHO OOJBIIMHCTBO
3[I0POBBIX JIIOMIEH, WCTBITHIBAIOIINX OOJIbIIINE HEPBHO-TICUXU-
yeckue b0 (usmyeckue mneperpy3ku. B mociemHem ciydae
YTOMJISIEMOCTh HE HOCUT JIJIUTENIbHBINA XapakTep, MpU 3TOM Ka-
YeCTBO XM3HW W TIOBCEIHEBHAsl aKTUBHOCTb HE U3MEHSIIOTCS,
a Jlaxe KpaTKOBPEMEHHBIH OTAbIX MPUHOCUT UM OOJieryeHue.
B cnyuasix BropuuHoro xapakrepa CXY ero kKimHuueckasl Kap-
TUHA JOMOJHSIETCS CUMITOMAMKM OCHOBHOTO 3a00JIeBaHUST U TIOJ-
Bepraercsl perpeccy Ha ¢doHe crneuuduyeckoit tepanuu. CXY
HabJ1omaeTcsl MpU IIUPOKOM Kpyre XpPOHUYECKUX COMaThye-
CKUX W HeBpoJIorTMYecKux Oosie3Heil. Cpeau TMociaeqHuX Clemy-
€T OTMETUTH PSiJi AayTOMMMYHHBIX 3a00yieBaHuii, Takux kak PC,
MUacTeHUs rpaBuc, aemuenuHusupyoiiue [THIT, mpu KoTopbix
npucoenuHeHrue CXY K OCHOBHBIM KJIMHWUYECKUM CHMIITOMaM
0OJIE3HM CYIIECTBEHHO YXYAIIAeT UX TeueHue. CXOXUMU KIIU-
HUYECKUMM TIPU3HAKAMM COIPOBOXAAETCS (pubOpomMuanrus,
MpU KOTOPO Mopdosorndyeckuii cyocTpaT Takxke MoKa He ycTa-
HOBJICH.

Jlevenne CXY BKIIOYAET JIEKAPCTBEHHBIE U HEMEIUKAMEH-
TO3Hble MeToabl. HecMmoTpsi Ha MMeINIyIOCSd YTOMIISIEMOCTbD,
BaXXHbI pojib (DU3MUECKON HArpy3Ku, MJIaHUPOBAHME pexXuMa
nHs. CneuuanbHoii nuetsl pu CXY He cyllecTBYeT, OJHAKO
BaXXHO TPUIEPKUBATHCS HOPMAJIBHOM Macchl Tela, TaKk Kak
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U30BITOYHBIN BeC TPEOYET MOMOTHUTENbHBIX YCWJINN TIPU BBITION-
HEHUU JBUKEHUW W TEM CaMbIM CIOCOOCTBYET YCYTYOJICHUIO
yTomiisieMocTd. BaxxHylo posib UTparoT MCUXOTEpaNeBTUYECKUE
Meronbl. B KaxmoMm ciyyae HEOOXOIUMO MOBTOPHO MHGMOPMU-
poBaTh OOJBHOTO O XapaKTepe MMEIOIIErocsl y Hero 3adosieBa-
HUsI, €ro MpoucXoxaeHun u TporHose. CriemyeT 6e3 ocoboi
HYXJIbl ©30€TaTh MOBTOPHBIX CJIOXHBIX TEXHUYECKUX UCCIEI0-
BaHWil, KOTOpbIE MOTYT YCYIyOJISITb TPEBOTY W TMOAO3peHUe
y OOJIbHOTO Ha HAJIMYKE Y HETrO TSXKEJIOT0 U HEU3JIEUYMMOro 3a-
OosieBaHusl. HecOMHEHHBIN Bpel HAHOCAT JUTUTEIbHBIA TTO-
CTEJIbHBIN peXWM U TTOBTOPHBIE TOCITUTATIU3ALIMU B CIELAATNA-
3MPOBAHHBIN cTallMOHAp. B psine ciydyaeB MO3UTUBHBIN 3(hdheKT
JIOCTUTAETCSI TIPOBEJACHUEM HUTI0pedieKcoTepanuu, CTUMYIU-
pYIOIIMX BOJIHBIX TMPOLEAYpP, TaKUX KaK HUPKYISIPHBIA ITyIl.
Cpenu ieKapCTBEHHBIX CPEJCTB TpenapaTaMu BbIOOpa SIBISIIOT-
cs aMaHTaauHbl (MuaaHTaH, ITK-Mepir), MHTUOUTOPHI OOpaTHO-
ro 3axBaTa cepoTOHMHA ((IyOKCEeTUH, BeHJa(aKCHH), BHICOKO-
JI03HbIE BUTAMUHEI rpynmnbl B (Muibramma, HeiipopyOuH), 610-
CTUMYJISITOPBI (IXUHOKOKK, TTAHTOKPWH, KEHbIIIEHb), arOHUCTHI
PEHUH-aHTMOTEH3UHOBON CHUCTEMbl WJIM aJpEeHEePruYecKue aro-
Hucthl [2]. Cnemyer u3beratb Ha3HaY€HUS] JOPOTOCTOSIIUAX
U abCypAHBIX TI0 MEXaHU3MY JIEUCTBUSI JIEKAPCTBEHHBIX CPEACTB.

IoBceqHeBHast KJIMHUYECKAsi MPAaKTUKa IMOKA3bIBAET, UYTO
B benapycu nuarnoz CXYVY ycraHaBnuBaetcsi peako. B mepsyto
ouepesb 3TO CBSI3aHO C HEIOCTAaTOYHOW MH(MOPMHUPOBAHHOCTHIO
Bpayeil o ero KIMHU4Yeckux cumnrtomax. Mcxonst uz odmeMupo-
BOW MEIUIIMHCKOW CTaTUCTUKM, B HAUIEW CTpaHe JOJIKHO OBITh
He MeHee 200 ThIC. TaKUX OOJBHBIX. A TMOKA, B MOAABJISIIONIEM
OonpiInHCTBE cirydaeB, CXY ommbOYHO TPAKTYIOT KaK HEBPO3,
pacnopocTpaHeHHbBII OCTEOXOHIPO3 MO3BOHOYHMKA (HECMOTPSI
Ha MoJjiofoil Bo3zpact!!!), BereTaTMBHYIO IMCTOHMIO, TUCLIMPKY-
JISTOPHYIO 3HIIe(daTonaT1Io, MoJuocTe0apTpo3 U Ap., HazHavasi
«COOTBETCTBYIOIIIEE» JIEYEHUE.

IIporHo3 npu CXYV yaiie 6JaronpusiTHbINA, OOIHAKO 3aBUCUT
OT CBOEBPEMEHHOW MUArHOCTUKU W UCKIIIOUEHUST 3a00JIEBAaHU,
TPeOYIOIIUX WHBIX TOIXOI0B JIEYECHUS.
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SAKJIIIOYEHUE

JIOCTIKeHUSI COBPEMEHHOM MEIWLIMHBI MTO3BOJIMIN B3IJIsI-
HyTh Ha TMPoOGJIeMy ayTOMMMYHHBIX 3a00JIeBaHUI IO-HOBOMY.
3a mocaemHye OeCATHICTHS] OTMEUeH 3HAYMTENBbHBINA MPOrpecc
B IOHMMAaHWUA MEXaHW3MOB Pa3BUTHUs STON MATOJOTMH, XOTSI
MHOTHE BOIIPOCHI, Kacatomecs A3, ocTaroTcs 10 KOHIIA He pe-
meHbl. Cpeay HUX HECKOJIBKO KITIOUEBBIX: YTO IOATAJIKABAET
CcOOCTBEeHHBIC TUM(POIIUTHI K aTaKe Ha CBOM K€ TKaHU U KakK 3TO
MOXHO TIpeIyNpeanTh?

YeTBepTbBEKOBOM OIBIT paOOTHI ¢ TAKUMU MALIMEHTaAMU I10-
Ka3bIBaeT, HACKOJbKO M3MEHWJINCh TMAaTHOCTUYECKUE U Tepa-
MEeBTUYECKHUE TIOAXOIbI K ayTOMMMYHHBIM 3aboyieBaHusIM. Pa3-
paboTaHbl KIIMHUYECKUE, TAbOpaTOPHbIE U MHCTPYMEHTATbHBIC
CTaHAAPTHI MX pacro3HaBaHus. Takoil yHHGHUIIMPOBAHHBIN MO/~
XOI TaeT BO3MOXHOCTh CITELIMAJIMCTAM Pa3HBIX CTpaH pa3roBa-
pUBaTh Ha OTHOM SI3bIKE - SI3bIKe (DAKTOB, CpaBHMBaTh 3aboJie-
BaeMOCTh B pa3HBIX PETMOHAX MUPA, TEJIUTHCSI OMBITOM pabOTHI
HallMOHAJIBHBIX HEBPOJOTMYECKUX IIKOJ. MHOIMe acHeKThl
HEMPOVMMYHOJIOTMM M3 00JIaCTH TEOPETUYECKUX 3HAHWMA ce-
TOIHSI MEepelUTH B pa3psii PyTUHHBIX WCCIIEIOBAHUMI, TOCTYII-
HBIX JIIOOOMY MPAaKTHUKYIOIIEMY Bpady. XOTSI HEPEAKO IPUXO-
IHUTCS KOHCTAaTUPOBaTh, YTO OIIpelcieHHass 4acTh CIelra-
JINCTOB 3HAYUTEJIBbHO OTCTaeT OT IMPOrpecca COBPEMEHHBIX
3HAaHUM, MOJB3YSICh TOM MHMOpMaIIKed, KOTopas Oblia IoJyJe-
Ha MHOTO JICT Ha3aj.

256



ITopaxkeHrue HepBHOI CUCTEMbl YacTO HaOJI0IaeTcsl Cpeau
BCeil ayTOMMMYHHOIi I1aTojIoTuM. B Hacrosiiee BpeMsi B MUpe,
B TOM 4ucie U B benapycu, yBeqnuuBaeTcsl YUCIO TaKUX MaLv-
€HTOB. MOXHO KOHCTAaTMPOBaTh 3HAYMTEIbHBIN MMaToMopdo3
TeYeHUs] ayTOMMMYHHBIX HEBPOJIOTMYECKUX 3a0oneBaHuil. Ce-
TOMHS YK€ SIBJISIIOTCS Ka3yMCTUKOWM KJacCUYEeCKHe ciydyau BOC-
Xongiero Iapaiauda JIaHApYM WM T€YEHUSI MUACTEHUM TpaBUC
«CBEpXy - BHU3». boJjblllas 4yacTb TaKuX OoJyie3Hell M3HaYaJabHO
MMEIOT XPOHUYECKOE TeUeHUE, HAUMHAsICh MCIOABOJIb, MEIJICH-
HO IIPOTpEeCcCHUpPYsl, M TSKEIO0 IMOAAAIOTCS TPaAULIMOHHOM Tepa-
nuu. HecoMHeHHas pojib B 3TOM IIpoliecce MPUHAMIEKUT KaK
W3MEHEHMSIM UMMYHHOTO OTBETa, TaK U BHEIIHUM (B TOM YHCIIE
9KOJIOTUYECKUM) (haKTopam.

3HAYUTEIbHO U3MEHUJIUCH U MTOAXOAbI K JeyeHuto A3. Kpo-
Me€ TJIIOKOKOPTUKOUAOB U LIMTOCTAaTUKOB, MOSIBUINCH HOBBIE M€~
TOObl U TexXHoJoTruu Tepanuu. CerogHsl yxe CHELMAIMCTOB
HE YIMBUIIb BO3MOXHOCTSIMU BIUSITH HE TOJIbKO Ha KJIETOYHBINA
1 TYMOPAJIbHBIM MMMYHMTET, HO M Ha OTAC/IbHBIC 3BEHbS UM-
MYHMUTETA U JaXKe Ha OTHEIbHbIE MOJIEKYJbl. 3a 3TMMMU COBpe-
MEHHBIMM TEXHOJIOTUSIMU Oyayllee, KOTOpOe MO3BOJIUT 00JIer-
YUTh COCTOSIHME 3TOM ACUCTBUTEIBHO TSIKEION KaTeropuu
OOJIbHBIX, TTOCKOJBKY KJIIMHUYECKash HEBPOJIOTUs IOKa B JOJITY
rnepe HUMMU.
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