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CI/ICTeMHbIe BackyiuTel (CB) mpencraBnsitor coboit
TPYIITy TETEPOTCHHBIX 3a00JIeBaHUIA, TJIABHBIM MOpP-
(bomormaeckuM cyoCcTpaTOM KOTOPHIX SIBIISIETCS TTOBPEXIE-
HUE 3HIOTEINS COCYIOB, a CIIEKTP KIMHUIYECKUX ITPOSIBIIC-
HUWIA 3aBUCUT OT THIIA, pa3Mepa, JOKIM3alluK IMOpaxkeH-
HBIX COCYIOB U TSIKECTU COITYTCTBYIOIINX BOCHIAIMTEIBHBIX
HapylleHuii. Ha cerogHsIIHMIA JeHb HAKOIUIEH OOJbIION
OIBIT MO M3YYEHMIO BACKYJIMTOB, BKJIOYas IMArHOCTUKY
U JIeYeHNe pa3HbIX HO300rnyeckux ¢opm [1].
AccoummpoBaHHBIE ¢ aHTUTEJIaMU K IIUTOILIa3Me Heli-
tpounoB (AHLIA) Backynutel (AAB) — rpynma mocra-
TOYHO PEIKMX ayTOMMMYHHBIX CHCTEMHBIX 3a00JIeBaHMUIA,
IUIST KOTOPBIX XapaKTEPHO IIPEUMYIIECTBEHHOE ITOpaxKe-
HUE JIETKUX, TTOYeK, MbIXaTeIbHOW CUCTEMBI U Iepudepu-
yeckux HepBoB [2]. Cpeau Bcex CB 3aboseBaHUsI JaHHOI
TPYIIIBI SIBIISIIOTCS] Hanbosee pacipocTpaHeHHBIMH. K 1ma-
TOMOP(OJIOTMYECKUM XxapakTepuctukaM AAB oTHocgTcd

BOCITJIEHUSI U TIOBPEXIEHUSI KPOBEHOCHBIX COCYIOB MaJlo-
Io0 M CpeIHero Kaimbpa, CBI3aHHBIC C IUPKYJIUPYIOITMHI
B mna3me kpoBu AHIIA, koTopbie HampaBJIeHbl ITPOTUB
crieniUIecKrx OeJIKOB B IpaHyJiaX IIUTOIIa3Mbl HEUTPO-
GUII0B M TM30COMATBLHBIX O€JTKOB B MOHOIIUTAX. MeTom He-
MPSIMOT'O0 UMMYHO(DJIyOPECLIECHTHOIO aHaIM3a B HACTosIIee
BpPEMSI MCMOJIb3YeTCs B OOJBLIMHCTBE JJabopaTopuil B Kaue-
CTBE CKPMHUHTOBOIO TecTa Ha AAB.

B cootBeTcTBUM ¢ MOaM(pUIIMPOBaHHOI KiIaccupuKa-
uueii CB (2012) B rpynmy AAB BxonsrT:

* rpaHyjieMaro3 ¢ noauanruuTom (I'TIA);

* MUKpOCKOIMMIecKuii moauanruut (MIIA);

* so3uHouabHLI ['TIA (DI'TIA) [3].

VYpoBeHsb 3aboneBaemoctu I'TIA, MITA u OI'TIA B EB-
porte coctasistet 2,1—14,4; 2,4—10,1 u 0,5—3,7 ciydas Ha
1 MJTH HaceJIeH!sI COOTBETCTBEHHO, a PaCIIPOCTPAaHEHHOCTh
AAB — 46—184 cnyyast Ha 1 MitH HacenleHus. B Poccnm, kak
u B ctpaHax EBporbl, ['TIA BcTpedaeTcs 3HaUMTENbHO Yallle,
yem MIITA u BI'TIA, B TO BpeMd Kak B SlrmoHumn, Ha000OpOoT,
BhIIIE pacnpocTpaHeHHOCTh MITA. CriekTp KIMHWYECKUX
nposiBieHuii AAB 1ocTaTouHO IIMPOK U BapuadenaeH — OT
KOXXHOU CHITIH IO TeHEPAIM30BAHHOTO IMOJIMOPTAaHHOTO IT0-
paxeHus [1].

CUCTEMHBIE NMPOABNEHUA AHLIA-ACCOLMNPOBAHHbIX
BACKYNUTOB

VY nmaumeHTtoB ¢ AAB yacTto HabGmiomaeTcsl pa3BUTHE
JUCOYHKIIMY BEreTaTUBHOW (AaBTOHOMHOI) HEPBHOU CU-
CTEMBI, pEeTYINPYIOLIEH YpOBeHDb (DYHKIIMOHAIBHOI aKTHUB-
HOCTH opraHu3ma. s OLIeHKU CTEIeHU BBIPaKeHHOCTHU
aBTOHOMHOI JMCOHYHKIIMU UCITONB3YIOTCS KOMOMHUPO-
BaHHag IIKaJla BereTaTuBHbIX cuMnToMoB (The composite
autonomic symptom scale 31 — COMPASS-31) u bup-
MUHIeMCKasl 1IKaja aKTMBHOCTM BackyauTa (Birmingham
Vasculitis Activity Score — BVASv3). Ilo pesynsratam uc-
crnenoBanust P. Moog u coaBr., y manueHToB ¢ AAB B 3,5
pasa yaille pa3BUBAJIMCh Ba30MOTOPHBIE U Ta30BbIE aBTO-
HOMHBIC HapyIIeHUS IT0 CPAaBHEHHIO ¢ KOHTPOJBHOM TPYIT-
101, OMHAKO HE BBISIBICHA pa3HMIIA B 9aCTOTE Pa3BUTHUS
KapIuOBaCKy/ISIPHBIX, TaCTPOMHTCCTUHAJIBHBIX, IIAIIIN-
JIOMOTOPHBIX U CYIOMOTOPHBIX CUMIITOMOB. Kpome Toro
OTCYTCTBOBaJla KOPPEJSIIUsSI MEXIy BBIPaXXEHHOCTBHIO aB-
TOHOMHOU HEWpOIIATMU W IJIATEJIBHOCTBIO 3a00JIeBaHUS,
a TaKXKe YMCJIOM BOBJICUEHHBIX B ITaTOJIOTUYECKUI ITpoIiece
cucteM opraHusma. Yactora BOSHUKHOBEHUsI aBTOHOMHBIX
HapylIeHNI OOWHAKOBa y IAIIMEHTOB C aKTUBHBIM AAB
U y OOJbHBIX, HaXOISAIIUXCSI B PEMUCCUU, C TIPU3HAKAMU
nopaxkeHusI HEPBHOM CUCTEMbI U 0€3 TaKOBBIX [2, 4].

TPAHYNIEMATO3 C TMOJINAHTUATOM (TPAHYNEMATO3
BEFEHEPA)

I'TIA (rpanyinemaro3 BereHepa) — cucteMHoOe BocCIa-
JIMTENIbHOE 3a00JIeBaHME, 3aTparuBalolee BEpXHIEe U HIXK-
HHUe IbIXaTeJdbHbIe YT, a Takke nmouku. s nanHoro CB
XapakKTepHO HEKPOTUYECKOE TpaHyIeMaTO3HOE MopaXkeHue
cocynoB Maioro kanuopa [5]. B EBpomne pacnpocTpaHeH-
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HocTb I'TIA B monyssitinu coctasisieT S cinydaes Ha 100 ThIc.
HaceneHus [6].

VY % nauuenrtoB ¢ I'TIA pa3BuBaercsl mopaxkeHue re-
pudepuueckoit HepBHol cuctembl (ITHC), Kotopoe mpo-
SIBIIICTCS KaK MHOXKECTBEHHOM MOHOHEMpomaTheil, Tak
U CEHCOPHO-MOTOPHOM IMOJIMHENPOIIATHUENA.

YacToTa nopaXeHuil [IeHTpaTbHOW HEPBHOM CUCTEMBbI
(IHC) nipu I'TTA, mo gjaHHBIM pa3HbIX aBTOPOB, BApPbUPYET
ot 6 10 54% cny4daes [1, 7]. K HauGosiee 4acTbIM IIPOSIB-
JICHUSIM OTHOCSITCSI OCTpbI€ HapyllIeHUsI MO3rOBOrO KPOBO-
oOpallleHrs, TaXUMEHUHTUT U TAaHTUTIONTUTYUTapu3M [8].

Kax npaBuno, y mauneHToB ¢ I'TIA B mopaxxenne LTHC
BOBJIEKAIOTCS CIIEAYIOIINE CTPYKTYPBI: TUTIO( 13, MO3TOBbIE
000JIOYKM U COCYIMCTasl CEThb ToJIOBHOrO Mo3ra. KiuHu-
YeCKH TOPaXEeHUE MOXKET ITPOSIBISITHCS TOJIOBHOM OOJIBIO,
MEHUHTE€AIbHBIM CHHAPOMOM, OSIWICNTUYSCKUMHU IIpU-
CTyIlaMH, LiepeOpaJbHbIM apTepUaJlbHbIM WJIM BEHO3HBIM
TPOMOO30M, TIOpakKeHWEM CITMHHOTO MO3Ta C Pa3BUTHEM
TorepevyHoro Muenaura [8].

IMopaxenue runodusa npu I'TIA — penkoe siBIeHUe,
kotopoe otMeyaeTcs y 1,3% nauuentos [9]. [Topaxatotcs
KaK TIepeIHUI, TaK W 3aTHUI TUIO(MU3, YTO B HEKOTOPHIX
CAyJasix IMPUBOAMT K Pa3BUTUIO IaHTUIONMUTYyHTapu3Ma
C MOCJIEYIOIIUM Pa3BUTHEM KIMHUYECKOUN KapTUHBI TUITO-
TUPEO3a, TUMIOKOPTUIIM3MA U TUIIOTOHAAM3Ma Pa3JIMYHON
CTETICH! BBIPAXXEHHOCTHU, BIUIOTH JO KOMAaTO3HOIO COCTO-
aHus. [unogusut, ceazaHHbiil ¢ ['TIA, MoXeT MpuBeECTU
K YaCTUYHOW WM TOTaJbHON AMCHYHKIIMU Trunodusa.
INanmeHTH M3HAYAIBHO XKAIYIOTCS Ha HeCIeIn(pHIecKIe
CUMNTOMBI (ToJIOBHAs1 00J1b, 00IIasA CIa00CTh U YTOMIJIsIE-
MocTh) [6]. ITpu 6oJee BEIpaXKeHHOM MOpPakeHWU TUITOMU-
3a pa3BUBAIOTCS cTieM(pUIecKre IHIOKPUHOIIATAN,, CAMOM
YacTOM 13 KOTOPBHIX SIBJIsSIeTCSl HecaxapHbiii nuabert [7]. I1a-
TOT€HEeTUYECKUI MeXaHM3M JaHHOIO IMpoliecca Mpearnoia-
raet rpaHyJjeMaTo3Hoe ropaxeHue runogusa [10].

MWUKPOCKOMUYECKMNIA NOJIMAHTNNT

B 1923 . Hemenkuii matosior @punprx Bosuib onmcan
JIBYX IMAIlMEHTOB C aTUITUYHBIM BapHMaHTOM BacKYJIUTa, Xa-
PaKTEPHU3YIOLIETOCsT HATMYMEeM IJIOMepyJioHehpUTa U He-
rpaHyJeMaTO3HOIO BOCIAJIEHMSI COCYIOB Majioro Kaauopa.
BriociieacTBUM AaHHBII BapUaHT y3€JIKOBOTO MEepUapTepu-
WuTa OBUI IPU3HAH HOBOU (hopMoOIi 3a00JIeBaHNS 1 Ha3BaH
MIIA [11]. MIIA yaiie AMAarHOCTUPYeTCS y IallMeHTOB
CTaplIero Bo3pacTa v MPosIBIISIETCS 0oJiee TsKeJIbIMU hop-
MaMu TopaxeHust mouek, 9em pu ['TIA [12]. [TopaxeHue
ITHC npu MIIA BcTpeuaeTcs vaiie, yeMm ropaxenue LTHC
(B 20—58% u 17—30% cnyuyaeB coorBeTcTBeHHO) [11, 13].
Backynur-accormupoBanHoe nopaxenue [THC conpoBox-
JIAeTCs BOBJICUCHMEM KaK MOTOPHBIX, TaK M CEHCOPHBIX
BOJIOKOH HEPBOB KOHEUHOCTE! U B OOJIBIIMHCTBE CIyvyacB
MPOSIBIISIETCS MHOXECTBEHHO MOHOHeWponaTuei u auc-
TaJlbHOM CHUMMETPUYHOM ITOJMHENMpPONAaTUElA, pexXe WUIICHU-
¥ OujaTepajibHOM TIJIeKconaTueit, KpaHUaJabHOM Heipomna-
tueit. Bapuantsl nopaxenust IHC BxiiouyaroT nHGpapKThI
TOJIOBHOTO MO3Tra, TaxUMeHUHTUT [ 14]. Mopdonornyeckoit
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ocobeHHocThI0 MITA gBasieTCsl OTCYTCTBUE IPaHyIeMaTo3-
HOro BOcHajieHUsI, KOTopoe 4yacTo BcTpeudaetrcs rpu ['TIA
u OI'TIA [12].

IMopaxenus nepudepuyeckux HepBoB pu AAB Heo6-
xogumo nuddepeHIMpoBaTh ¢ HACIEICTBEHHBIMU U TIPU-
OOpeTeHHBIMU META0ONMYECKUMM HeHponmaTusIMH, pa3-
BUBAIOIIMMMCS Y TIALIUEHTOB C CUCTEMHBIM aMUJIOMI030M
U TUTIOTUPEO30M.

303WHODUIIbHBIA TPAHYNIEMATO3 C MONMUAHTUUTOM
(CUHAPOM YEP)XA-CTPOCC)

OITIA (panee — cmHapom Yepmka—Ctpocc [CUC])
MpPeacTaBIsgeT co00il MYJBTUCUCTEMHBIN IIpOLIECC, Coue-
TAOIIHA IIUTEIbHOE TeUeHNe OpOHXMATLHOM acTMEI, Je-
OIOTHUPYIOIICH BO B3POCIOM BO3pacTe, MOPaskeHNE BEPXHIX
NIBIXaTeJIbHBIX MYTE ¥ 203MHOPUINIO B NeprudeprIecKoii
kpoBu [5]. BriepBrie 3aboieBaHue onvcaHo B 1951 . ame-
PUKAHCKMMU TaTojioroaHaToMamu I[xxeiitkooom Yepaxkom
u Jlorre CTpocc, KOTOpPhIE OTMETUIM, YTO OHO SIBJISIETCS
¢dopmMoOit THCCEMUHUPOBAHHOTO HEKPOTUYECKOIO BacKy-
JINTa ¢ BHECOCYAMCTBIMU TpaHyJIeMaMH, BCTPEUYAIOIIUMI-
¢Sl ICKITIOUHNTEJIBHO Y MTAIlMeHTOB ¢ OPOHXHAIBHOM acTMOM
1 TKaHeBoW so3umHopuiaueit. B 2012 . AMepukaHCKoe
OOIIIECTBO PEBMATOJIOIOB MPUHSIO HOBYIO HOMEHKJIATYpy
B KJIacCU(UKAIIMU BaCKYJIUTOB, B KOTOPOWi T 0003Haue-
Hus CUC ucnonn3osanu tepmuH DITIA [8, 15]. 3aboneBa-
emocthb DITIA cocrasiset ot 0,5 1o 6,8 cayyas Ha 1 MutH
B3pocyioro HaceneHuss B roa. OITIA wdaiie BcTpedaercs
y ui B Bo3pacte ot 40 go 60 et [15, 16].

OrnnuutenbHol ocobeHHOCThI0 DI TIA oT nHBIX AAB
SIBJISIETCS CTAIUITHOCTD TEUCHUSI:

* l-9 cragmsa — TIpompoMajbHAsI — IIPOMOJIKAETCS
B cpelHeM 28 MeC, HO B HEKOTOPBIX CIIydasiX MOXET
JITUThCS rogaMu. I1s1 3Toi cTamuu XapaKTepHbI aj-
JIeprudecKue MPOSBICHNS: PUHUT, MTOJUATIO3, OPOH-
XUaJIbHAST aCTMa, PEIIUAMBUPYIOIIAs TUXOPAIKA;

2-s cTagus MOXET MePCUCTUPOBATh WM PELMINBU-
poBaTh B TeUCHNE HECKOJBKMX JIeT. B 310l cTammm
OTMeYaeTCsT S03MHODWINS HepudepuIecKoil KpOBU
U TKaHei. K 0oco0eHHOCTSIM JaHHOTO Mepruoia OTHO-
CSAT BOBMOXHOCTb perpecca OpoHXUaJIbHOM acTMHI | 1,
13];

3-s1 cTamus HAOIIOMaeTCs B CpeHeM depe3 3 Toja Imo-
cJie Havana 1-i1 craguy 1 npeacTasiseT codoil pas3-
BEpHYTHII 3Tam 3a0oJIeBaHMSI, BO BpPeMsI KOTOPOTO
TPOVCXOINUT Pa3BUTHE XM3HEYIPOXKAIOIIETo TeHepa-
JIN30BaHHOTO BACKYJIMTA, a TAKXKe MOJUHEWPOIIaTHH.

Bapuantel nopaxenuss [THC npu BI'TIA npencras-
JIEHBI MHOXXECTBEHHOM MOHOHe#poIaTueii, 1100 acuM-
METPUYHON NUCTaJIbHOM MoJuHelponatueii. B ucciaeno-
BaHuu R. André u coaBT. y namueHtroB ¢ DI'TIA (n=88)
BBISIBJICHBI CJICAYIONINE TMOpaXeHUS: JIMLIEBOTO HepBa —
y 38%, rmazomBurareabHOro — y 17%, TpOMHUYHOTO —
y 10%, npeanBepHO-yJIUTKOBOIO — y 3%, I3bIKOTJIOTOYHO-
ro —y 3%, onyxnatomero — y 3%. [IposBieHust MyuennTa
oTMeueHbl y 1% obcnenoBanHHbIxX [17].



IMopaxenue TTHC npu CB MoxeT ObITb OOJHUM U3
MHOTHUX CMMIITOMOB WJIM CTaTh IEPBBIM IIPU3HAKOM 3a00-
neBaHus. B nemnom BapuanThl nopaxenus [THC npu AAB
MHOroo0Opa3Hbl W TMpEACTaBI€Hbl CEHCOPHOW, MOTOPHOM
WIY CMellIaHHOW nmonuHelponaTueid. [loBpexxaeHue nepu-
(heprueckux HepBOB HabMIOAaeTCs IIpu Becex AAB, mpu aTom
yanie y nanueHToB ¢ DI'TIA (B 60—70% ciay4aeB), HECKOIb-
ko pexe ipu MIIA (8 20—50%) u T'TIA (B8 15—50%) [18].
B nHacrosmee Bpems nopaxenue ITHC nipu AAB pac-
cMaTpMBaeTCs Kak CJIeICTBUE ayTOMMMYHHOM peakliu Ha
0o0pa3oBaHUE aHTUTEJ K LIUTOIIa3Me HEUTPODUIOB U MO-
CICIyIONIeH UIIEeMUN vasa nervorum C IeTeHepalueil ak-
COHOB, KJIMHWYECKM IIPOSBIISIIOLIECHCSI MHOXECTBEHHOM
MOHOHEWpONaTuei 1 aACUMMETPUYHON MOJIMHENPOTIaTUE.
Yame mnopaxawTcs ManobeplioBbie, OO0JbIIeOEepIIOBLIE,
JIOKTEBbIE U CPEIWHHBIC HEPBBI, TO €CTh JUIMHHBICE HEPBHI
KOHevyHocTeit [19].
K TUIMUYHBIM KTMHUYECKUM MPOSIBICHUSIM MOPaXKEHUS
ITHC otHOCHUTCS OCTpOe HAdajio C OIMYIICHUEM KKCHMS,
MOKaJbIBaHUS U (MIK) OOJIE3BHEHHBIX MapecTe3nii, OHEMe-
HUSI, c1a00CTU B KOHEUHOCTSIX, PAa3BUTUEM <«CBUCAIOLIEI»
CTOIBI WJIM 3arsicThsl. Ha paHHMX crammsax 3a0oJieBaHUS
MPEUMYIIECTBEHHO CTPamaloT <«TOHKHUE» CJIa0OMUETMHU-
3MpPOBaHHbIE BOJIOKHA HEPBOB KOHEUHOCTEU, MPOBOISIIIE
00JIEBYIO M TEMIIEPATYPHYIO YYBCTBUTEIbHOCTD, C OCIENY-
FOIIIMM BOBJICUCHHUEM 00JIee TOJCTHIX MUCTMHN3NPOBAHHBIX
JIBUTaTEIbHBIX BOJOKOH, a TakXKe BOJIOKOH, IPOBOMISIIIUX
IyOOKYI0 YyBCTBUTEIBHOCTh. PacrpocTpaHeHue CeHCop-
HBIX HapYIICHW, KaK IIPaBWIO, MMEET KapTHHY MHOXe-
CTBEHHOI MOHOHEpONaTUU, OMHAKO B HEKOTOPBIX CIyJasix
OTMeYaeTcs AUCTalbHasi CUMMETpUYHAs MOJIMHeponaTus,
KOTOpasi TIpA MPOTPECCUPOBAHUU U OTCYTCTBUU TEparuu
MIpOsIBIISIETCS HeliporaTuieckoil 6oiblo. B ciiyyae MHOXKe-
CTBEHHOM MOHOHEUPOIATUX MO MEPE MPOTrPECCUPOBAHUS
3a00JIeBaHUS KapTUHA MPUOOPETAET YEPThl CEHCOPHO-MO-
TOpHOU ToauHeponaTuu. B manHoMm ciygae mist audge-
pPEHIIMaJbHON AMArHOCTUKU MH(MOPMATUBHA CTUMYJISIIN-
OHHasl anekTpomuorpadus. JuarHo3 nopaxkenuss [THC
npu AAB ocHOBEIBaeTCS Ha KITMHUYISCKOI OLIEHKE M MOKET
OBITH TTIOATBEPKICH HEMPOGhU3NOJOTMICCKUMUA METOIAMMU,
KOTOpBbI€ MO3BOJISIIOT 00BEKTUBU3UPOBATh IEPBUYHO aKCO-
HaJIbHBII XapakTep MopaXeHusl ¢ BTOPUYHBIM BOBJIEUEHU -
€M MUEJIMHOBOM 000JIOYKHU, a TAKXKE BBISIBIISITh CYOKJIMHU-
YeCcKylo cTaauio nepudepudeckoii Hetiponatuu [20].
B otiinune ot ITHC nopaxenue LIHC npu AAB BcTpe-
JyaeTcsi HAMHOTO pexke (y 5—15% maluueHTOB) U OTHOCUTCS
K TIPOTHOCTMYECKM HEeONaronpUsITHBIM cUMIITOMaM [21].
PaccMarpuBatoTcs ciieaylole MeXxaHU3Mbl TTOBPEXIESHUS
IIHC npu AAB:
* BocnajJicHWe M (WJIM) ITOBBIIICHUE ITPOHUIIAEMOCTHU
COCYIO0B I'OJIOBHOTO MO3Tra Majioro 1 CpeaHero Kaau-
Opa u3-3a pasutus CB;

* IpaHyJeMaTo3Hasd WHPUIBTPAUS WA KOMIIPECCHS
CO CTOPOHBI CMEXKHBIX CTPYKTYD;

* IpaHyJeMaTO3Hble MOPaXKEeHUsI, pa3BUBarolIecs de

novo B LIHC.

ITaToreHeTMUeCcKMEe MEXaHU3MBI PAa3IUYAOTCS B 3a-
BHUCHUMOCTHU OT KOHKpeTHBIX cTpykTyp LIHC. Hampuwmep,
MOpaxXeHUsl TBEPAOIl MO3TOBOI1 000JIOUKHM WU TUnodu3a
B OCHOBHOM CBSI3aHbI C TPaHyJIEMaTO3HBIM BOCITAJIEHUEM,
IIPY 3TOM MATOJIOTHS apEeHXNMBI TOJIOBHOTO M CITMHHOTO
MO3ra OIIOCPEeIOBaHa BACKYJIMTOM M HapylleHUeM IIpo-
HULAEMOCTU TreMaTo3HUedannyeckoro Oapbepa. Takxke
B 3aBUCUMOCTH OT Pa3BUTHUS JIOKAJIBHOTO WU AU DY3-
HOTO BOCITJIMTEJIBHOI'O IIPOIIeCCa BO3MOXKHBI MITEeMUYEe-
CcKue, reMopparuyeckue Uiu rpaHyjeMaTo3Hble MOBPeX-
JIEHWSI BelleCTBa FOJOBHOTO W (WMJIM) CIIMHHOTO MO3ra,
B TOM YHCJIe ¢ MMHUTAIMeil KIMHUYECKON KapTUHHI 00b-
eMHoro obpaszoBanus [6, 22]. [Topaxenus LITHC npu cu-
ctreMHBIX AAB pa3BHMBaloOTCS, Kak MpaBUjIo, Ha MO3IHUX
cpokax 3abosieBaHus [15].

Knnanyeckas kaptuHa mopaxenust [IHC Taxke mpo-
SIBJISIETCST TICUXO3MOLMOHAbHBIMUA U HEMPOKOTHUTUBHBI-
MM HapylIeHUsSIMU, SMWICNITUYECKUMU TPUCTYIaMu, Ta-
pe3aMu ¥ HapyIIeHUSIMU CO3HAHUSI, KOTOPBIE MOTYT UMETh
KaK TPaH3UTOPHBIN, TaK U IIEPCUCTUPYIOIIUN XapaKTep
[23]. PacmpocTpaHeHHOCTh KOTHUTUBHBIX PacCTPOMCTB
y narieHToB ¢ AAB nmocturaet 30%. B ciayuasix AAB xapak-
Tep KOTHUTHUBHBIX HapyIIeHWI B OCHOBHOM 3aTparmBacT
abCTpaKTHOE MbIIUIEHUE, BHUMaHUe, HeBepOaIbHYyIO Ia-
MSITh U CBUJIETETBCTBYET O HEMPOAMHAMUYECKOM XapaKTepe
KOTHUTHUBHBIX pacCTPOMCTB [24].

PazBuTue wuieMuyeckoro MHCYJbTa Yy MallMEHTOB
¢ AAB 00bIYHO OOYCJIOBJIEHO MOpPaXeHUeM OeJoro Be-
IIeCTBAa TOJOBHOTO MO3Ta BCIICACTBUE BOBJIICUCHUS TITy-
OMHHBIX Nepdopupyommnx cocynoB. Ilpu HelipoBu3sya-
Ju3auuu (MarHUTHO-pe3oHaHCcHas Tomorpacdus [MPT]
rosioBbl) Ha T2-B3BEIIEHHBIX W300paXeHUSX TUIIEPUH-
TEHCHBHBIC OYaru MOPaXXeHUS OTMEYAIOTCS B TEPUBEH-
TPUKYJISIPHBIX, TOJKOPKOBBIX O0JACTSIX, CPEIHEM MO3re
U BapOJIMEBOM MOCTY.

WNimemuyeckre MHCYALTHI, BhI3BaHHbIE AAB, 00BIYHO
YCTOMYMBBI K aHTUTPOMOOIIMTAPHOM Teparmuyu M CKJIOHHBI
K peuuauBaM 0e3 JIedeHUs] OCHOBHOTO 3aboseBaHus |3,
25]. Jleuenue nepBuyHoro Backyiauta LIHC B cryuae AAB
HECTaHIAPTU3UPOBAHO, UYTO CBSI3aHO C MAaJbIM YHUCJIOM
MPOCTEKTUBHBIX U PAaHIOMU3UPOBAHHBIX MCCJIEIOBAHUIA.
TakTKa BedeHWS TMAllMEHTOB OCHOBaHa Ha 3KCIEPTHBIX
3aKJTIOYCHUSIX, OIMPAMOIINXCS Ha KIWHAYECKHE pPeKO-
MeHmanuu 1o jgedeHuto CB. CornacHo maHHbeIM R. André
U COaBT., reMOopparuyeckuii uHCyabT pu AAB pa3BuBaeTcs
pexe 4eM UIIeMUIeCKHIA, YTO XapaKTepHO TS TTOITYJISIINI
B eaom [17].

ITaTosorust sHAOTENUS SIBISIETCS XapaKTepHOI 0COOEH-
HocThl0 AAB U, BeposITHO, BbI3BaHA B3aUMOJIECTBUEM aK-
TuBupoBaHHBIX AHLIA-HelTpOGWIOB ¥ SHAOTENMATBHBIX
KJIETOK C IIOCJAEAYIOIIUM Pa3BUTUEM THUIIEPKOATryJISILIUU
U TPOMOOTUYECKMX OCJIOXKHEHUA.

B 2021 r. omyb6iaMKOBaHBI pe3yIbTaThl MeTaaHAaH-
3a, B KOTOPOM MpOaHaJIU3MpoBaHbl 0a3bl maHHbIX Ovid
MEDLINE, EMBASE, the Cochrane Library ¢ MomeH-
Ta ux co3naHus o Mait 2020 r., KOTOpbie CBUAETEIbCTBY-

42022



0T 00 YBETMUEHUHU PUCKA Pa3BUTHUSI BEHO3HBIX TPOMOO30B
(63,4%) u TpoMboaMbGonmii (26,3%) y manueHtoB ¢ AAB
[25].

CornacHo pe3ynbratam, mnoiaydeHHbIM P Hansrivijit
M COaBT., Y O0JbHBIX AAB 0TMeueHO 3HAYMTENIbHOE YBe-
JIMYEHUE pPHUCKA Pa3BUTUSL TaKUX CEPACUYHO-COCYIUCTHIX
OCJIOXKHEHMI, KaK OCTPBIii KOPOHAPHBIN CUHAPOM, CTEHO-
Kapausi, OCTpoe HapyIleHHe MO3TOBOTO KPOBOOOpaIIeHN,
TPAaH3UTOPHASl MIIEeMHUYEeCKasl araka, OOJIMTePUPYIOIIMI
aTepOCKJIepO3 HIXKHUX KOHeuHocTei [25]. ITo maHHBIM HUC-
CJIeIOBAHMS 110 U3YYEHUIO MOPaKEHUsI CepAeYHO-COCYaU-
croii cucteMbl y 6onbHBIX CB B Kimnauke um. E.M. TapeeBa
(MockBa), yacToTa aTepocKiepo3a y mauneHToB ¢ AAB co-
craBuna 54—57%, yacTora CepIeYHO-COCYIMCTBIX OCIIOX-
HeHuit — 14,5-22,3% [26].

Iopaxkenust cnmHHOro Mosra Tnpu AAB mocrarouHo
penku. CyIiecTBYIOT TpU BO3MOXHBIX MeXaHU3Ma, JiexXa-
IIMX B OCHOBE MOPaKEeHMs BEIIeCTBA CITMHHOTO MO3Ta;

* HEKPOTHYECKOE BOCIIAJICHHNE COCYIO0B;

* cIaBJieHUE MO3TOBBIMU 000JI0OUKaMU, YTOIIIEHHBIMU

BCJIEZICTBHE BOCTIAJIEHUS ;
* 00pa3oBaHNE TIEPBUYHBIX TPAHYJICM.
Knuanyeckre CUHAPOMBI TTOPaXKeHUsI CITMHHOTO MO3-
ra BKJIIOYAIOT TUIIEPTPODUYECKUN MaXUMEHUHTUT U KOM-
MPEeCCUOHHYI0 Mueionatuo. [lpy KIMHWYECKUX TIPOSIB-
JICHUSIX 0YaroBOTO ITOPaXKeHMS BEIIeCTBA T'OJIOBHOTO WU
CIIMHHOI'O MO3ra BO BCEX CyYasx IMOKa3aHO IPOBEICHME
MPT c uenblo yToYHeHMs JOKaau3aluu, pacpoCcTpaHeH-
HOCTH ¥ XapaKTepa MaTOJIOTMISCKOTO IMpoIiecca.
Huarnoctuka nopaxenus LITHC nmpu AAB ocHoBaHa Ha
JAHHBIX HEBPOJOIMYECKOTO0 OCMOTpa U pe3yJibTaTax Jiabo-
PATOPHEBIX U MHCTPYMEHTAJIBHBIX METOIOB MCCJICIOBAHUS.
IIpoBeaeHue MOMOaNbHON IMMYHKIUU C TTOCIEAYIOIIUM UC-
clienoBaHueM LepebpocnuHanbHol xkugkoctu (LIC2XK) mo-
Ka3aHO BCEM MalllieHTaM C moao3peHreM Ha AAB c 1ienbio
HNCKIIIOYeHUS] MHOEKIIMOHHON WX ITapaHeOoIIacCTUICCKOM
IpUpoAbl 3a001eBaHUs. Y OONBIIMHCTBA NaLMeHTOB ¢ AAB
B LICXK BbIsIBiISIETCS JIETKUI IJIEOLMTO3 C MpeodiagaHueM
JMM@OIINTOB, TTOBHIIIICHNE YPOBHS OelKa M HOpMAaJIbHBIN
YPOBEHbD TTIOKO3HI.
Mopdonornyeckoe, MMMYHOTMCTOXMMUYECKOE UCCIIe-
JIIOBaHUE — «30JI0TO¥ CTaHmApT» TMATHOCTMKMW BACKYJINTa
MEJIKMX cocynoB. OOpa3iibl TKaHeit MOTYT OBITh ITOJTYICHBI
MyTeM OMOIICUU U3 MMOPaxkeHHBIX OPTaHOB, Yallle BCEro Moy-
KW WY KOXU. BUOTICHS TeTKUX M CIIM3UCTOM ITOJIOCTH HOCa
BBITIOJIHSIETCSI PEIKO B CBS3U C OOJIBIIMM KOJIMYECTBOM
JIOXKHOOTPUIIATEIbHBIX Pe3yIbTaToB. Bo3MoxHO TpoBese-
HUe OMOICUM TBEpAOH MO3roBOM 0O0OJOYKM, MAapeHXUMBbI
rojjoBHoro Mosra. Ilo pesynsraTam ucciieqoBaHUsI OMO-
TIICUITHOTO MaTepuaja OIMCAHBl 2 THIIA MaTOJOTMYECKMX
U3MEHEHUA:
* HEKpPOTUYECKUI BACKYJIUT C MOpaXeHUeM COCyI0B
MaJIoro M CPEIHETo Kaamopa;

* TPAaHYJIEMATO3 C BOCHAJMTEJIbHON KJIIETOYHOU WH-
dunbTpanueil (MOHOLMTHI, TIa3MaTUIeCKIE KIETKH,
303UMHOMWIBI U TOTUMOP(HOSIEPHBIE JICUKOLUTHI).
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OnHako oOTpUUATeNbHBIM pe3yabTaT MnaToMop¢hoJo-
TUYECKOTO MCCIeIOBAaHMSI OMONTAaTa TKAHU HE MCKITIOYAeT
nuarHo3 AAB 13-3a BO3MOXKHOTIO JIOKaJbHOTO MJIM CEeTMEH-
TapHOTO XapakTepa nopaxeHus [27].

B mureparype mpencTaBiIcHBI OIMCAHUS THUIIEPTPO-
¢uyeckoro IaxMMEHUHIUTa C UHTpaKpaHUAJIbHBIMU
U CIMHAJIBHBIMM TIpOSIBJICHUsMU B nebiote AAB, mox-
TBepxxaeHHoro pu MPT, nccnenoBanum 6uonTtata MO3ro-
BBIX 000JI0YeK U (WJIM) BEIIeCTBa TOJIOBHOTO M CITMHHOIO
moasra [10]. Janubeie o nopaxenusix LHHC u mokazatenu
cMepTHOCTH TIpu AAB He mpeanosaraioT MpsMoil Koppe-
JISIIIMHY, OMHAKO HE BBI3BIBACT COMHEHUI, YTO BOBJICUCHUE
LIHC B naronornyeckuii mpoiecc sBJIsieTcsl HeOJIaronpu-
SITHBIM TIPOTHOCTMYECKUM MPU3HAKOM TIPU JOJTOCPOUHOM
HaOJTIOICHNH TTAIITUCHTOB.

3AKJTHO4EHUE

HeBponornyeckne CMMITOMBI MOTYT pa3BUBAThCS KakK
B ae6iote CB, Tak ¥ Ha CTagUU MOJIMOPraHHOIO IMTOPAKEHMUSL.
He cymiectByeT crieniuguyeckoro jJe4eHUs] HEBPOJIOTuye-
CKUX TTposiBiieHn AAB, maToreHeTMYeCcKast TepaITysI TOIK-
Ha OBITh HaIIpaBjicHa Ha CHIDKEHNE aKTUBHOCTH OCHOBHOTO
3aboneBanus [11, 22]. BaxkeH MeXIUCLIMTUIMHAPHBIN MO/~
XOJI C yyacTHMEM Bpaydeil pa3IMYHBIX CITCLIMAIbHOCTE Ha
MPOTSCKEHUM BCETO IIpollecca HAOMIOOCHUS IalleHTOB.
[losiBieHMEe HEBPOJIOTMYECKOM CUMIITOMATHKM HapsIoy
C MOpaXXeHUEM IPYTUX OPTaHOB MO3BOJISIET KOHCTaTUPOBATh
CHCTEMHBIN XapakTep Ipoliecca, MPOBECTH TOMOTHUTEb-
HYI0 MHCTPYMEHTAJIbHYIO, CEPOJIOrMYECKYI0 AUATHOCTUKY
BacKyJ/IUTa M IOCJIEe MOATBEPKICHMS IMarHo3a HayaTh Ia-

TOT€HETUYECKYIO TEPATTHIO.
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Hccaedosanue He umeno punancosoil noooepicKu.
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CLINICAL VARIANTS OF LESIONS OF THE NERVOUS SYSTEM
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V. Oganov'; S. Mamykina'; Professor 0. Zinovyeva', MD; Professor L. Strizhakov'?,
MD; P. Novikov', Candidate of Medical Sciences; Professor 8. Moiseev-?, MD
.M. Sechenov First Moscow State Medical University (Sechenov University)
Ministry of Health of the Russia

2M.V. Lomonosov Moscow State University, Moscow

Systemic vasculitis (SV) is a group of diseases united by the presence of
inflammation of the vascular wall. Neurological manifestations may occur at

the onset of SV or at the stage of multiple organ damage. Diagnosis of central
and peripheral nervous system lesions in ANCA-associated vasculitis is based

on neurological examination data and the results of laboratory and instrumental
research methods.
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