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Opueunaavnvie cmamou

Pesiome. Llenp10 pabOTHI SBUTOCH BBISIBJIEHHWE HOBBIX TPOrHOCTUYECKUX KPUTEPUEB TEUEHUSI MUACTEHU U,
OCHOBaHHBIX HA UMMYHOTEHETUYECKUX XapaKTePUCTUKaX OONbHBIX. BblTIo 06cienoBaHo 65 GOMbHBIX MUA-
CTeHHEN C pa3IMuYHbIMU (popMaMu 3a00J1€BaHUsI, BapUaHTaAMU KJIMHUYECKOTO TEYEHUS Y CTENIEHBIO TSKECTU
KJIIMHUYECKUX MposiBieHU. Bce manmeHThl MPOIUIU MOJHOE KIMHUKO-HEBPOJOTHUYECKOEe OOCIeq0BaHUE
U VUMEJIM B aHaAMHe3€ TUMIKTOMUIO C TUCTOJOTMYECKUM HUCCIEeAOBAaHUEM BUJIOYKOBOU kesne3bl. MMMyHO-
reHeTu4YeckKoe oocienoBaHue Bkitoyano onpeaeiienue HLA-anturenos I kinacca (Jiokycel A v B) u tTunu-
poBanue HLA-renoB Il kitacca (iokyc DRB1*). YcraHoBineHa nonoxXuTebHass acCOMausl pa3BUTUS 3a-
O6oJieBaHUs ¢ HocuTeabcTBOM aHTUreHa HLA-BS, amnens HLA-DRB1#03 1 nx MeXXJIOKYCHBIM COUY€TaHUEM,
4YTO MO3BOJISIET pacCMaTPUBATh 3TU CEHU(PUIHOCTUA B KAYECTBE MaPKEPOB FTEHETUYECKOM ITpeIpacioaoXeH-
HOCTHU K Pa3BUTUIO MUACTEHUU. [IpOTEKTUBHOE 3HAYEHUE B OTHOLIEHWW PA3BUTHUSL TAaHHOTO 3a00JieBaHUS
umeeT crieuuduyHocts HLA-B7. TTokazaHo, 4TO TSXKeCTh KIMHUYECKUX MPOSIBAEHUN MMACTEeHUU U CTe-
TME€Hb BBIPAXXEHHOCTU HAPYIIEHUS HEPBHO-MBIILIEYHOTO MPOBEACHUS 00Jiee BhIpakeHbl Y OOJIbHBIX, SIBJISIO-
muxcs Hocuteassmu antureHa HLA-BS8 u annenss HLA-DRB1*#03. OueHka UMMYyHOT€HETUYECKOTO cTaTyca
Ha paHHUX CTaausX 3a00JIeBaHUS MTO3BOJISIET IPOBOIUTH CBOEBPEMEHHYIO NUdhepeHIIMATbHYIO JTMarHOCTU -
KY ¥ TIPOTHO3UPOBATh Pa3BUTHE KIIMHUYECKUX BADUAHTOB TeUEHUS 3a00JIeBaHUS.

Knrouesvie cnosa: muacmenus, HILA, ummynoeenemuueckue mapkepot

Bubnova L.N., Paviova I.E., Baranov V.V., Zhulev N.M.

SIGNIFICANCE OF IMMUNOGENETIC PREDISPOSAL FOR CLINICAL COURSE OF MYASTHENIA

Abstract. The aim of this work was to reveal novel criteria for prediction of clinical course in myasthenia,
based on immunogenetic characteristics of the patients. Sixty-five patients with different clinical forms, various
clinical course and severity of myasthenia were involved into the study. All the patients were subject to complete
clinical and neurological examination, and all of them have undergone thymectomy, a histology of thymus has
been performed. Immunogenetic studies included HLA class I typing (A and B loci), like as HLA class I typing
(DRB* locus). A positive association was found between development of disorder and presence of HLABS
antigen, HLA-DRBI1*03, and their combination, thus allowing for suggesting these specificities as probable
markers of genetic predisposition for myasthenia development. An HLA-B7 specificity may have a protective
role in evolution of this disease. It was shown that clinical severity in myasthenia and degree of neuromuscular
conductive disturbances were more expressed in the patients carrying HLA-BS8 antigen and HLA-DRB1*03
allele. Evaluation of immunogenetic state at earlier stages of disorder allows of timely differential diagnostics and
individual prediction of clinical variability in myasthenia patients. (Med. Immunol., vol. 11, N 6, pp 549-556)

BeeneHue

IIpoGaema HepBHO-MBIIIEUHBIX 3a00JeBaHUM
SBJISIETCS OHOW W3 HauboJiee CIIOXHBIX B HEBPO-

Joruu. HecMoTpst Ha ormpenesieHHbIE TOCTUXEHUS
MEIULMHBI B 00JIaCTU U3YYE€HUS KIMHUYECKUX OCO-
OEHHOCTEH M JICYCHUSI MUACTCHUH, STUOJIOTUICCKIE
U TaTOreHeTUYECKUEe MEXaHU3MbI €€ HeIOCTaTOUHO
U3BECTHBI U TPEOYIOT AaJIbHEMILIEr0 U3YyUeHUSI.

B mnocnenHue aecATWIeTUsT OTMeJYaeTcsl 4YeTKas
TeHACHIIMS K YBEJWYCHUIO 3a00JIeBaeMOCTU MUa-
creHueil. HaGmiomaercst yBeJiMueHME 4uMCaa Ipo3e-
PUHOPE3UCTECHTHBIX (opM, coUYeTaHNE MMACTCHUN
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crpaHax ot 0,5 10 5 Ha 100 000 HaceneHwus [ 1], yaiue Bce-
TO BCTpevaeTcs reHepaim3oBaHHast popma (75-77%).

B sTuonoruu v matroreHe3e MUACTEHUU OJHY U3
BEAYILIMX POJICl MIPAIOT TATOJOTMYEeCKUe H3MEHEe-
HUSI B BUWJIOYKOBOM XXejie3e, KOTOPBIE CITOCOOCTBYIOT
Pa3BUTHIO ayTOMMMYHHBIX IIPOIIECCOB C y4acTHUEM
TYMOpaJIbHOTO W KJIETOYHOTO 3Be€HAa HMMMYHUTETa,
TMPUBOASIINX K TUCHYHKIINY HUKOTHHOBEIX XOJTMTHO-
peLenToOpOB MOCTCUMHANTUYECKON MeMOpaHbl M Ha-
DPYIIEHUIO CHUHANTU4YecKoi Iiepemayr. OCHOBHBIM
MEXaHM3MOM MaTOoreHe3a MUACTCHUU SIBIISICTCSI 00-
pa3oBaHME ayTOAHTUTE]I K HUKOTUHOBOMY XOJIMHOpE-
LENTOPY KOHIIEBOU MIaCTUHKXA MUoGuopuin [4, 7].

M3BecTHO, YTO BO BCeX IIpolieccax WHUIAAIN
M TOJIIep>KaHUsI ayTOMMMYHHOM arpeccuy Hermocpei-
CTBEHHOE YJacTHe IPUHUMAIOT MOJIEKYJIbI [JIMKOIIPO-
TEMHOB KJICTOYHOM ITOBEPXHOCTH, KOTPYyeMBIC TeHa-
mu cucteMbl HLA (Human Leycocyte Antigens) [5].
YuutsiBass MHOrooopasue byHkuuii HLA-cuctemsl,
BKJIIOYasi yyacTue B CUCTEME paclo3HaBaHUS YyxKe-
POIHOrO aHTUIeHa, €ro Mpe3eHTAllMU, MEXKJIeTOU-
HOM B3aMMOJICIICTBUM, MOHSATHO, YTO HapYIICHUE
JIFOOOT0 U3 3TUX MEXaHNU3MOB CITOCOOHO CYIIIECTBEH-
HO W3MEHUTH paboTy BCceil MMMYHHOM CHCTEMBI
U WHUILIMMPOBATh pa3BUTHE OOJE3HU. DTO TMO3BOJISI-
eT cuutaTh reHbl HLA-KoMIUlekca MOJIEKYJISIPHO-
TEHETUYECKOM OCHOBOM HapyLIECHUS ayTOTOJIEPpAHT-
HOCTH Y Pa3BUTUS ayTOUMMYHHOI1 ITaTOJIOTUU.

HekoTopeiMu 3apyOeskHbBIMM aBTOpaMU  OBbLIO
OOHaApyKEHO TTOBBIIICHNE YACTOTHI BCTPEYACMOCTH
y 60abHbIX MUacTeHuell Takux HLA-cnenuduyHo-
creit, kak DR3 1 B8 [6]. HecMoTpst Ha moKa3aHHYIO
CBSI3b BO3BHMKHOBEHMSI MHUACTEHUU C KOMILIEKCOM
HLA, npobGiemMa reHeTUUYEeCKO IpeapacroaoKeH-
HOCTH K Pa3BUTUIO ATOTO 3a00JIeBaHUS HE SIBJISICTCS
JTO KOHIIA BEIICHEHHOM. OTCYTCTBYET eIMHOC MHEHIE
O CBSI3M KOHKPETHBIX aJUlejieil, TarjIOTUIIOB U TeHO-
THIIOB C TIOBBIIIICHHBIM PUCKOM Pa3BUTUS WJIW, Ha-
IPOTHUB, C TEHETUYECKON YCTOMYMBOCTBIO K MUACTE-
Huu. TpeOyeTcss M3y4eHHME MMMYHOT€HETUUYECKUX
aCIIeKTOB MMACTCHIUM B KOMILJIEKCE C OIIEHKOM KITH-
HUYECKOM KapTUHBI 3a001eBaHusI. OTCYTCTBHE CBSI3U
MEXIy UMMYHOT€HETUYEeCKO XapaKTepUCTUKOM ma-
IIMEeHTa 1 ITPOTrHO30M TeUCHUST 3a00JIeBaHMSI TIPETISIT-
CTBYET B CO3IaHUU MAaTOTeHETUYECKU OOOCHOBAHHBIX
cxeM JieueHus. M, uTo Bechbma BaxkHO, aHaJIU3 pacIipe-
nenenuss HLA-cnenmmudraHOCTE ! IepCIIeKTUBEH KaK
noaxXoHd K BBISIBJICHUIO JIMII, OTHOCSIIIINXCS K TPYIIIe
pucKa Mo 3ToMy 3a00JIEBaHUIO.

Llenps nccaenosanus: BeIsiBiieHME HOBBIX IIPOTHO-
CTUYECKUX KPUTEpUEB TEYEHUST MMUACTEHUHU, OCHO-
BaHHBIX HA UMMYHOT€HETUYECKHUX XapaKTepUCTUKAX
OOJIbHBIX.

MaTepmanbl U METObI

O6cnenoBaHoO 65 OOJBHBIX MHMACTEHUEN: MYXK-
yuH — 25 yenosek (38,46%), xxeHiuH — 40 yea0BeK

(61,54%) B Bo3pacre ot 12 10 77 net (GONBLUIMHCTBO
060nbHBIX O6bUTO B Bo3pacTe oT 20 mo 29 nert). Cpenu
HaOJIIoJaeMbIX MNAWCHTOB HOMWHHPOBAIU OOJb-
HBle co Il rpynmoii MHBaIMIHOCTA IO OCHOBHOMY
3a6o0neBaHu10. I[IpomnoKuTenbHOCTh 3a00JIeBaHUS
cocTtaByisuia oT 1 roga no 39 jieT. Y Bcex OOJIBHBIX
B aHaMHE3¢ TUMB3KTOMMSI C TMCTOJOTMYECKUM MC-
cJielloBaHUEM BUJIOYKOBOM >KeJIe3Hbl.

KnuHuko-HeBposioruyeckoe obcnemoBaHue
OOJIBHBIX BKJIIOYAJIO: M3YyYeHHUE XKajd00, aHaMHe3a
XXKW3HU W aHaMHe3a 3abosieBaHus. Takke TIpPOBO-
IMJIOCHh OOBEKTUBHOE MCCleNOBaHUE HEBPOJOTrMYe-
CKOro craryca, hapMakojiornyeckasi IUarHoCTHUKa
(mpo3eprHOBasl Mpobda) U Helipodumosornyeckas
INAarHOCTUKA — BJIEKTpOHeipoMuorpadust, HEpBHO-
MBIIIEYHOS TPOBEACHUE WCCIIEIOBAIIOCH METOIOM
PUTMHUYCCKON CTUMYJISIIINU.

Tunuposanue HLA-anTureHos I kjacca npoBo-
IUIOCh CEPOJIOTUYECKUM METOAOM (KOMIUIEMEHT-
3aBUCHUMBIA  MUKPOIUMPOLIUTOTOKCUIYECKUI TECT)
C TIOMOIIbIO OTEYECTBEHHBIX TMCTOTUITMPYIOIINX
CTaHJIApTOB, IPOU3BOAUMBIX MeXpernoHaIbHbIM
IEHTPOM WMMYHOTEHETUK W TUCTOTUITMPOYIO-
X peareHToB «IicaHc», MO3BOJSIONINX BLIABUTH
19 HLA-anTureHosB jokyca A u 38 HLA-aHTUTreHOB
Jokyca B. Ipynny cpaBHeHus coctaBim 1011 3mopo-
BBIX Xureneit CeBepo-3amagHoro pernoHa Poccun.

TunupoBanue HILA-renoB 1I kiacca ma0oKy-
ca DRBI* mpoBoaniaock MOJEKYJISIPHBIM METO-
IoM (ToJmMepasHasl lIelTHasl peakiius ¢ CUKBEHC-
cnenuduyeckumu  mnpatimepamu  — PCR-SSP)
C HCIIOJIb30BaHMEM ITaHEJIM OTE€YEeCTBEHHBIX IMpaii-
MmepoB pupmbl «/IHK-texHonorusi», mo3poJisitonnei
BbIIBUTH 13 cnenuduuHocteit jokyca HLA-DRB1*,
KOHTPOJIbHYIO TpyIIITy cocTaBuiau 208 yemoBek.

MeToapl CTATUCTHYECKOrO aHaam3a. [TonyyeHHbIe
B IIpOIIEeCCe UCCIIeIOBaHUs MEAUKO-OUOJIOTUIECKIE
JIaHHble obpabatbiBasiich Ha OBM tumna IBM-PC
C TIOMOIIIBIO ITPOrpaMMHOI cHCTeMBI «Statistica for
Windows» (Bepcus 5.11).

AnHanu3 pe3yasraToB pacrnpeneneHuss HLA-cmelr-
NPpUIHOCTEI BKITFOYAJI N3YYSHNE YaCTOThI BCTpedae-
MocTu aHTureHoB (F) u ux pa3auyHBIX cOUYETaHUIA,
nokasarteseii otTHocuTebHoro pucka (RR) paszButus
3a0o0neBaHus, aTnojorndeckoit (EF) u npeBeHTUB-
Hoit (PF) ¢ppakumii.

Yacroty antureHna (F) paccuutsiBaiu 1o hbopmy-
ae [2]:

n
—_—
N

rie N — KOJMYECTBO JWll, MMEIOLIMX JaHHBIN
aHTUIEH, aJUIeJIb WK coyeTaHue, N — olliee Y1ucio
00CIeTOBAaHHBIX JIULI.

JlOCTOBEpHOCTb pa3IMuuii B paclpeaesIcHUN
HLA-antureHoBs, ajjejeii WM UX COYETAHUN
omnpenessiii 1o KpuTepuio XH-KBaapaT C KoOp-
pekuueli Ha HENpPEepbIBHOCTb AJIs Majol BBIOOPKU
(Svejgaard A., 1994):

F=
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_ [(ad—bc)-0,5n]2xn
= avb)(erd)(are)(b+d)

re a — KOJIMIECTBO OOTBHBIX, MMEIOIINX JaHHBIN
aHTUTCH, aJJIeNIb WM UX COYCTaHMUE,

b — KOIM4ecTBO OOJBHBIX, Y KOTOPBHIX JaHHBIN
aHTUTEH, aJlJIeJIb WU COYeTaHUEe OTCYTCTBYET;

C — KOJIMYECTBO 3J0POBBIX JIMIL, UMEIOIINX JTaH-
HEI aHTUTEH, aJUIeIb I COUYeTaHUE;

d — KOIMYecTBO 3IOPOBBIX JIUII, ¥ KOTOPBIX OT-
CYTCTBYET JaHHBIM aHTUTCH, aJUICIb I COUYEeTaHUE.

OTtHocuTtenbHbil pruck (RR) Beruuciasiy no dhop-

myJiie (Svejgaard A.,1994):
RR = 9% d ’
bxc

re a — YUCJI0 OOJIbHBIX HOCUTEJIEN TaHHOTO aH-
TUTEHA WK aJlIeNs;

b — 4ncn0 3710POBBIX HOCUTEJIEN JAHHOTO aHTH-
TeHa WY aJuless;

C — YKCJI0 OOJILHBIX, HE UMEIOIINX JAHHOTO aHTU-
TeHa WiIu aJUlesis;

d — 4yuciio 310pOBbIX, HE UMEIOIIUX TAaHHOIO aH-
TUTEHA.

TABIULA 1. PACNIPEQENEHUE HLA-A, B AHTUIEHOB B I'PYNNE BOMNbHbIX MUACTEHUEN MO CPABHEHUIO

C PYNMOW 300POBbIX UL,
HLA YacTtoTta BCcTpeyaeMocTu YacTtoTta BCcTpeyaemocTtun B rpynne
anTuren | B TPYNNe 3A0pOBbLIX nuy, (%), 6onbHbIX MnacteHunen (%), X2 RR EF
n=1011 n =65
A1 22,4 27,69 0,99 1,33 0,06
A2 52,3 44,62 1,45 0,73 0,16
A3 29,6 32,31 0,21 1,13 0,03
A11 11,6 10,77 0,03 0,92 0,009
A24 20,9 12,31 2,76 0,53 0,11
A25 9,9 16,92 3,24 1,85 0,07
A26 10,1 6,15 1,06 0,58 0,04
A28 6,3 10,77 1,93 1,78 0,04
A29 1,5 1,54 0,00 1,03 0,0006
A30 3,7 3,08 0,05 0,83 0,006
A31 3,6 1,54 0,75 0,42 0,02
A33 1,1 1,54 0,11 1,42 0,004
B7 25,2 10,77 6,92** 0,35 0,19
B8 14,8 40,00 28,26*** 3,82 0,29
B13 9,0 6,15 0,61 0,66 0,03
B14 5,5 1,54 1,94 0,26 0,04
B15 13,3 4,62 1,98 0,37 0,02
B18 14,2 33,85 17,987*** 3,08 0,228
B27 10,1 9,23 0,05 0,90 0,009
B35 21,2 18,46 0,26 0,84 0,03
B37 1,3 4,62 4,62 3,71 0,03
B38 7,8 9,23 0,16 1,19 0,01
B40 9,4 7,69 0,21 0,80 0,01
B41 4,8 3,08 0,42 0,62 0,01
B44 15,7 9,23 1,98 0,54 0,07
B51 9,3 12,31 0,64 1,36 0,03
B52 3,6 1,54 0,75 0,42 0,02
B55 1,2 1,54 0,06 1,30 0,003
B56 1,5 1,54 0,00 1,03 0,0006
B60 4,9 1,54 0,97 0,37 0,02

MpumeuyaHue.* — pasnnums 4OCTOBEPHbLI MO CPABHEHMIO C rpynnoi 340poBbiX iy, (** —p < 0,01; *** - p < 0,001);

PF nna B7 =0,1667.
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TABJILA 2. YACTOTA BCTPEYAEMOCTM HLA-DRB1 ATINIENEW B I'PYNNE BOJNbHbIX MUACTEHUEW NO CPABHEHUIO

C rPYNMOW 300POBbIX UL,
HLA- YacTtora BCcTpeyaemMocTu YacTtoTta BcTpeyaeMocTu B rpynne
DRB1 B rpynne 3aopoBbix nuy, (%), 60onbHbIX MMacTeHunewn (%), X2 RR EF
n =208 n =65

01 24,5 18,4 1,02 0,69 0,08
03 15,9 32,31 8,43 2,53* 0,20
04 231 26,1 0,25 1,18 0,08
07 24,0 20,0 0,45 0,79 0,05
08 5,3 4,6 0,04 0,86 0,007
09 24 4,6 0,85 1,96 0,02
10 2,9 4,6 0,46 1,62 0,01
11 24,0 18,4 0,78 0,71 0,07
13 231 16,9 1,10 0,67 0,08
14 3,8 1,5 0,82 0,39 0,02
15 31,3 26,1 0,61 0,77 0,07
16 5,8 13,8 4,55 2,40* 0,09

MpumeyaHue. * — pa3nnymsa 4OCTOBEPHbI MO CPaBHEHMIO C rpynnon 340posbix ny, (* —p < 0,05, ** - p < 0,01).

Ecan ogHo 13 3HaueHMit popmyibl paBHsLIOCH O,
TO UcCIoab30Banachk popmyJa [3]:

_(a+0,5)x(d+0,5)
~ (b+0,5)x(c+0,5)

IMToka3zaTeslb OTHOCUTEIBHOTO pUCKAa OOHApYXKU-
BaeT, HACKOJIBKO Yallle JaHHOEe 3a0ojIeBaHNe Pa3BU-
BaeTcs y aull, uMerinux naHHeiit HLA-dakTop, 1o
CpaBHEHMIO C TeMM, y Koro ero HeT. Haauuue noJio-
KUTEJIbHBIX acCOLMAlUi JaHHOI'0 3a00JIeBaHUS CO-
otBeTcTBYeT 3HaueHn1o RR > 1; korma HLA-dakTop
BCTpeYaeTcss B TpyIlie OOJbLHBIX pexXe, 4eM B KOH-
TpOJIbHOM Tpytmte, 3HaueHne RR < 1, mpu otcyT-
CTBUM KaKUX-JMOO accolMalvii 3HauyeHHe MoKasa-
TeJsl OTHOCUTEILHOIO pUcKa OJIM3KO K 1.

Atuonoruveckyto ¢dpakuuio (EF), xapakrepu-
3yollylo cuily nojioxkurteabHoit HLA-accoumauuu
(Svejgaard A., 1994), paccumThIBaJiM IIpA 3HAYEC-
HUM BEJIUYUHBI OTHOCUTEIBHOIO pucka 6oiee 2,0

no ¢popmyiJie: (RR—])* F
RR

IIpeBenTuBHY10 (ppakuuio (PF), xapakrepusyio-
myto cuiy orpunareabHoii HLA-accouuanuu [8],
pacCUMTHIBAIM MPU 3HAYEHUM BEJIMYMHBI OTHOCH-
TenabHOTO prcka MeHee 1,0 mo popmyre:

(I-RR)* F
RR * (1 -F )+ F
PesyabsraTbl. AHanu3 pacnpenenenus HLA-cnerr-
nUUHOCTEl B OOIIeid Tpymnmne o0CaeToBaHHBIX
nauueHToB (TadJ. 1) mokasaj, 4To y OOJIbHBIX MU-
acTeHUel 3HaYMTEJIbHO MOBBIIIIEHA YacTOTa BCTpeya-
emoctu HLA-B8 (RR = 3,82, EF = 0,295, 2 =128,26,
p<0,001),B18 (RR=3,08, EF=0,228, 2=17,9987,

RR

EF =

p < 0,001). B mokyce DRBI1 amnens HLA-DRBI1*03
(Tabn. 2) ompenensiercd OoJjiee yeM B 2 pasa yaille,
yeM B KoHTpoJibHO#1 rpyrire (RR = 2,53, EF = 0,20,
2=28,43,p <0,001). [TpoTrekTMBHOE 3HAYCHNE B OT-
HOIIICHWW Pa3BUTUS JAHHOTO 3a00JIeBaHUSI MMEET
cnenuduaHocts HLA-B7: ee uacrora BcTpeuae-
MOCTH B TpyIIle OOJTBHBIX CHIDKEHA MO CPaBHEHUIO
C KOHTPOJBHOM rpymnmoit moytu B 2,5 pasza (10,77
n25,2%, 2=6,92, p <0,05) (tabmn. 1 u 2).

Annens HLA-DRBI1*16 BcTpeuaetcst B MOMyJisi-
LMY JOCTATOYHO PEIKO, B HAIlleM K€ UCCIeJOBaHUU
ayuresib DRB1*#16 6611 0OHapy»XeH TOJIBKO Y 8 4eso-
BEK, U BBIIECJIUTH €ro Kak Mapkep, NpeapacroJarato-
11 K MUACTeHUHU, ObLIO OBl HEIIPABOMOYHBIM M3-3a
MAaJIOW YMCJIEHHOCTU JAHHOM T'PYIIIIbI.

Tannmorun HLA-A1, B8, DRB1*03 asnsieTcst on-
HHUM U3 CaMBIX PacCIIPOCTPAHEHHBIX CPEIN €BPOIICHi-
CKOro HaceJieHus1 [9] Kak pe3yabTraT €eCTeCTBEHHOTro
0TOOpa UHAMBUAYYMOB C BBICOKMM MMMYHHBIM OT-
BETOM B OTHOIIICHWU MHMEKINH, YTO, COOCTBEHHO,
M O0YCJaBJIMBAET TaIlJIOTUIT «CBEPXOTBEYAEMOCTH»
HLA-B8, DR3 [10]. TToaToMy maHHBII TramnjoTHII
paccMaTpuBaOT B KaUyeCTBe MapKepa IIpeapacIioyio-
)KEHHOCTH K ayTOMMMYHHBIM IIpolieccaM BOOOIIIE,
a He KaK MapKep KOHKPETHOTro 3a00IeBaHUSI.

Ha ocHOBaHMM MMMYHOT€HETUUYECKOTO O0CIeI0-
BaHUsI BCce OOJIbHBIC OBLIM pa3lejeHbl Ha 3 TPYIIIbI
B 3aBUCHMMOCTH OT HAJIMIUS UJIA OTCYTCTBUS B T€HO-
TUIIE aCCOLIMMPOBaHHbBIX ¢ MuacteHuein HLA-cnemu-
duunocteit BS§ 1 DRB1*03. IlepByio rpymity cocrta-
Buin 35 (53,84%) OOJBHBIX C MUACTEHUET, Y KOTOPBIX
He ObLIO OOHapYyXKEHO TIpeapacIiojaramimx K 3a00-
neBaHuio HLA-cneuuduuHocTteil. Bropyio rpymnimy
coctaBuin 13 (20%) GONMBHBIX C HaJIMIMEM OTHOM
u3 crieuupuuHocteit: HLA-B8 nin HLA-DRB1*03.
Tperbto rpymmy cocraBuin 17 (26,16%) GOJNBHBIX,
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TABIULA 3. BCTPEYAEMOCTb PA3/TUYHbIX KNTUHUYECKUX ®OPM MUACTEHUWN Y BOJIbHBIX C HANUYUEM UK
OTCYTCTBMEM HLA-TEHOB NMPEAPACNONOXEHHOCTU K MUACTEHUU

Mpynna | Bgtpg;rgli ,!:)3 Mpynna lll
¢0pMa 3aboneBaHunA B8 DRB1*03- B8 DRB1*03* B8* DRB1*03*
% / abe. % / abc. % / abe.
leHepanuaoBaHHas 6e3 Hapy-
LIEeHNs OblXaHWs U CepaeYHOoN 79,41 (27) 61,53* (8) 58,82 (10)
aeatensHoctu (1)
JlokanbHble chopmbl (2) 10,29 (4) 7,69 (1) 0,00 (0)
leHepanuaoBaHHasA C HapyLUEeHU-
eM [blXaHus U cepedHon aes- 10,29 (4) 30,78 (4) 41,17 (7)
TenbHocTH (3)
WNtoro 100,00 (35) 100,00 (13) 100,00 (17)

MpumeuaHune. * — pa3nuuma 0OCTOBEPHLI Mexay 1-1 1 2-i1, a Taikoke mexay 1-i n 3-ih opmamm 3abonesanus (p < 0,05).

Yy KOTOpPBIX OOHAapy:XeHbl 00¢ CIeHU(PUIHOCTH —
HLA-B8 u HLA-DRB1*03. B atux rpymnmnax ObLIx
M3y4YeHbl BapUaHTbl KIMHUYECKOTO TeYCHUS U -
(EeKTUBHOCTD JICUCHUST MUACTCHUM.

1t MMacTeHUM XapaKTepHBI CIIEAYIOIINEe Bapy-
aHTBI KIIMHUYECKUX (OopM 3a00JIeBaHUS: TeHEPAJIN -
30BaHHasg opma 6e3 HapylIeHUs IbIXaHWUS U (MJIN)
CeplevyHOl NesTeIbHOCTHU, TeHepaln3oBaHHas1 (pop-
Ma C HapyllIeHWeM IbIXaHUsl U (MJIN) CEpASIHOM nesl-
TEJILHOCTH, JIOKaJIbHbIE (POPMBI.

YacTtoTa BCTpEeYaeMOCTM AUArHOCTUPOBAHHBIX
HaMM KJIMHUYECKUX (POPM MMUACTEHUU Y OOJIbHBIX
B 3aBUCUMOCTH OT HATMU M uin oTcyTcTBUst HLA-Te-
HOB «1poBokaropoB» (B8 1 DRB1*03) npencrasie-
Ha B TadauLe 3.

Kaxk BumHo, B I rpyrire G0JbHBIX, Y KOTOPBIX OT-
cyrctByioT 06e HLA-mpenpacronararoiimx crelm-
duuHOCTH, TpeoGnanawomein (71,41%) sBasetcs
reHepayin3oBaHHas hopMa 0e3 HapyIIeHUS AbIXaHUSs
W CepAeYHON NesTeTbHOCTH, TakKKe B JaHHYIO TPYII-
My BOILLIMA MPaKTUYECKU Bce OONbHBIE (YETBEPO U3
NATHA) C JOKAJIbHBIMU (hopMaMU MUACTEHUU. Bomb-
HbI€ C HapyLIEeHUEM JIbIXaHUs U CePACUYHON NesITeb-
HOCTH B 3TOW rpyrime coctaBuiu auiib 10,2%.

Cpenu 60nbHBIX 111 rpynmnbel, MeOLIMX 00€e TIpo-
pouupylomux muacteHuio HLA-cneumduyHocTH,
6osee 40% mMenu reHepaan3oBaHHYIO ¢hopMy 3a00-
JICBaHUSI C HAPYIIICHUEM JIBIXaHUS U CePACIHOM esI-

TEJBbHOCTH, JOKaJbHbIE (DOPMBI 3a00J1€BaHUS B 3TOM
Irpynme He BCTPETWIMCH BooOIe. Ipyrma 0oJbHBIX
C HaJIMYMEM B T€HOTUIIE OOHOM MPOBOLMPYIOILIECH
cnenu(PUIHOCTH TI0 IIPEACTaBUTEIBCTBY B HEil pas-
JIMYHBIX KIMHUYICCKUX (POPM OKaszajach IIPOMEXKY-
TOYHOH ITO COOTHOIICHUIO ITAlIMEHTOB C HaJIUJIHEeM
WIA OTCYTCTBUEM HapyIIeHWN OBIXaHUS W Cepacd-
HOW IEeSITEJIbHOCTH.

IMpy M3ydeHNH TSDKECTH KITMHUYECKIX ITPOSIBIICHUI
(TabJ1. 4) B BbIIEJICHHBIX IPyIIaxX ObLJIO YCTAHOBJIEHO,
yTo B I rpymirie jierkas cTereHb TSKeCTH 3a001eBaHus
BCTpeJyaeTcsl 0oJiee YeM y MOJIOBUHBI OOJBHBIX, CPEe-
Hig —y 37,14% u Tsxenag — y 8,57%. B aByx ocrajib-
HBIX IpyMmnax JIErkoro TedeHust 3adoyseBaHusl BOOOIe
HE BCTpedaeTcs, MpeodIagaromieii IBIsieTcsl CpemHsist
CTEIICHb TSDKECTH 3a00JIeBaHMSI, a KOJIMYISCTBO OOJIb-
HBIX ¢ TsLKeabIM TeueHreM B 111 rpymre (kak adbcosoT-
HOE, TaK M OTHOCHUTEJIPHOES 3HAUYCHIE) MIPEBHIIIIACT Ta-
KOBOE B TEPBBIX IBYX TPyMIax U cocTaBisieT 35,3%.

OueHb BaXKHBIM TSI [IPOTHO3a TEUCHUST MUACTCHUH
SIBJISIETCSl XapaKTep Havajia 3a00JieBaHUsT: HaJIUuue
OIIHOTO WJIM Cpa3y HECKOJIbKMX CUMIITOMOB B JIe0I0Te,
CKOPOCTb pa3BUTHSI cuMNOTOMaTuKu. CpaBHUTEIbHAS
olicHKa HayaJjia 3abosieBaHust (pUcC. 1) B M3YyYEeHHBIX
rpynmax 00JabHBIX T0Ka3aJjia, YTO y OOJBIIMHCTBA O0/Ib-
HbIX | rpymmbl (54,3%) OHO XapaKTepU30BaJIOCh I10-
CTETICHHBIM Pa3BUTHEM MUACTCHUYSCKMX CUMIITOMOB
Ha mpoTsokeHUn 1,5-2 net. B nmebiore 3abojieBaHUST

TABJIULA 4. 3ABUCUMOCTb CTEMEHU TAXXECTU 3ABONEBAHMSA OT HLA-FEHOTUMA BOJIbHOrO MUACTEHUEN

Mpynna | (n = 35) Mpynna Il (n = 13) Mpynna lll (n =17)
CreneHb TsxecTH (B8 DRB1*03") (B8* unu DRB1*03*) (B8* DRB1*03*)
3aboneBaHusA

% / abe. % / abc. % [ abe.
Nerkas 54,29* (19) 0,00 (0) 0,00 (0)
CpegHsis 37,14 (13) 76,92** (10) 64,71* (11)
Tsbxenas 8,57 (3) 23,8 (3) 35,29* (6)
WToro 100,00 (35) 100,00 (13) 100,00 (17)

MpumeuaHunsa. * — paznnyne 4OCTOBEPHO MO CPABHEHWMIO C TAXENOM CTeNeHbIO TXeCTun B 1-i1 rpynne 60nbHbIx (p < 0,05);
BO 2-11 rpynne 60/1bHbIX — MO CPABHEHMIO C NErKOl 1 TAXeNon cTeneHbio TsxkecTu (p < 0,01); B 3-1 rpynne — N0 CpaBHEHMIO
C nerkomn ctenexbto TaxecTn (p < 0,05).
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PucyHok 1. B3aumocBs3b BapuaHTa Havyana 3a6oneBaHus
C HannumeMm y 605IbHOr0 MUacTeHuel
HLA-cneumdmunocten B8 u DRB1%03

B OOJIBIIMHCTBE CJIydaeB OTMEYAJIOCh IIOSIBIICHHC
Kakoro-jiubo ogHoro cumnroma. Haunbosiee xapak-
TEpHBIM CHUMIITOMOM B Hadayie 3a00JICBAHUS SIBJISUI-
Cs ITO3, Yallle OMHOCTOPOHHMIA, HapacTalOIIU IIpHu
3aKpBEIBAHUU W OTKPBIBAHUM TIJ1a3. B cpemHeM depe3
0,5 roma NMTO3 CTAHOBWJICS ABYCTOPOHHUM, acCUMMe-
TpraHBIM. [IpriMEepHO B 3TO XK€ BpeMs ITOSIBIISIACH
€71a00CTh B MUMHMYECKMX MBIIIIIAX JINIIA VI JBOCHUE
B TOPU3OHTAIBHOMI TTOCKOCTU. [eHepanm3anuss Mua-
CTEHUYECKMX CUMITTOMOB HacTynaja 4yepe3 8,5-15 Me-
caueB. BaxkHoil yepToii, XxapakTepusyolleil Havyajo
3a00JIeBaHUS Y 3TUX OOJIbHBIX, SIBJISICTCSI HAJIMYUE IV -
TeJIbHBIX peMUCCHUi1, He TpeOyromux npueMa AXDIT.
Bo II rpymnme OOnAbHBIX IPeoOamarolM SIBJIsI-
JIOCh OCTpoe Haudajio 3abosneBaHus (61,53%), ckopo-
TeuHoe — B 38,47% ciydaeB. MemieHHOe pa3BUTHE
3abo0JieBaHMsI B 3TOH rpymnrie He Habmoganoch. Pas-
BUTHE TIOJTHOM KIIMHWYECKOM KapTUHBLI MHACTCHUM
Y 3THX OOJILHBIX TPOMCXOIMIIO B TeUeHMe 1 Tonma, Hau-
6onee 9acTo — B 75% ciyyaeB — K 6,5 mecaiia. [eoroT
3a00JIeBaHUST XapaKTepU30BaJICSd MOSBIECHUEM Cpasy

2-3 CHMIITOMOB. TIJIa30IBUTaTeIbHBIE HaPYIICHMUS,
C1aboCTh CKEJIETHOM MyCKyJaTyphbl. [J1azomBUTaTeb-
HBIC HapyIIEeHUs] XapaKTepPU30BANCH HAJTMINEM JIBY-
CTOPOHHETO MT03a, BhIPaXXeHHbBIM JBOSHUEM IO TOpH-
30HTAJIM U BEPTUKAJIM, HapacTaHUe IITO3a U JIBOCHUS
oTMeyvasoch Tpu ¢ukcauuu B3opa. CrabocTh U Ta-
TOJIOTMYECKasi YTOMJISIEMOCTb B CKEJIETHOI MYCKyJia-
Type XapakKTepu30Bajlach «TUIMMYHOI CXeMOI JBUTa-
TEJIbHBIX PACCTPOMCTB» MPU MUACTEHUM. MBbIlIeUHast
cWjia B COCTOSTHUM TOKOSI ObLIa B cpeaHeM 3-4 Gajuia.
YV 3 00JIBHBIX OTMEYAIOCh OTpAaHUYCHUE ITOOBIDKHOCTHU
MSITKOTO Heba U «HOCOBOIi» OTTEHOK roJjioca. Ilepuo-
JINYECKA OTMEUYAJIOCh YJIyUIIEHHE COCTOSIHUSI OOJIb-
HBIX, HO TIPAKTUYECKHU MIOCTOSTHHO TPpeOOBaJICS IIPUEM
aHTUXOJIMHACTEPA3HbLIX MpernapaToB (AXIII).
BIIlrpymnre 00JbHbBIX Y TOAABISIOLIETO OOJIbIINH-
ctBa (82%) HabJIOAAIOCh CKOPOTEYHOE pPa3BUTHUE
3a0oneBaHusA. KnuHudeckass KapTMHa pa3BUBajlach
B cUMTaHHBIe Heaenau (B cpelaHeM 3a 2,5-4 Henenn),
P 3TOM KIMHMUYECKHUE IIPOSIBJICHUSI OBLIM Mpe-
CTaBJIeHBI cpady 3-5 cumrniromamMu. DddeKkT reHepa-
JIM3aIY CUMIITOMOB BO3HHMKAJI yKe K 3-4-i1 Hemee.
I[maszogBurarebHbIE CUMIITOMBI OBUIM TIpEACTaBIIC-
HbI B MOJJTHOM 00beMe. C1aboCcTh M MmaToJoruyeckas
YTOMJISIEMOCTh CKEJIETHOI MYCKYJIaTyphl XapaKTe-
pHU30Bajiach BOBJIEUEHMEM B IPOLECC MBI JINC-
TaJILHEIX OTMIEJIOB HIMKHUX KOHEYHOCTEH, TYJTOBHUIIA
U MEXpEeOEPHBIX MBbIIIL. MbIllIeyHasi cujia B COCTO-
STHUM TOKO$S1 cocTaBisiia 2-3 0anna. XapakTepHbIM
OTJIMYKEM B TaHHOI IpyIIie SBJIsieTcs 0ojiee paHHEee
NPUCOCINHEHNE PAaCCTPOMCTB KeBaHUsI, TJIOTaHUS
u peur. B HEKOTOPBIX Cirydyasix TaHHbBIE CUMIITOMBI
MOSIBJISUINCH OMHOBPEMEHHO B cCaMOM Hadajie 3a00-
JeBaHus. Pa3BuTme KIMHMYECKUX MPOSIBIICHUI HE
MIMEJI0 YeTKUX ITePUOI0B YIYUYIICHUS, OOJIbHBIC IT0-
cTossHHO TipuHUManu AXDII, yacTo ¢ Bo3pacTaHueM
JIO3MPOBOK, TOPMOHAIbHAS Tepaltisl Ha3Hadajlach Ha
paHHHMX CPOKaxX OT MOMEHTA Havajia 3a00JIeBaHUs.
Kimmangeckme BapuaHTBI TeYeHUST 3a00JIeBaHUS
BIpyIine oocae10BaHHbIX HAMU OOJIbHBIX ObLIU ITPEe.I-
CTaBJICHbI CJIEAYIOIIMMY BapUaHTaMU: CTaOMIbHOE,

TABJIMLA 5. SABUCUMOCTb BAPUAHTOB TEYEHUA MAACTEHUWN OT HANUYUA HLA-TEHOB «NIPOBOKATOPOB»

MWACTEHUMU
Mpynna l Mpynna ll Mpynna lll
BapuaHTbl TeueHus (B8- DRB1*03) (B8* unn DRB1*03*) (B8*DRB1*03")
3abonesaHus (n=35) (n=13) (n=17)
% / abc. % / abc. % / abe.
PerpagueHTHoe 5,71 (2) 7,70 (1) 0,00 (0)
CrabunbHoe 48,59* (17) 7,70 (1) 0,00 (0)
PemutTunpytowme 20,00 (7) 23,07 (3) 5,89 (1)
MenneHHo nporpeccupytoLme 22,85 (8) 61,53** (8) 82,35*** (14)
BbicTpo nporpeccupytoLme 2,85 (1) 0,00 (0) 11,76 (2)
WToro 100,00 (35) 100,00 (13) 100,00 (17)

MpumeuaHue. * — pa3nnumsa 4OCToBePHbI Mexay | 1 |l rpynnamu 60nbHbIX, Takoke mexay | v il rpynnamm 6onbHbix (p < 0,05);

** — pasnuuna poctoeepHsbl Mexay | n Il rpynnamm 6onbHbix (p < 0,01); *** — paznuuna goctoBepHbl mexay | n 1l rpynnamm 60nbHbIX

(p<0,001).

554




2009, T. 11, No 6

HMMyHOZeHemUKa npu muacmeHuu

peEMUTTHpYIOIIee, MEIICHHO WM OBICTPO IIpOrpec-
cupylolllee M perpaiueHTHOE TeueHue 3abojieBa-
HUS. 3aBUCHMMOCTH BapHMaHTa TeYeHUsST 3aboJjieBa-
HUS OT HAIWIUS Y OOJIbHOTO IIpeApacIiojlaraloiinx
HLA-cneunduyHoOCTe NpeacTaBaeHa B TadauIe S.

Ilpu ompeneieHUU CBSI3M MEXIY TEYCHUEM 3a-
ooneBanust 1 HLA-reHOTMIIOM MOJIydeHBI CJIeIyIO-
I1ie JaHHEIe: CTa0MIIBHOE TeUeHNE B OCHOBHOM OT-
Meyajoch ToJabKO B I rpymire (y 48,59% OOJBHBIX,
p < 0,05); Bo Il u III rpynmax mpeoGiraman MemIeH-
HO TMIPOTPECCUPYIOIINA TUIT TEUYCHHS MHACTCHUMN
(61,54%, p <0,05; 82,35, p< 0,001 cCOOTBETCTBEHHO).
PerpanueHTHOe TeyeHUE HAOIIOOANOCh Y 3 OOJIbHBIX:
nBonx u3 I rpynsl u ogHoro n3 I1. CtabuibHOE Tede-
HUe 3a00JIeBaHUS XapaKTEPU30BAJIOCHh INTEIBHBIM
OTCYTCTBHMEM BBIPAXKEHHBIX YXYAILICHUI OOIIEro co-
CTOSTHHS Y OOJIbHBIX I OTCYTCTBUEM HapacTaHMs MU~
CTEHUYECKOM CUMIITOMATUKU. BoJIbHBIC TIPUHUMAIA
noctosiHHbIe 10361 AXDII, KojiebaHUsT B UBMEHEHUU
103 AXDII cocTtaBistiu He 60Jee 2 CTaHIAPTHBIX J03.
Hexoropeie GonbHbIe (9 4enoBeK) IUTETbHO (IO
10 net) He HyxXmanuch B nipueme AXDII. U Tojbko
Yy OTHOTO OOJILHOTO M3 TIePBOIi IPyMNIbl HAOII0IAIOCh
OBICTPO MPOTPECCUPYIOIINI TUI TEYCHUS 3a00JIeBa-
HUSI, TTO-BUONMOMY, B CBSI3M C COIYTCTBYIOIINM OH-
KOJIOTUYECKUM 3a00JIeBaHUEM.

PemMuttupyoluii TMI TedyeHus1 3a00JieBaHUST Xa-
paktepeH wist 20% GonbHbIX | Tpyrimel, 23% 601bHBIX
11 rpyrmsl, B 111 rpyrine oH ycTaHOBJEH JIUIib Y 1 0071b-
Horo (5,89%). Ilpu peMUTHUpYIOLIEM TUIIE TEYEHUS
MUACTCHNH Y OOJIBHBIX | TPYIITBI B TIEPUOABI YXYyIIIIe-
HUSI COCTOSTHUSI TPeOOBAJIOCh YCUIICHWE aKTUBHOCTH
Tepanuu — yBeauueHus 103 AXDII Ha 2-4 ctangapt-
HbIe 103bl. HapacTaHme MuacTeHU4eCKoi CMMITOMA-
TUKJA B OCHOBHOM BBIPaXKaJI0Ch YBETMUCHNEM MBIIIICU-
HO c1abocTU U 6oJiee BhIpAXKEHHOM MaTOI0TMYeCKOM
YTOMJISIEMOCTBIO B CKEJICTHOM MYCKyJIaType. YXymlle-
HUSI COCTOSTHHST OOJILHOTO, KaK ITPAaBUJIO, IIPOBOIIMPO-
BaJIMCh OCTPOI pecnpaTOpHOii MH(PEKIMEeH 1 BOZHU-
Kaly B OCEHHUI U BeceHHU nepuoasl. Heobxonumo
otMeTuThb, 4To BO 11 1 I1I rpymnmax 00JIbHBIX IIEPUOIBI
VXYOIIEHUST COCTOSIHHMSI XapaKTepH30BaIUCh 0OoJice
JJIMTEJIbHBIM TeueH1eM (110 2-3 MecslieB) 1 TpeOboBaIu
yBenmueHus 103 AXOII B 2-2,5 pa3za oT UCXOIHO TTpU-
HUMaeMbIX. Takke Oosiee yacTo TpeOoBalOCh Ha3Ha-
YeHWe MOMISPKUBAIOIINX 03 MPETHU30JIOHA — IS
CcTadWwIM3alMy ITIpoliecca M YIYyJIIEHUs] COCTOSIHUS
OonbHBbIX. Y 0onbHbIX 11 1 111 rpynn He HaGatOOAI0Ch
CBSI3M YXYIIICHHST COCTOSTHUS C BUPYCHOM MH(MpEKIein
WIN BECEHHE-OCEHHUMU CE30HaMM.

MenjaeHHO POrpecCUupYIOLINKA TUIT TeYSHUS 3a-
0OoJieBaHUS y 00CIe1I0BaHHBIX O0JIbHBIX ObLI XapaKTe-
peH mis rpynn 11 (61,54%) w 111 (82,35%). JdanHblit
TUI TEYCHUS] MUACTEHUU XapaKTepU3yeTCsI HEYKJIOH-
HBIM pa3BUTHEM MHACTCHUYECKOW CHUMITTOMATHUKMN.
Jo3pt AXBDII u npeaHnu3010Ha, KOTOPBIE TIPUXOINUT-
Cs1 YBEJIMUMBATh JJIs1 CTAOMIU3ALIMU COCTOSTHUS 00JIb-
HOro, OBUIM MPUMEPHO PaBHBI B IByX Ipyrmax (40-
100 mr mpenHu3o0n0HAa B cyTkr). OgHako B 111 rpymre
JUIATEAbHOCTh MpuMeHeHust AXDI1 u npeaHu3onoHa
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PucyHok 2. YacToTa BCTpe4aeMoCTi COMyTCTBYHOLUNX
ayTOMMMYHHbIX 3a60neBaHUiN Y 60MNbHbLIX MUACTeHMEN
B 3aBUCMMOCTH OT Hannuusa B HLA-cpeHoTMNE
cneuundmurHocTent B8 u DRB1*03

6bl1a 60mbIIe, YeM Bo Il — Ha 3-4 mecana. Y 6071b-
HbIX ¢ HanuuueM B reHoTurie HLA B8 u DRB1*03 He-
PENKO TPeOOBAIOCH YCUJIEHUE TIPOBOANMOM Tepanuu
3a CYET MCIIOIb30BaHMs Iia3Madepes3a. BaxkHoit oT-
JIMYUTETbHOU YEPTOU MEIJIEHHO MPOrPECCUPYIOIIETO
Tura tedyeHust mexny 6onabHbiMU 11 u 111 rpynn 66110
pa3uyre B CPOKaxX TOCTUKEHUS peMUCCUU. Y 00Jb-
Heix III rpynmel pemMuccuu BO3HMKaaU He paHee
5-8 Mecs1IeB OT Havaia YXyOIIeHUSI COCTOSTHUS 1 Ha-
Yajla MTHTCHCUBHOM TepaItim.

BricTpo mporpeccupyroumii TUII TeYSHUs MHua-
creHun Hadmonaics y 2 6onbHbIX U3 II1 rpynrsr,
OH XapaKTepu30Bajcs 4YacTbIMH, 10 3-4 pa3 B Ioj,
OPOHOKUTEIbHBIMA (D0 1-1,5 Mecsim) mepuoma-
MU HapacTaHUs MHWACTEHHYCCKONM CHUMIITOMATUKH,
C HapyllleHUeM AbIXaHUsl, XeBaHUsI, IJIOTaHUsI, YTO
TpeOOBaIO 3HAYNTEIILHOTO YBeIMYeHUS 10361 AXDI1
M aKTUBHOW KOPTUKOCTEPOWUIHON Tepanmuud OO0
1,5 MI/KT Macchl Tejla eXXeTHEBHO, C ITOCISAYIOIINM
epexoaoM Ha IPOOHO-TIPEPEIBUCTYIO CXEMY.

I1pu conocTaBieHUU YaCTOThI BCTPEYaeMOCTH CO-
MYTCTBYIOIINX ayTOMMMYHHBIX 3a00JICBAaHUI 1 HAJTM -
yug y 9TUX 6oabHbIX MuacteHueit B HLA-deHoTUnE
crietuduuHocTeit B8 m DRBI1*03 BuIsiBAeHBI clie-
Iytolire 3aKkoHoMepHocTH (puc. 2). B I rpynme mo-
CTOBEPHO pexXe OOHAPYXKUBAIOTCS COIMYTCTBYIOIIIUE
ayTOMMMYHHBIe 3a0oseBaHust — Yy 31,43% OOJbHBIX
(p < 0,05). Bo II rpynme oTMeuaeTcsi BoIpaKeHHast
TEHJIEHLMS K YBEJIUUYEHUIO BCTPEUYaeMOCTU ayTOUM-
MYHHBIX 3abosieBaHuii (61,54%). B 111 rpynmne mo-
JaBJISIOIIME YUCIAO OOJBbHBIX MMEJIW COMYTCTBYIO-
1Yie ayTOMMMYHHBIE 3a001eBaHus1: 16 u3 17 yegoBek
(94,12%, p < 0,001).

PacnpenesieHrie 4acTOThI BCTPEYaEMOCTH BbISIBJICH-
HBIX HO30JIOTMYECKUX (DOPM COITYTCTBYIOIIUX ayTO-
MMMYHHBIX 3a00JIeBaHUN CpelIr UCCIeTyeMBbIX TPYIII
0OOJIbHBIX MUACTEHUEN TIPEACTABICHO B TabJmiIe 6.

YcTaHOBIEHO, YTO CPEIU COITYTCTBYIOIINUX ayTO-
MMMYHHBIX 3a00JIeBaHUU Y OOJBHBIX MWACTCHHEHN
JIOCTOBEPHO Yallle BCTpedyaeTcss ayTOMMMYHHBII TH-
peounut 68,57% (p < 0,01). ¥ GoabHbix 1 rpymnmbt
(B8~ DRBI1*03") BcTpeyaeMOCTh CONYTCTBYIOIIMX
WUMMYHHBIX 3a00JieBaHUIl Oblla HauWMeHbIIeil —
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TABJILA 6. PACNPEAENEHWE HO30MOMMYECKUX ®OPM AYTOMMMYHHbIX 3ABOJIEBAHWUA Y BOMNbHbIX
MWACTEHMEN B 3ABUCUMOCTM OT HANUYUA B HLA-OEHOTUINE CMELIMOUYHOCTEMN B8 U DRB1*03

Mpynna l Mpynnalll Mpynna lll
(B8 DRB1%03’) (B8* unu DRB1*03*) | (B8* DRB1*03*) WToro
Hosonornyeckas copma (n = 35) (n=13) (n=17)
% [ abc. % I abc. % I abc. %/(abc.)
AyTOMMMYHHBIN Tpeonaut (1) 36,66 (4) 75,00 (6) 87,50* (14) 68,57 (24)
CaxapHblii gnabert | Tuna (2) 36,66 (4) 12,50 (1) 6,25 (1) 17,14 (6)
Monumunosut (3) 27,28 (3) 12,50 (1) 6,25 (1) 14,29 (5)

Mpumeuanus. * — pa3nuyns goctoeepHbl Mexay | v Il rpynnamm 6onbHbIX (p < 0,05); ** — pa3nuyna [ocToBepHbl Mexay 1u 2,

a Takke mexay 11 3 Ho3onornyeckumu dopmamm (p < 0,01).

y 7 u3 35 genoBek (31%). Bce Tpu HO30/M0TMYECKHE
¢ OpMEI TIpeACTaBICHBI pABHOMEPHO.

Y oomnbubix Il rpynmer (B8* mau DRBI1*03%)
CONYTCTBYIOIIME  AayTOMMMYHHBIE  3a00JIeBaHUS
BCTpedyaloTcd yXe dJaiie — y 61,5% mnanueHToB,
M y OOJNBIIMHCTBA M3 HUX TUATHOCTUPOBAaHA MATO-
JIOTHS IIMUTOBUIHOWM KENe3bl, IIPEUMYIIeCTBEHHO
ayTOMMMYHHBII TUpeouauT. Y 6oJbHbIX 111 rpynnbl
(B8*, DRB1*03*) comyTcTByOIllIME€ ayTOUMMYHHbIE
3a00J1eBaHusI BbISBIEHbI Y 94,5% OOJBbHBIX, U3 HUX
Yy TIOJABJSIIONIETO OOJIbIIMHCTBA — 3a0o0JieBaHUsI
IIIATOBUAHOM Xeje3bl (ayTOUMMYHHBIA THUPEOUIUT
u auddy3HbII Tokcuueckuii 300). Ilpu Hamuuum
raruroturta HLA-B8, DRB1*03 nabmonaetcs 6oee
TSDKEJIoe TeUeHUE KaK MUACTEHUM, TaK U COITYyTCTBY-
IOIIEro ayTOMMMYHHOTO 3a00/1eBaHuS.

TakuM oOpa3oM, Ha OCHOBAaHUM aHAJIM3a IIPO-
BEISHHBIX MCCISAOBAaHUI MOXHO YTBEpXIaTh, YTO
reHeTu4YecKasi MpeapaclioioXXeHHOCTh, CTEIeHb
BBIPAXKEHHOCTH MMWACTCHWYSCKOM CHUMITTOMATUKH
¥ XapaKTep TeUYSHUSI MUACTCHUM CBSI3aH C aJUICISIMU
HLA I u II xnacca.

Y oOonbHbix MuacteHueir CeBepo-3amagHoro
permoHa Poccum ycTaHOBJICHA ITOJIOXUTEIbHAST ac-
conuaius 3adoneBaHus ¢ reHamu HLA-DRB1*03,
aHTUreHoM B8 1 X MEXXJTOKYCHBIM COUeTaHUEM; 3TU
Cnenu(PUIHOCTA MOXXHO pacCMaTpUBaTh B KaUyeCTBE
MapKepoB TEHETUYECKON MPeapacIioNoXeHHOCTH
K pa3BuTuio mMuacteHuu. IIpoTrekTHBHOE 3HaUeHUE
B OTHOIIICHWHY Pa3BUTUS JAHHOTO 3a00JIEBaHUS IME-
eT cnenuduuHocts HLA-B7.

TskecTb KIMHUYECKUX MPOSIBJICHUIT MUACTCHUN
M CTEIIeHb BBIPAXXEHHOCTU HapYIICHUSI HEPBHO-
MEBIIIICYHOTO TPOBEACHUS, OIIpeneiasieMas Helpo-
GU3NOIOTUYSCKUMHU METOIaMM, OoJjiee BBIpaxe-
Hbl Y OOJbHBIX, SIBJISIIOIIMXCS HOCUTEJISIMU aJljiesst
DRB1*03 u anturena BS§.

BoipbHBIM MUacTeHHEH ¢ HaIUIMeM MMMYHOTe-
HETUYECKOUW MPeapacioNoXEeHHOCTH IS JOCTUXKE-
HUSI CTOMKON peMuccum TpeOyroTcsl 60j1ee BbICOKME
n03bl AXOIT u HazHaYeHUE TOPMOHATbHBIX UMMY-
HOCYIIPECCHUBHBIX IIpenapaToB.

O1ueHKa UMMYHOT€HETUYECKOTO CTaTyca Ha paH-
HUX CTaIusIX 3a00JIeBaHUS OTKPBLIBACT IIEPCIEKTUBY
IUIST CBOeBpeMeHHOM muddepeHInaIbHON TUarHoO-
CTUKM U IIPOTHO3UPOBAHMS PA3BUTHUS KIIMHUYECKUX

BapuMaHTOB TeYeHMUs 3a001eBaHMs U, CIEJ0BaTENbHO,
BO3MOXHOCTU OINTUMAJbHOIO U WHIAWBUAYATBHOTO
METOHOB ITOI00pa JIeYeHUs U TTPOPUITAKTUKA.

Jns onpeaeneHUsi CeMEMHOro pUcKa pa3BUTHS
MUACTEHUHN Y OJIVKAUIIINX POACTBEHHUKOB OOJBbHBIX
TaKXKe MOXET OBbITh PEKOMEHIOBAaHO TUIIMpPOBaHUE
ameneit HLA I u 11 xacca.
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