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Hccnez[OBaHMe HapylIeHW pUTMa U MPOBOIM -
MOCTH Cep/lla 10 HACTOSIIET0 BpeMEeHU OC-
HOBBIBAJIOCh Ha 3JIEKTPOKapaAnorpaMuecKmx 1 3J1eK-
TPOU3NOIIOTMUECKUX UCCICTOBAHUIX U B OCHOBHOM
OXBaTbhIBAJIO OOJBHBIX C HIIEMHYECKON OO0JIE3HBIO
cepila, KapIMOMUOIIaTUSIMU 1 CEPIEIHOI HemocTa-
TOYHOCTBIO. BKJ1am UMMYHOJIOTUYECKMX MEXaHU3MOB
B NMaTo(U3UOJOTUIO ITUX PACCTPONMCTB HEAOOLEHU-
BaJICSI, XOTSI MEePBbIE ONMKMCAHUS MTaTOJIOTUH ITPOBOJISI-
el TKaHu obutH caesnadbl T. James 1 coaBT. B 1965,
1966 u 1971 rr. [1-3] u A. Fairfax u D. Doniach [4],
ONMCABIIMMU aHTHUTEIa K TPOBOSIIEH TKaHU IpU
6J0Kaje JeBoit HoXKH myuka [ca B 1976 . K koHILy
1997 1. O6bl1a ICHO yCTaHOBJIEHA CBSI3b CIy4yaeB BHE-
3alTHON CMEPTU MJajaeHLeB [5], BpOXAEHHON MoJi-
HOI TomnepeyHoi OJioKaabl cepilia U MaTOJOTUU
COeMMHUTEIBHOM TKaHU y MatepH [6, 7]. Crelinduuec-
kue aHtuteaa K Ro/SS-A u La/SS-B Obuin oOHapy-
>xeHbl W. Weston u coaBt. B 1982 1. [8], Scott u coaBT.
[9] u Lee u coant. [10] B 1983 . B xone manbHei1IMX
ucciaenoBanuii A. Vilecco u coast. [11] mponeMoHCT-
pUPOBAIM HAJIMYME AHTUTEN K TIPOBOMASIICH TKaHU
npu peBmatounHom aptpute (1983 r), a U. Volta
U coaBT. [12] — mpu CUCTEMHOI CcKlaepoaepMuu
(1985 ). B. Maisch u coasr. [13,14] cooOumiu o Ha-
JIMYMM aHTUTE K CHHOATPUAIbHOMY Y aTPUOBEHTPH -
KYJSIPHOMY y3JIaM y OOJbHBIX ¢ CHUHAPOMOM CJ1aboc-
TH CHHYCHOTO y3JIa, aTPUOBEHTPUKYJISIPHOM OJIOKa-
goii U muokapautoM B 1986 u 1989 rr. ITosxe
S. Bacman u coaBT. [15] ycTaHOBWIM HAJTMYM€ aHTUTEN

* European Heart Journal (2001) 22, issue 10, pp. 813—824.
IlepeneuaTtaHo ¢ paspemeHus W. B. Saunders.

K HepOTpaHCMUTTEPHBIM pelienTopam cepaua, J. Li
U cOaBT. [16] mpoaeMOHCTPUPOBAIN HATMYME AaHTUTET
K YeJOBEYECKOMY OJHIOTeHHOMY pPeTPOBHUpPYCY-3,
SKCITpecCUpyeMOMY B TKaHU cepilia Tuioaa, a T. James
U coaBT. [17] mpoaHaIM3upoBaIr POJib allonTo3a B Ia-
TOU3NOJIOTUM TTOCTEIIEHHOTO Pa3BUTHS TTOJHOM at-
PUOBEHTPUKYJISIPHOI OJIOKAJIBI.

B aTux m apyrux wuccienoBaHUSX OBLIO SICHO
MPOJAEMOHCTPUPOBAHO, YTO HMMYHOJIOTHUYECKUE
MEXaHU3MBbI MOTYT OBITh IPUYMHOU OMpPEeACTICHHBIX
HapylUIeHU pUTMa ¥ TIPOBOAMMOCTH cepalia. Takum
o0pa3oM, LieJbl0 3TOTro 0030pa SBjseTcs 000011Ie-
HUE MMEIOIIMXCS B HACTOSIIEe BpeMs JTaHHBIX I10
WMMYHOJIOTUY PUTMOTE€HHBIX CTPYKTYP W IIPOBOJIS -
el CUCTeMBbl cepllla M aHaJiu3 WX KIMHUYECKOU
3HAYUMOCTH.

I/IMMYHOJIOI‘I/I‘ICCKI/IC MEXaHU3MbI
B l'IaTO(bI/IBI/IOJIOI‘I/II/I HapymeHnﬁ puT™Ma
1 IIPOBOAMMOCTH CE€pANA

Ieneruxa

TeHeTnyeckast 1eTepMUHUPOBAHHOCTh, BO3MOX-
HO, SIBJISIETCSI OCHOBHBIM (paKTOpPOM B MaTO(hU3UO-
JIOTUH OTIpeesIsIomuX 3aboieBanuii. bbuia otMeue-
Ha TecHasl CBSI3b aHTUTEHa aHKWJIO3UPYIOIIETO
cnonaunoaptputa (HLA-B27) [18,19] y B3pocbIX,
KOTOPBIM TpeboBajach MMILIAHTAIUS TTOCTOSTHHBIX
aniekTpokapauoctumMysitopos (DKC) mpu arpuo-
BEHTPUKYJISIpHOU Oaokane [18,19], a Takxke yacTas
BcTpeyaemocTh aHTureHoB HLA-DR3 y wmartepeit
JieTeil ¢ TIOJHOM BpOXKIEHHOU OJoKamoil cepaua
[20]. ITogoOHas reHeTHYECKas MPeAPaACIIONOXKEHHOCTh
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MOXET clejlaTh BO3MOXHOW HapyllleHue ayToToje-
PAaHTHOCTU OpraHM3Ma XO3sIMHA WX CITOCOOCTBOBATh
Pa3BUTHIO TTATOJIOTMYECKON peakiMy Ha TepeKpecT-
HO JNEWCTBYIOIIYIO NETEePMUHAHTY WJIM BBIpAaOOTKE
AHTUUINOTUIIMYHBIX aHTUTEJ, HECYIIUX TePEeKPecT-
HO pearupyroine SIUTOIbI.

AYTOPCaKTI/IBHOCTI)

MHorue nHGbEeKIIMOHHbIE areHThl UMEIOT OOIIKe
AHTUTEHHbIE JETEPMUHAHTBHI HE TOJBKO MEXIY CO-
00lf, HO U C pa3JIMYHBIMU TKAHSIMU OpraHu3Ma 4ye-
JIOBEKa, B T. Y. C PUTMOTEHHBIMM CTPYKTYypaMu
U MpoBOAsIIE cucTeMoit cepalia. B ocHoBHOM aTa
MepeKpecTHasi peaKTUBHOCTD 3alllUIIIAaeT OT MHOTHX
MaTOreHHbIX MUKPOOOB. TeM He MeHee, Tpu UHDUIIU -
pOBaHUHN ONpeAeIeHHBIM MHKPOOOM TI€HETUYECKU
NeTePMUHUPOBAHHOIO OpraHU3Ma XO3sgWHa MOTYT
BO3HUKHYTh CE€pbE3HbIE AYyTOMMMYHHBIE PEaKIUU
(tabs. 1) [21—24]. B onHOM 13 caMbIX EPBBIX UCCIIE-
pmoBaHuii no wummyHosoruu IICC E. Kasp-
Grouchowska u D. Kingston npoaeMoHCTpupoBaiu
MEePEKPECTHYI0 PEaKTUBHOCTb aHTUTEN K Strepto-
coccus pyogenes ¢ MpoBoAsileil cuctemoin [21].
K nonmonHuTe1bHOMY YKa3aHUIO Ha TO, YTO MUKPOO-
Hasg MHGEKIUST MOXET CIPOBOLIMPOBATh ayTOopeak-
TUBHBII MPOLIECC, OTHOCUIACH AEMOHCTPALIMS [IUTO-
JIMTUYECKUX TIePEKPECTHO PEearupyrommx aHTUTEN
npotuB BupycoB Kokcaku tunos B3 u B4, u capko-
JIEMMaJIbHBIX SMUTOMNOB Y OOJbHBIX C MUOKAPIAUTOM
[22]. A. Horsfall u coaBt. [23] BbIsIBUIM § 3MTUTOIOB
Kk La/SS-B aHTUreHy, MMeIIMX Takylo Xe Mmocyiea0-
BaTEeJIbHOCTh OCHOBAHMIA, KaK y TsXKeablX Oera-1ie-
Meil Yea0BeueckKoro cepAe4YHoro MMo3uHa, 1ernu Ja-
MmuHuHa Bl u Genka M6 Streptococcus pyogenes.
J. Li v coaBT. [24] TakKe OTMETWIN BbIPAXKEHHYIO TTe-
PEKPECTHYIO PeaklMIoO JaMUHWHA MbIlIeid U aHTu-La
antuten y 8 u3z 10 6oabHbIX ¢ cuHapoMmom IllerpeHa
(kcepoaepmatos). Okaszanoch, YTO Y ITUX Ke MallMeH-
TOB aHTU-R052 aHTUTENA CBA3BIBAIUCH C TAMUHUHOM
IIOXO WJIM BOBCE HE CBSI3bIBAIUCE.

OcraeTcs HEBBISICHEHBIM BOIIPOC O TOM, MHUIIMU-
UPYIOT JU TEPEKPEeCTHO pearupyrouiue aHTUTeaa
3a00JIeBaHUS WU SIBJISIIOTCS JIUIIb OTPaXXEHUEM YXKe

CYLIECTBYIOIIEr0  MaTOJOTMYECKOTro  Ipoliecca.
M. Reichlin u coaBT. [25] cMOT/IM BBIIEAUTH AHTUTE-
Jla K Ro/SS-A aHTureHy us cepjla riojaa ¢ BpoxXaeH-
HOW TonHOU momnepevyHoii Onokamoii. E. Alexander
M COaBT. [26] oOHapyXWIu cokpalieHue dasbl 11aTo
neproaa penoysipu3aluy cepalia BCAeACTBUE U3ME-
HEHMST TpaHCIOPTa KaJblUs TOJA BAWSHUEM aHTH-
ten IgG k Ro/La antureny. S. Garcia u coaBT.
[27] BBI3BAIM MOJIHYIO aTPUOBEHTPUKYJISIPHYIO OJ10-
Kajy y B3pOCIBIX KPOJIUKOB, UCTIOIB3Ys IS Tiepdy-
3un  ¢dpakuun IgG, coxpepxamiue aHTUTeNaa
K Ro/SS-A u La/SS-A anturenam. Te ke aHTHCHI-
BOPOTKM MPUBOAWIN K 3HAUYMTEIHHOMY YMEHbIIIE-
HUI0O MEIJIEHHOTO BXOJSIIEro KaJlblIMEBOTO TOKa
B M30JIMPOBAaHHbIE KapAWOMMOIIUTHI KETYIOYKOB.
Hakonen, M. Boutjdir u coaBt. [28] nmoka3anu, 4To
dpakuun IgG, cocrosgmue u3 antu-52 kD Ro/SS-A
aHTUTEJ UHAYLMPOBaIU MoiHyo AB 61okany B pa-
OoTalolleM cepale Yea0BeYecKoro 1miaona, nepbysu-
pyemoM no metoauke Langendorff. Takxke ObLIO
MOATBEPXKIEHO MHTMOMPOBAHUE BXOISIIIETO Kbl -
€BOTr0 TOKa Ha YPOBHE KJIETKU B LIEJIOM U OTIEIBHO-
ro KaHasa.

Tak Kak B KJIETKax cepua IUI0Ja JI0OTHOCTb KaJlb-
LIMEBBIX KAHAJIOB U CTPYKTYP CapKOILJIa3MaTUYECKOTO
peTrKyIyMa MeHbllIe, UeM B KJIeTKax B3pociioro [29, 30],
HeraTUBHBIE TTOCJIEICTBUSI CHIDKEHMSI 00'beMa ITOCTYII-
JIEHUSI KaJIbLIUS B CEpALE TUT0Ia MOTYT ObITh OCOOEHHO
BBIPKEHHBIMU. DTUM MOXHO OOBSICHUTH OTCYTCTBHE
aHOMaJIMi TTPOBOAMMOCTHU y MaTepeii AeTeil ¢ TTOJTHOM
BPOXIECHHON OJIOKanoii cepalia, HECMOTPST Ha OHA-
KOBBIi YpOBEHb ayTOAHTUTE] B KPOBOTOKE MaTepu
U TI0Ja. Y B3pOCIbIX C CUCTEMHOM KpacHOI BOJTYaH-
KOl aTpMOBEHTPUKYJIsIpHAast 0J10Kaaa BHICOKOU cTere-
HM BCTpevaeTcst KpaifHe peIKo 1 BbI3BaHA aHTUTEIaMU
Kk Ul pubonyxiieonporenHy (RNP) [31], a He Kk Ro/La
MPOTEUHY.

XOTsd 2TO ropasao TpydHee MPOAEMOHCTPUPO-
BaTh, MOSIBJISIETCS BCe OOJIbIIE CBUIAETEIBCTB TOTO,
YTO MPU OCTpOoM MHbapKTe Muokapaa [32], peBma-
TouAHOM apTpute [33] u Ipyrux ayTOUMMYHHBIX 3a-
O0oneBaHusaX [34] akTuBaLUs TUMOOLUTOB U LIUTO-
TOKCUYHOCTb, crieliududeckue mjs onpeaeaeHHOMN

Tabnuma 1

l'[epel(pecn{aﬂ PEAKTUBHOCTD B NIATOI€HE3€ Hapymemm puTMA U NNPOBOAUMOCTH cCepaua

ABTOD

[epekpecTHO pearnpyronie aHTUTeHbI

E. Kasp-Grouchowska [21] | Streptococcus pyogenes/myuok ['nca

B. Maisch [22]

A. Horsfall [23] pyogenes/La (SS-B)

Z.Li[24]

Koxkcaku B3, B4 (33 u 34 kD)/CapkosieMMaJIbHbIE SITUTOIHI (ITepeKpecTHas peaKTUBHOCTD mist 220 kD — 10%,
st 110 kD — 50%, nnst 72 kD — 90%, st 67 kD — 40%, nns 45 kD — 50%)

Tsoxenast Geta-1erb CEpACYHOTO MUO3MHA YEI0OBEKA, LIeTb JamuHuHa B1 1 6etok M6 Streptococcus

Jlamuranz/La (SS-B) (mepekpectHas peakTHBHOCTH 65—70%)
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Puc. 1. Auturenst k Ro/SS-A u x La/SS-B B HebombII0i
uuroruiazmarudeckoit yactuiie RNP.

Benok Ro60 comepXUT U pUCYHOK OBIIEro TUITUYHOTO 2IeMEHTa CTPYKTYPBI
RNP nns csasbiBanusi ¢ PHK (RNA), 1 pucyHOK B BUIE «IIMHKOBOTO IMajlb-
ua» st cesa3biBanust ¢ JJTHK (DNA). besok Ro52 cogepxut MHOXKECTBO ydya-
CTKOB — «IIMHKOBBIX MAJIbIIEB» U MOCIEIOBATEILHOCTh OCHOBAHUII JIellInHA
B BUJIE «3aCTEXKKU-MOJHUN», HO PUCYHOK OOILIEro TUIIMYHOTO 3JIEMEHTa
ctpykTypel RNP B HeM oTcyTcTBYeT. BeposiTHee Bcero, aTOT 6eJI0K CTAaHOBUT-
cs1 6osiee coxkHBIM — Y-RNP nyrem cBsibiBaHust ¢ 6esikoM Ro60. Benok
La/SS-B cBsasbiBaetcst ¢ TpaHckpuntasoit I11 monmumepasst PHK (RNA).

Puc. 2. AHTuTeNna K 4esl0oBeUeCKOMY CHHYCHOMY Y31y (JieBasli BEpXHsSIST YacTh), aHTUTENA K aTPUOBEHTPUKYISIPHOMY y3IIy

TKaHN-MHUIICHU, NPECACTABJIAIOTCA OJIA IIaTOICHE3a
3a6OHCBaHI/IH, 0 MEHbIIEH MEPE, CTOJIb K€ BaXKHbI-
MU, KaK 1 ryMopaanHﬁ OTBCT.

AYToaHTI/II‘eHbI H ayTOAHTHUTEIA IPH
Hapym€eHuAX puTMa U IPOBOJAUMOCTH

Maible nuTOIa3MaTHYECKHIE
pudonykreonporennsl (Ro/SS-A u La/SS-B)

IlepBpiMU ayTOAHTUTENaMU, MEXAY KOTOPBIMU
ObLTa yCTaHOBJIEHA CYIIIECTBEHHAsI B3aMMOCBSI3b C I10-
BpexnaeHueM IICC, ObuIM ayToaHTUTEsa, BCTYIAlO-
1IK1e B peaklMK ¢ PaCTBOPUMBIMUA BHYTPUKJIETOYHbI -
Mu prboHykieonporenHamu 48 kD La/SS-B, 52 kD
Ro/SS-A u 60 kD Ro/SS-A [8, 9], o0HapyKeHHBIMU
y Marepeil U y ux AeTeil ¢ BPOXKIEHHOMN MOJHOM I0-
nepevyHou OJ0Kamgoil cepaua. Manble HUTOMIa3Ma-
Tnyeckue prubonykieonporenHsl (SCRNP) Ro/SS-A
COCTOSIT M3 HECKOJbKUX OENKOB, 00bEeAMHEHHBIX
¢ TOATpyImoi cBsi3aHHbIX ¢ La/SS-B pubonykien-
HoBbIx KucaoT (RNA, PHK), Tak Ha3siBaeMbix Y-RNA
(puc. 1). benrok Ro60 HEOOBIYEH TEM, UTO COAEPKUT
KaK pMCYHOK 0O0I1IeTO TUITMYHOTI'O 3JIEMEHTA CTPYKTYPhI

(JleBast cpeHsIsl YacTh) U aHTUTENA K TeISTYbeMY JIOKHOMY CYXOXWIMIO (JIeBasi HUXKHSISI YacTh).

CripaBa JIeMOHCTPUPYIOTCSI COOTBETCTBYIOIINE JaHHBIE TIO KOHTPOJIBLHOM TPYIINEe ¢ OTPULIATEILHOM peakineid (JUlsh BCero pucyHKa: MMMYHOMIIOOPECIIEHTHOE
OKpall1BaHue MMPU MOMOLIM MeyeHHbIX duioopectuernHusoTronaHaTroM (FITC) MOHOKJIOHAIBHBIX MBILIMHBIX QHTUTEJ K UEJI0OBEYECKOI TKAaHU; OKpallluBaH1e
dparmenTom dakropa 2 (cBssytouero auturena) — IgG (F(ab)2-IgG) (Genble cTpesiku); BepXHsist U cpeiHsisd YyacTu — yBeaudeHue B 800 pa3, HUXHsSI 4acTb —
yBeauueHue B 1250 pa3s). Okpamuanue hparmentom F(ab)2-1gG nosBossiet nzdexars Hecnennduueckoro IgG-cBsi3bIBaHUS.
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RNP mn4a cBassiBanus ¢ RNA, Tak U pUCYHOK B BU-
Jle «IIMHKOBOTO MaJIbLia» IJIs CBA3BIBAHUA C I€30KCH-
pubonykienHoBoit kuciaotoir (DNA). bemok Ro52
COJIEPKUT MHOXECTBO YYACTKOB — «IMHKOBBIX MaJTb-
LIeB» U TIOCIEN0BATEIbHOCTh OCHOBAaHUM JieHLIMHA
B BUJIE «3aCTEXKU-MOJIHUW», HO PUCYHOK OOIIIEero TH-
MMUYHOTO 3jieMeHTa cTpyKTypbl RNP B HeM oTcyTcT-
ByeT. @yHKius OenkoB Ro/SS-A, takum oGpazom,
MO-TIPEXHEMY OCTAaeTCsl HEM3BECTHOM.

ScRNP La/SS-B coctoat u3 tpanckpunTtassi I11 mo-
qumepa3bl RNA, ¢ KOTopoil CBS3bIBAIOTCSI Majible
LIUTOIUIa3MaTHIeCKIe prboHyKIteonpoTenHsl La/SS-B
(puc. 2). Tpanckpunrtazsl PHK (RNA) Bxitouarot
umMmyHornooynuael PHK — 7S RNA u 5S RNA,
tpancnioptHyto PHK (tRNA), manyto saepnyro PHK
tumna U6 (U6-RNA), Y-RNA, a TakxKe psii BAPYCHBIX
PHK [35]. La/SS-B nporteuH neiicTByeT Kak TepMU-
HUPYIOIIMI (haKTOp MO OTHOIICHUIO K MOJMMepase
ITIT PHK (RNA).

Bce 4 monkiacca anturen Kk Ro/SS-A u La/SS-B
AHTUTeHaM MTPOHUKAJIU Yepe3 TUIALleHTy U ObUTM OOHa-
PYKEHBI B CBIBOPOTKE, TIOTyYEHHO 13 MyMOBUHBI [36].
B ToMm Xe ucciemoBaHUM OJHOBPEMEHHOE Haauyue
BCEX TMOAKJIACCOB aHTUTEJ HAOII0AATOCh TPU OJHOM
TPETU BCEX peakUMil aHTUTE K pUOOHYKIIEONPOTEH -
Ham 52 kDa Ro/SS-A u 48 kDa La/SS-B. Antutena

K puboHykieonpoterHy 60 kDa ObutH MpeacTaBicHbI
ToabKO KiaccoM IgG 1. 3HauuTenbHbIE pa3Iuyus Ha-
OJIIOATMCh B COOTHOIIIEHUM MaTepPUHCKUX U HEOHa-
TajdbHbIX aHTUTeN KiaccoB IgGl u IgG3 K puboHyK-
neonporenHam 52 kDa Ro/SS-A u 48 kDa La/SS-B
MpU OEPEMEHHOCTSIX, OCTOXHEHHbBIX U HEOCTOXKHEH -
HBIX BPOXIEHHO# Oyiokamoi cepaua [36]. Yyactku
CBsI3bIBaHUA aHTUTEN K Ro/La aHTHTeHY TTpUOIN3M-
TeabHO B 30% ciydaeB pacIioioXeHBI B siipe, a B OC-
TaJIbHBIX Cly4asiXx — B muroruasme [35, 37] u B no-
BEPXHOCTHOM aHTUTeHe [38].

AnTuTena X Ro/SS-A n La/SS-B obHapyxuBa-
10TCs y 60JbHBIX ¢ cuHApoMmoM lllerpeHa mpu cuc-
TEMHOW KpacHOW BOJYAHKE W PEBMATOUIHOM
aptpute (tadn. 2, 3) [35, 39—45]. IToutu y Bcex
0osibHBIX ¢ aHTUTeNaMu K La/SS-B Takxxe numerorcs
aHTuTena K Ro/SS-A 1 UX TUTPBI BBICOKO KOPPEJIH-
pyIoT apyr ¢ Apyrom. O6paTHOE MPOUCXOIUT HE BCe-
rna: anturesia K Ro/SS-A nipu cucreMHoOli KpacHOM
BOJIYaHKE M CUCTEMHOU CKJIEpOJEpPMHUM 4YacTO Ha-
ontogaloTcss 060cobJeHHO. B MPpOTUBOMOIOXHOCTh
aKTUBHOCTU aHTUTeN K aByxiuenodeuHoir JJHK
(dsDNA) ypoBHU ayroanTutesn K Ro/SS-A n La/SS-B
y O0JIbHBIX CUCTEMHOM KpacHOM BOJTYaHKOI HE KOp-
PEJUPYIOT CO CTEMEHbIO BBIPAXXEHHOCTHU 3a0o0JieBa-
Hug [35].

Tabnuma 2

PacnpocTpaneHHocTb (BbISIBISIEMOCTb) aHTHTEN K R0o/SS-A npu pa3imyHbIX ayTOUMYHHBIX 3200JIeBAHHAX

ABTOp [ stew | cHB@® | RA® | ss@» | MCTD®%) | Pss(%)
R. Smeenk [35] 40 5 70 50 30
R. Mierau [39] 24-60 95-100 15 70—100
G. Tsay [40] 30 74
C. Wang [41] 36
P. Taylor [42] 97
J. Scott [43] 50 100 70 50
J. Buyon [44] 100
H. Julkunen [45] 90

IMpumeuyaHnue. 3nech U B TabI. 3, 4 UCMOIB30BaHbI yCIOBHbIE 0003HaYeHus:: SLE — cucremHas kpacHasi BosiyaHka; CHB — BpoxkneHHast
6nokana cepnua; RA — pesmaronanstit aptput; SS — cunapom Llerpena; MCTD — cmemaHHbIl TUTT 320071€BaHUST COETUHUTETBHON TKAHU;

PSS — cucremHas ckiepoaepmus.

Ta6bnuma 3

PacnpocTpaHeHHocTh (BbIsAB/IIEMOCTD) aHTUTE] K La/SS-B npu pa3iM4HbIX ayTOMMYHHBIX 3200J€eBAHUAX

ABTOp [ ste% | cHB® | RA@®% | ss&% | MCTD(®%) [ Pss %)
R. Smeenk [35] 40 5 70 50 30
R. Mierau [39] 24-60 95-100 15 70—100
G. Tsay [40] 30 74
C. Wang [41] 36
P. Taylor [42] 97
J. Scott [43] 50 100 70 50
J. Buyon [44] 100
H. Julkunen [45] 90
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Mansie sipepHbIE
pubonyxieonporennnl (snRNP)

CyiecTBy1oT 2 Kiacca Majbix Moiekya PHK: ma-
nbeie spepHbie PHK ¢ o6osoukoit (snRNA, wiu
U RNA) u manble nuroruiazmarudeckue PHK 6e3
o06os0uku (SCRNA). U-RNA opraHuzoBaHbl B pu0o-
HykJeornporenHoBble yacTuibl (U-snRNP), u MmHO-
T'U€ U3 HUX UTPAIOT BaXKHYIO POJIb B IPOLIECCUHTE (CO-
enuHeHuu reHoB B Mojiekyny PHK) marpuunoit PHK
[35]. BbLio uaeHTUGULIMPOBAHO OoJiee 25 pa3aUUHbIX
MOJIMIIENTUAOB, COCTABJISIONIMX OCHOBHBIE THIIbI
snRNP — Ul, U2, U5 u U4/U6. U3 31X OGCIKOB
9 umerotcs B Kaxaoit otaeabHoit SnRNP 1 o603Hava-
I0TCSI KaK Sm, WM OCHOBHbIE OeJKU. B To Bpems Kak
aHTUTeJa K Sm OOHAapyXMBAIOTCS UCKIIOYUTETBHO
y OOJIbHBIX ¢ CUCTEMHOI KpaCHOM BOJYAHKOM, aHTU-
tesa K U1-RNP cunTarorcss MapkepaMu Tl CMelllaH-
HOTO THIIa 3a00JIeBaHUsI COENMHUTENbHOMN TKaHu [35].
Coo0111a710Ch O CBSI3U MEXIY HaJIUYUMEM aHTUTEJ
K UI-RNP u aTpuoBeHTpUKYISIPHOI OJOKamO0N BbI-
COKOM CTEMeHM Yy B3pOCbIX OOJbHBIX C CUCTEMHOI
KpacHO BoyrgaHKol (Ta6:1. 4) [31, 35, 39, 41, 43, 46, 47].
Bosee Toro, 66U10 MPOAEMOHCTPUPOBAHO, UTO CYIIIE-
CTByeT cBs3b Mexay aHTuTedamu K U1-RNP, muo-
KapauTaMyd W MHUO3UTaMU Y OOJBHBIX CUCTEMHOM
KpacHOi BOJYaHKOI [46].

Az[peHeprnquKne 1 MYCKapHHOBbIE
XOJIMHEPTHYECKHUE PENENITOPDI

AytoanTtutena IgG K aapeHepruyeckKuM M MycKa-
PUHOBBIM pelienTopaM ObUIM OTMCAHBI Y MJIA/IEHIICB
C BPOXKIEHHOI MOJTHOM MonepeuyHoi 0J0Kamom cepama
[15]. ODTu aHTUTEa aKTUBUPYIOT PELIENITOPhI B TKAHU
HOBOpOXAeHHOTro. X HamMure COBEepILIEHHO HE CBSI-

Tabnuuna 4
Pacnpocrpanennocts anturen K UIRNP
TP PA3JIMYHBIX AYTOMMYHHbIX 3200JIeBAHUAX

3aHO ¢ aHTUTenamu K Ro/La. Hu ampenepruyeckasi,
HU XOJIMHEpruyeckasi peakTUBHOCTb He Habironanach
B CBIBOPOTKE 3[0POBBIX XKEHIIUH TETOPOTHOIO BO3pac-
Ta U 3[10POBbIX NETE.

Kpome Toro, M. Fu 1 coaBT. NOATBEpAWIN HATUYKWE
aroHUCTONONOOHOI aKTUBHOCTU Y aHTUTEN K aMUHO-
kucioram 169—193 BTOpoii BHEKJIETOUHOM METIIN Ye-
JIOBEYECKOI0 MYCKapMHOBOTrO perentopa M2 — kak
y OOJIbHBIX C MAMOIATUYECKON NUIaTallMOHHOU Kap-
nuomuornatuein [47], Tak U B KYJbTUBUPOBAHHBIX
KapAMOMUOIMTaX HOBOPOXKIEHHBIX [48].

JH/IOTEeHHBIH PETPOBHPYC-3

DHporeHHbll perpoBupyc-3 (ERV-3) komupyet
OCHOBHYI0 YacTh He3aludpoBaHHON WHOOpMaLUU
I OeJika, 2KCIpeccupyemMoro B IuialeHTe. B de-
TaJIbHBIX CepJllaX BBICOKME YPOBHU 3KCIIPECCUHU
ERV-3 ormeuarotcst B mepuoa Mmexay 11-ii u 17-i1 He-
nensiMu Tectaiuu [16]. AyTouMMyHM3alMsl K 3TOMY
0eIKy HabOJroAanach U Mpyu HOpMaJbHOM TeUeHUU Oe-
PEMEHHOCTH, U Y OOJNIbHBIX ¢ cuHapoMoM Illerpena
U C CUCTEMHOI KpacHoW BosyaHKoi. CremyeT oTMe-
TUTh, YTO HauboJiee BBHICOKUI YPOBEHb aHTHUTEI
Kk ERV-3 oOHapyxwuBascs y matepeit 1eTeil ¢ BpoX-
JIEHHOM TTOJTHOM MoTiepeyHoit Oyiokanoi cepaial 16].

AHTHTEIa K CHHYCHOMY Y311y

AHTUTEHBI B IPOBOJISIIIICH TKAHU cep/lia YeJoBeKa
M BCTPEYaeMOCTb ayTOAHTHUTEJ aHaJIU3UPOBAIMCH
B. Maisch u coaBt.[13] y 45 GOJIBHBIX C CUHAPOMOM
CJ1a0OCTU CUHYCHOTO y37a, y 17 60abHbIX ¢ Opagua-
PUTMUSIMU U Y S OOTBHBIX ¢ CHHIPOMOM TMIIEPUYBCT-
BUTEJLHOCTU KapOTUIHOTO CHUHYCa, KOTOPHIM ObLIN
MMIUIAaHTUPOBaHbI NeiicMelikephl (Tad. 5). AHTUTEa
K 4eJIOBeYeCKOMY CMHYCHOMY Y37y (puc. 2, a) ObUI1
HaiiieHbl Yy 29% OOJBHBIX C CHMHAPOMOM CJIaboCTH

Tabnuuma 5
AHTHTENIa K CHHOATPUAILHOMY,
ATPHOBEHTPHKYJISAPHOMY y3J1aM, yuKy [uca
" BoJiokHaM Ilypkunbe mo B. Maisch u coasr. [13]

SLE+AV
Ao SLE | orokama | SLE* T RA fMCTD | PSS
P @) | mier. P ey | @) | @
urt (%)
(%)
J. Bilazarian
31] 100
R. Smeenk
35] 20 3 100 5
R. Mierau
39] 25—40 100 2-12
C. Wang
[41] 21
J. Scott
[43] 35 >95
D. Borenstein
[46] 100

SSS AV 6110Kana B
[Tokazarenu [-III ctenenun PalMapUTMITT

(%) (%)

(%)

AnTuTena K SA y3imy 20%* 24* 24*
AHTHUTENA K AV y311y 18 2% 29*
AnTHTeNa K Ty4uKy ['uca 22 13 6
AHTHTENA K BOJTOKHAM 11 7% 35
TTypkuHbe

[MpumeuyaHnue. AV — aTpuoBeHTpUKYJIsipHas (6J0Kana).

IpumeuyaHnue. SA — cuHOATpUAJIbHBINA, AV — aTPUOBEHTPUKY-
JapHbIi (y35e1); *p<0,05 npu cpaBHEHUU ¢ KOHTPOJIBHOM IPYIINON
6e3 cepreyHoil marosoruu; **p<0,05 mpu cpaBHEHUM U C KOH-
TPOJIBHOU TPYMION 0e3 CepAeYHOl MaTOJIOTUH, U C COOTBETCTBYIO-
LIEH MO BO3PAcTy KOHTPOJIBHOM Ipyroi 6e3 HapyuleHuid putMma
Y IPOBOAMMOCTH.
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CHUHYCHOTIO y31a U y 24% GOJIbHBIX C OpagrapuTMUsI-
MU. DTU HAOJIIOJEHUSI COOTBETCTBYIOT IPEIIIECTBYIO-
wuM uccienopanusiM E. Helander [49] u S. Szabo
U coaBrT. [50], KoTophle TakKe O0HAPYKUJIM aHTUTEHBI,
cneurduyeckue AJs1 TPOBOASIIEH CUCTEMBI ceplia.

Bbin BBISIBIICHBI, 110 MEHbILEH Mepe, 2 MOATUIIA
aHTUTeJl K CUHYCHOMY Y31y (ASNab): aGcopbupyembie
U HeabcopOupyeMble MUOKapIOM Xeaymaouykos [13].
Antutena ASNab Obuin npeumylecTBeHHo Tvmna IgG,
penxo IgA umu IgM. Cas3biBaHUE C KOMIUIEMEHTOM
(C3) obuto 06HapyxeHO y 15% OOJBHBIX C TOJIOXHU-
TEJIbHOU CEpOJIOTMYECKON peaKIUER; yCTaHOBJIE-
HO, YTO ILMPKYJIUPYIOUIHE ayTOAHTUTEJIa B3aWMO-
JIeICTBOBAIM TIPEMMYIIECTBEHHO C KJIETOYHBIMM
MeMOpaHaMU. bbulo MoKa3zaHo, YTO aHTUTENA K CUHYC-
HOMY Y3JIy BBICOKOCITELM(DUYHBI [UISI TIATOJIOTUU CH-
HYCHOTO y3Jla, HO X YyBCTBUTEJIBHOCTH JUIS BBISBIIE-
HMSI OOJIBHBIX C CUHIPOMOM CJTa00CTH CMHYCHOTO y3J1a
HM3Kasg. Ha ocHOBe pe3ysbraToB cpaBHEHUsT OOJTBHBIX
¢ a"tutenamu ASNab ¢ JMiiaMu U3 COOTBETCTBYIOIIEH
M0 BO3pAcTy KOHTPOJIbHOW TPYIIbl 0€3 HapyleHUi
pUTMa MOXHO TEOPETUIECKU OMYCTUTD, YTO Y TIEPBBIX
PUCK pa3BUTHUSI CMHAPOMA CJIA0OCTH CUHYCHOTO Y3ja
oyzaet B 10 pa3 6osbliie. Y OOJbHBIX C CUHIPOMOM Clla-
0GOCTM CMHYCHOTO Y371a 1 MUOKAPIUTOM MJIM PEBMaTH-
YeCcKOil aTakoil B aHaMHe3¢ BCTPEYaeMOCTb aHTHUTEI
6bL1a B 3 paza 6osbuie. CiaenyeT OTMETUTh, YTO pacipo-
CTpaHeHHOCTb aHTUTea ASNab He yBeIuuMBaeTcs HU
C TIPOrPecCHpPOBaHMEM CEPACYHOIM HETOCTaTOYHOCTH,
ompenensemMoil Mo kaccudukaunn Hpio-Mopkcekoit
accolMallii KapauojIoroB, HU C TeUYEHUEM BpEeMEHU
nocie uMmruiantauuu KC, yTo yka3bIBaeT Ha TO, UYTO
9TU aHTUTEJIa SBJISTIOTCSI CKOpee TTePBOIPUYMHOM, He-
KeJI CJICJICTBUEM BBIIIEYKAa3aHHBIX MTAaTOJIOTHI — BTO-
PUYHBIM (DEHOMEHOM.

B rpymiie u3 17 601bHBIX ¢ Opanuaput™MusiMu y 24%
peakuusi Ha aHTuTesna ASNab OblIa MOJOXKUTENbHOM.
ITpu npuMeHeHU ChIBOPOTOK, yKe aOCOPOMPOBAHHBIX
MMOKapIOM KEIyIOUKOB desioBeka, y 50% ceporno3u-
TUBHBIX OOJIBHBIX C OpamuapUTMUSMK TO-TIpEXKHEMY
uaeHTUdUIpoBavch aHTUTea ASNab, HO UX He Ha-
0JII01AJTOCh HU B OJHOI CHIBOPOTKE B IPYIIe OOIbHBIX
C CMHIPOMOM CJIA0OCTU CUHYCHOTO y371a. Y 24% 6oib-
HBIX C aTPUOBEHTPUKYJISIPHOM OJ0OKaI0il CMOIJIM BbI-
saBUTh aHTUTeda ASNab. buHomanbHOe 3aboseBaHUE
MMEJI0 MeCTO Y 54% GOJIbHBIX C AaTPUOBEHTPUKYJISIPHOI
osokanoit u antutenamu ASNab [13, 14].

AHTHTEIa K aTPHOBEHTPHUKY/IAPHOMY y3IIy

Lupkynupyolye aHTUTe a K aTpUOBEHTPUKYJISIP-
Homy (AB) y3iny (AAVNab) 6butn o6HapykeHbl y 18%
OOJILHBIX C CHHIPOMOM CJabOCTU CHUHYCHOTO Y3Ja
uy 29% OGonbHbIX ¢ Opaguaput™MusiMu (puc. 2, 0)
[13, 51]. OTHOCUTENLHO YacTasi BCTPEYaeMOCTh aHTU-
Tes AAVNab y 60bHBIX C MATOJOTUEN CUHYCHOTO Y3-
Jla MOXeT OBITb OOBSICHEHO TTopaxkeHeM 000UX y3J10B

(TopaxkeH1e CUHYCHOTO y3J1a + aTpUOBEHTPUKYJISIpHAST
onokana I—III crenenu) y 5 u3 8 cepomnoaoxuTeab-
HBIX OOJILHBIX C CUHAPOMOM CJIA00CTU CUHYCHOTO y3-
Jlan'y 2 U3 4 ceporoyoKUTeIbHbIX OOJbHBIX C Opaau-
APUTMUSIMU.

AHtuTena AAVnab ObLIM OOHApPY>KEHbI B ChIBOPOTKE
12 13 45 GONMBHBIX C AaTPUOBEHTPUKYJISIPHOM O110KanoM,
KOTOpbIM ObLTM MMITTaHTHpOoBaHbl DKC, HO Takxke
y 10% i 6e3 Gy1oKambl cepiila U3 COOTBETCTBYIOIIEH
10 BO3PACTy KOHTPOJIbHOM Tpyribl. [Ipy Hamnmuum aH-
tutea AAVnab MOXHO MPENIOoN0XUTh YBEIUYCHUE PU-
CcKa BO3HMKHOBEHMSI aTPUOBEHTPUKYIISIPHON OJIOKaIbI
WIM YyX€ CYIIECTBYIOIIMX CJyyaeB 3a0osieBaHUs
B 2,2 pa3a [51]. Ilpu cpaBHEHUU C JIMIIAMU U3 KOH-
TPOJILHOI TPYIIbl 0€3 CepAeYHbIX 3a00IeBaHUIA, Y KO-
TopbIX aHTUTea AAVNab He ObUIM BBISIBJIEHbBI, 3TU aH-
TUTEJIa OKa3aJIMCh CIEeLM(GUIHBIMU IS TTaTOJIOTUN
aTPUOBEHTPUKYJISIPHOTO y3J1a M MOTYT pacCMaTpUBaTh-
¢S B KQUeCTBE IMTPOrHOCTUYECKUX MapKePOB. ATPUOBEH-
TpUKyJsipHas Ojokaga | cremeHu ObLia cBsI3aHA WIU
¢ IUCTaTbHOU OuacuKynsipHoii 61o0Kamoit myuka Ii-
ca B 40% ciydaeB, Wi ¢ OWHOMAILHON OOJIC3HBIO
B 60% ciydaeB. AHTUTENA K AB y371y ObLIM NIpEUMYyILE-
ctBeHHO KJacca IgG, penko IgM wnum IgA. Cesa3biBaHue
¢ xoMiuiemeHToM (C3) Habmonaioch y 30% GOJTbHEIX.
Tak kak He Bce aHTUTeJla MOTYT abCcopOUpOBATLCS
MMOKapIIOM XeJTyJ04Ka, B T. 4. Kietkamu [TypKuHbe,
TO BBIAGJSIIOT ABa TWMa aHTUTEN: 1) crneuuduyeckue
aHTUTeJIa MPOTUB aTPUOBEHTPUKYJISIPHOTO y371a; 2) ab-
copOupyeMble EPEKPECTHO pearnpyrolne aHTUTeNaA.

B 3 paza Oojiee yacTasi BCTpeuaeMOCTb aHTUTEN
AAVNab y 601bHbBIX ¢ aTPMOBEHTPUKYJISIPHOM O10Ka-
IO 1M peBMAaTUYECKOU aTakKoW WJIM MUOKApAUTOM
B aHaMHe3€e 110 CPaBHEHUIO ¢ OOJIbHBIMU C aTPUOBEH-
TPUKYJISIPHOI O10Kaa0l (HO 6€3 HaTu4us 3TUX 3a00-
JIeBaHUI B aHaMHe3¢) CBUICTEIbCTBYET 00 UX AMarHO-
CTUYECKOW Y MPOTHOCTUYECKON 3HAYUMOCTHU [52].

AnrnTena k myuky Inca

AnTuTena K nmyuky Iiica (AHISab) Obliu BBISIBICHBI
y 22% Haumx OOJBHBIX C CUHIPOMOM CJIa00CTH CUHYC-
HOTO y3JIa ¥ TOJIbKO Y 6% OOJIBHBIX ¢ OpaTlapuTMUSIMU,
YTO OBLJIO CPaBHUMO C COOTBETCTBYIOIICH ITO BO3pacTy
KOHTPOJIBHOM TpyImoi. ¥ OOJbHBIX C aTPUOBEHTPUKY-
JIsIpHOI OsioKkamoil BcTpeyaemocTh aHTuTen AHISab
obi1a Hike (13%). Tlpu BEIIOJTHEHMM SKCITEPUMEH-
TaJIbHBIX UCCIIEAOBAHUI C OCYILIECTBIEHEM abcopOLIMr
MOXHO ObLIO HAOMIOAATh MEPEKPECTHYIO PEAKTUBHOCTD
MEXy aHTUTeIaMH K ITydKky [#ca 1 yJacTKaMu CBSI3bI-
BaHUSI 310POBOr0 MMOKapa Xeaynoukos [13, 14].

Anrnrena k BonoknaMm Ilypkunne

Y GOJIBHBIX C CUHAPOMOM CJa00CTH CUHYCHOTO Yy3-
Jla aHTuTesa K BojokHaM [Typkunbe (ACPCab) 6bu1n
obHapyxeHbsl B 11% cinydaeB (puc. 2, B) [13]. Takue
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aHTHTEIa MOTYT OBITh TIPUCOEIUHEHBI K MeMOpaHaM
M30JIMPOBAaHHBIX BOJIOKOH [lypkuHbe (puc. 3, a—B).
Y 3HAYUTEJILHOTO YMCJIa 3TUX OOJBHBIX OBUIM BBISIB-
JIEHbl MMOKApIUT U HapyleHust putMa. Kpome Toro,
y 35% GOJIbHBIX U3 TPYMIIBI ¢ OpagrapuTMUSIMK ObI-
JI1 OOHapyKeHbI aHTUTENa K BOJIOKHaM [TypKuHbe Te-
nenka. Kimerku [lypkuHbe JIeTKO 0OHapy>KMBalOTCs
B JIOXKHOM CYXOXWJIMU TeJIEHKA Y IPUMEHSTIOTCS B Ka-
YeCcTBe aHTUTEHa JJISI TeCTOB Ha MMMYHOMIIIOOpeC-
LIEHIIUIO.

B aHanu3ze cbIBOPOTOK 352 GOJIBHBIX C aTPUOBEHT-
pukyssipHoit 61okanoii M. Obbiassi u coaBst. [53] 00-
Hapyxuiau aHtutesa ACPCab kmacca IgG y 14%
OOMBHBIX  CUCTEMHON  KpacHOW  BOJIYaHKOIA,
y 21% — peBMaTOMIHBIM apTpUTOM, ¥ 18% — cuctem-
HOM ckiepoaepMmueit, y 23% — ¢ cunapomom LllerpeHa
ny 11% 6e3 kakux-1mbo 3a00jeBaHUII B aHAMHE3e.
Y 50 6osbHBIX ¢ mocTossHHBIMUA DKC, uMmmiaHTupo-
BaHHBIMU B CBSI3U C XPOHUYECKOW HETOCTMH(MAPKT-
HOW aTpUOBEHTPUKYJISIPHOU Os0Kamoil, BCTpedae-
MOCTb 3THX aHTuTeN coctasisia 30%. B rpymnme us
29 OOJNIBHBIX ¢ MAMOTIATUYECKON aTpUOBEHTPUKYIISIP-
HOI 6710Kaa0i, pacrog0oXeHHOW Ha YPOBHE WU HU-
e Tydyka Iuca, pacmpocCTpaHEHHOCTh AaHTUTEN
ACPCab cocrasisia 34,5%.

[Mpn mpoBemeHUM KIMHUYECKUX MCCIeIOBaHUI
B. Maisch u coasr. [13] mokasaiu, 4To 13-3a BO3MOX-
HOCTH B3aWMOJIEHCTBUSI CHIBOPOTKHU, COJAepKalleid
AHTHUMUWO3WHOBBIC I aHTUMUTOXOHIPUATbHbIC aH-
TUTENa, ¢ KieTkaMu [TypKrHbe, AMarHo3 ¢ yKazaHueM
cneuuduuHoctu aHtTuTea ACPCab npu ocyliiecTiie-
HMM HETMpSIMOTO TecTa Ha MMMYHO(QIIIOOPECIEHIINIO
CTaBWJICS TOJIBKO TOT/IA, KOT/Ia B OCTABIIEICS YaCTH MU~
oKap/a He BBIIBISLIMCH aHTUTENA K KapIMOMHUOILIUTAM

WM MUTOXOHJIPUSIM, YTO B TIEPBOM CJIyyae BbIpaxka-
JIOCh 3KCIIpeccueil MomnepeyHo-MoJI0caTol MycKyJia-
Typbl, @ BO BTOPOM cjiyyae — B Buie auddysHoi
CTPYKTYpPHI LIUTOIIa3MbI [13].

B omiuume ot gmanHbix Obbiassi u coaBT. [53],
aHtutesa ACPCab accouuupoBaiuch ¢ aHTUTEda-
MU K TIOTIEpEYHO-TI0JI0CaTO MYCKyJaType WIu
LIMTOIJIa3Me He TOJBKO Y 27% MalMeHTOB C aTpuo-
BEHTPUKYJSIPHOW OJIOKAI0M, HO TakXKe Yy CXOAHOTO
yucaa 00JbHBIX M3 COOTBETCTBYIOIIEH MO BO3pacTy
M KOHTPOJIbHOW JUISI 3TOTO 3a00JIeBaHUsS T'PYIIIIHI.
Takum obpaszom, antutesa ACPCab He moryT pac-
CMaTpUBAThCS B KAUECTBE CIEM(PUIECKUX TUATHO-
CTUYECKUX WJIM TPOTHOCTUYECKUX MapKepoB IIpU
HapyUIEHUSIX aTPUOBEHTPUKYJISIPHOTO TPOBEICHUS
[13, 14].

Hupkynupyronue anturena ACPCab npu uano-
natruyeckoM pudpo3e HoXeK mydka [vica Obutu BIiep-
Bole oOHapyxeHbl A. Fairfax u D. Doniach [4]
y 8,6% 60sbHbIX. [Ipy cpaBHEHUU C KOHTPOJbHOIA
IPYNIION 3TU JaHHBIE OKa3aJluCh CTaTMCTUYECKU
He3HauMMbIMU. B Hammx wuccregoBaHusix y 60%
OOJIBHBIX C aTPUOBEHTPUKYJISIPHOM Osiokanoii | cremne-
HU U OAHOBpeMeHHbIM Hajauuuem aHtuTen ACPCab
HaOJII0a/IM U HETIOIHYI0 OJIoKany nmepeaHeil BeTBU
JIeBOl HOXKM Tyyka [uica wiu OudacuukyasspHyIO
0s10Kany Hoxek yuka [uca. Ucxoas u3 rereporeHHo
MPUPOJIBI ATUX AaHTUTEJ, HU3KOI BCTPEUAEMOCTH U T10-
SIBJIEHUST X B KOHTPOJIbHBIX IPYIIIAX, OHU CKOPEe SIB-
JITFOTCST COTTYTCTBYIOIIIMM ITPU3HAKOM (MM BTOPUYHBIM
SIBJIEHUEM ), YEM TTAaTOTeHETUIeCKIM MapKepoM OJI0Ka-
IIBI JIEBOM HOXKM Tyuka Iiica. Y 69%—76% GOMbHBIX
PEBMAaTOUIHBIM apTPUTOM C OJIOKAIOM MPaBOil HOXKU
nyuka [ica MoryT ObITh BbIsiBJIeHbI aHTUTe1a ACPCab

Puc. 3. MzonuposaHHble BosiokHa [lypkunHbe (JieBas
YacTh); aHTUTENIA K U30JUPOBAHHBIM BOJIOKHaM [lypKuHbe
(CpeHsisl YacTh); JaHHbIE TT0 KOHTPOJIBHOM TpyIIIe ¢ OTpU-
LIaTeJIbHOW peaKkiiuel (MpaBasi 4acTh).

JleBast 4acTh — HATUBHBIC BOJIOKHA; CPE/IHSIS U [IPaBasi 4aCcTu — UMMYHODITIO-
opeclieHTHOe okpamnBaHue npu nomomm FITC-MeueHHbIX MOHOKIIOHAIb-
HbIX MBIILIMHBIX aHTUTE K YeJI0BEYECKOM TKaH!; OKpaliMBaHue (hparMeHTa-
mu F(ab)2-1gG (Genble cTpeiku); yeqnueHue ciesa B 240 pa3s, yBeJnyeHue
B Ipyrux yacTsx B 160 pa3 coorBercTBeHHO. OKpaiivBaHue (parMeHTOM
F(ab)2-IgG no3Bossier nzdexars Hecrierduyeckoro IgG-cBsi3biBaHMSL.
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kiacca IgG [11]. BctpeyaeMocTh 3TUX aHTUTEN SBJISI-
€TCSl CTAaTUCTUYECKY 3HAYMMOI B OTOOpaHHOM TpyIIITe
OOJILHBIX C OJIOKAIOM TTpaBoil HOXKM mydka [ica, cBs-
3aHHOI C peBMaTOMIHBIM apTpUTOM. TakM 00pa3om,
antutena ACPCab B HacTosiliee BpeMsl CUMTAIOTCS
JMMAaTHOCTUYECKMMM MapKepamy OJIOKaabl IpaBoit
HOXKM TTyyka [iica y TaludeHTOB ¢ peBMaTOMIHBIM
apTPUTOM.

Knuangeckune npossienns
HapylIeHUH cepAedHoro puT™Ma
¥ CHCTeMbI IPOBOJAMMOCTH
ayTOMMMYHHOTO IIPOHCXOK /e HUS

CBs13b MEXIy HapyLIEHUSIMU PUTMa U MPOBOAU-
MOCTM M ayTOMMMYHHBIMM peaKLUsIMU Hauboliee
OYeBUJHA MIPU CUHIPOME CAA0OCTU CHUHYCHOTO Y3Ja
U BPOXJEHHOM MOJIHOM MonepeuyHoii 0oKaae cepaa.
IIpenmnonaraercs, 4To ayTOMMMYHHbIE MeEXaHU3MbI
SIBJISIIOTCSI TPUUMHON HapyLIEHWUI pUTMa U TPOBOAM-
MOCTH Yy 3HAUYUTETbHOUN YaCTU OOJIbHBIX C CUCTEMHbI-
MU 3a00JIeBaHUSIMU COCAUHUTENbHON TKAHU, MUO-
KapAWTOM U AUJATallMOHHON KapAMOMUOINaTHEiA.

CHHZ[pOM crabocTa CHHYCHOTO Yy3J1a

CuHApPOM CIa00CTU CUHYCHOTO y3/1a MOXET ObITh
TpeicTaBIeH B BUAE CUHOATPUAIBHOM 0JIOKaIbl, CUH-
JIpoMa TaxuKapAuu—Opanukapauu W MaToJoruvec-
KOW cuHycoBoit Opanukapauu|54, 55]. C anatomuue-
CKOIl TOYKM 3pEHUs] CUHIPOM CIabOCTU CHUHYCHOTO
y3J1a MOXET BKJTIOYATh TOTAJIBHYIO WJIA CYOTOTAJIBHYIO
JECTPYKILIMIO CUHYCHOTO y3ja, HajJudue Y4acTKOB
HapyIIeHUs CBSI3W MEXIy CUHYCHBIM Y3JIOM U TIpe-
cepaveM, BOCIAJIUTEIbHbIE WM JeTeHepaTUBHbBIC
U3MEHEHUsS B HepBax W TaHIJIUAX, OKPYKAIOIINX
y3eJ1, U 1aToJIOTUYeCKre U3MEHEHMS B CTEHKE Mpe/ -
cepauii.

HemnocpencTBeHHBIX TaHHBIX UMMYHOTHCTOXUMU-
YECKHUX UCCIIeIOBaHUT 00 OOHAPY>KEHUU CBSI3bIBAHUS
MMMYHOTJIO0Y/IMHA ¥ KOMILJIEMEHTA C CUHYCHBIM y3-
JoM HeT. KOCBEHHBIM 10Ka3aTeIbCTBOM MOXKET OBITh
oOHapyXKeHHe TUPKYJIUPYIOIINX ayTOAHTUTEN K TIPO-
BOJISIIICH TKaHU Cep/Ilia YeIoBeKa MpU CUHAPOME Ca-
06OCTH CUHYCHOTO y371a C TIOMOIIIbIO HETPSIMOTO METO-
J1a UMMYHODITI00pecLieHIMU. Y OOJbHbBIX C CUHIPOMOM
¢1a00CTU CUHYCHOTO y3J1a ObLIM OOHApPYKEHBI CIIEIy-
folMe ayroaHTuTesa (Tab. 5): 1) aHTuTena K KjieTkam
cuHycHoro y3ima ASNab — y 29%; 2) anTuTena K KJIeT-
kaMm AB y3rma AAVnab —y 18%; 3) aHTuTENIa K BOJIOK-
HaM myuka [uca AHISab —y 22%; 4) aHTuTesa K BO-
nokHaMm [lypkuaee ACPCab — y 11%; 5) anturena
K MUoJIieMMe M capkojieMMe — y 44 u 29% OOJIbHBIX
cootBeTcTBeHHO [13, 14]. ITo cpaBHeHMIO C TULIAMU
13 KOHTPOJIGHOM T'PYyMIIbl 0€3 CepaeyHOil MaTOJOTUN
ypoBHu ASNab, AAVNab u ACPCab Obl1u 3HauYu-
TeJabHO noBbilieHbl [13]. Ilpu cpaBHeHUU ¢ aULIAMUA
U3 COOTBETCTBYIOIEH IO BO3pacTy KOHTPOJIbHOM

TPYIIIIbI, HE UMEIOIIMMU HapyIIEeHU pUTMa U TIPOBO-
JTUMOCTH, 3HAUMUTEIbHAsl pa3HUlia Obljla OOHapyXKeHa
B OCHOBHOM B TUTpax aHTUuTea ASNab. AHTH-R0/SS-A
n aHTU-SS-B/La aHTHTEeNa OTCYTCTBOBaJIM y BCEX
OOJIbHBIX.

O nuchYHKIIMU CUHYCOBOTO y3J1a TaKXe coolIia-
JIOCh TIOCJIe OPTOTONMYECKOI TpaHCIUIAHTALIMU CepJi-
ua [56, 57]. Tunu4YHOIA MoCe TaKMX OIepaLuil sSBIs-
Jlach peakldsl ayTOMMMYHHOTO OTTOpXeHus. Bbiio
IMOKa3aHO, YTO PUTMOT€HHBIE CTPYKTYPHI U TTPOBOJIS-
1ast CucTeMa cepiiia JOHOpa TakKe SIBJISIIOTCST MUIIIE-
HSMU 1719 TMM@OLIMTOB peuunueHTa [58]. biaromnaps
CBOEil aHATOMUYECKOW <«M30JIMPOBAHHOCTU» B IIEHT-
paibHOM (UOPO3HOM Tesie, My4oK [uca MeHee Mmoj-
BEpPXKEeH OCTPOI peakiMu OTTOPXKEHUSI 110 CPaBHEHUIO
C IDYTMMH YY4aCTKaMU TIPOBOJSIIE CUCTEMBI Ceplia.
B rpynmne 13 90 601bHBIX, KOTOPHIM OblIa BBIITOJTHEHA
repecangka cepaua, y 45% mnocie onepamuu pa3Buiach
ICcYHKIMS CMHYCOBOTO y3iia 1 21% moTtpeboBaiach
nmiiadtaumst DKC [56]. Tem He MeHee, Ooiree 6J1aro-
MPUSTHBIA MPOTHO3 (OTCYTCTBUE JIETAILHOCTH) Ha-
Osirofascs B IpyIine 00JdbHbBIX ¢ AMCHYHKIIMENH CUHYC-
HOTO y3J1a, KOTOPbIM He uMItiaHTupoBanu DKC [57].

Bpoxaennas noiHas nomepeqnas
0s10Kaja cepana

OCHOBHBIM aHATOMMWYECKHUM TIOBPEXKICHUEM TIPU
BPOXIEHHON MOJIHOW TOoNepevyHoi OyioKane cepala
SIBJIIETCS HapylIeHUEe CBSI3U MEXIy MHOKapIoM
Mpeacepausi U aTPUOBEHTPUKYJISIPHBIM Y3JIOM WJIN
myykom Iiica mpu oTCYyTCTBUY aTPUOBEHTPUKYISIPHO-
ro y3na [59]. MecTo pa3pbiBa MOXET MHOTA pacoJa-
raTbCsl MEXIY aTPUOBEHTPUKYJISIPHBIM Y3JIOM U OC-
HOBHOI YacThi0 TTy4Ka [ica uiam BHyTpU caMoro IyJka
[60]. MuokapauT Ioga, KpOBOTEUEHHE U HEKPO3,
MOpaXkaroIIWil TTPOBOISIILYIO CUCTEMY, a TaKXKe Jere-
Hepauuss U (pubdpo3 sBISIIOTCS Hauboyiee YacTbIMU
MaToJIOr0-aHaTOMUYECKUMU HaxOAKaMKM B Cydasix
CMEpPTU MPU BPOXKIEHHOI MOJTHOM IMoIepeyHoii 6J10-
Kajie cepalla BHE 3aBUCUMOCTH OT HaJW4Us BPOXK-
JIeHHBIX aHoMaymuit cepmia [61, 62]. Kpome Toro,
B HacToslIee BpeMsl TpeIosaraeTcs, YTo arorTo3
SIBJISIETCSI OMHMM W3 BO3MOXHBIX MEXaHU3MOB ITPO-
IPEeCCUPOBAaHMS BPOXICHHBIX HAPYIIEHUI TTPOBOIM -
MOCTH B TIOJIHYIO TIOINEpPeYHylo 0J0Kaay cepia Kak
y 110112, TaK U Y TTAllMEHTOB IETCTKOTO 1 IOHOIIECKO-
ro Bo3pacra [17].

TpaHcrianeHTapHas nepefada pa3IuaHbIX aHTH-
TeJ M UMMYHHBIX KOMIUIEKCOB OT MaTepeil C ayTouM-
MYHHBIMU PacCTPOMCTBAMM B HACTOSIIIEE BPeMsT pac-
CMaTpuBaeTCsi MHOTMMU KaK HauboJiee BEpOSTHBIN
MEXaHM3M IlaToreHe3a AOaHHOro 3abosieBaHus. Oc-
HOBHBIMU ayTOAHTUTEJaMU, OOHApyXMBaeMbIMU
W'y IeTeil ¢ BPOXXIEHHOM MOJIHOW MornepevyHoii 610Ka-
JIOM cepilia, Uy MX MaTepeid, iBsitoTcst aHTU-Ro/SS-A
u aHTu-La/SS-B anturena. [lpu Hanuuuum y 6epeMeH-
HBIX KEHIIWH aHTHTel Kak K 52-kD Ro/SS-A,
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Tak U K 48-kD SS-B/La puboHykjieonpoTrernHam,
PUCK POXIEHUsSI peOeHKa ¢ BPOXKACHHOM MOJIHOM TO-
TepevyHoii 6J10Kan0i cepalia 04eHb BBICOK, B TO BpEMs
KakK 3TOT PUCK 3HAYMTEIBHO HMXe Yy OepeMEeHHBIX
SKEHIIWH C OTCYTCTBUEM aHTH- SS-B/La aHTHTen 1 Ha-
JIMYMeM HU3KOTO TUTpa aHTH- SS-A/Ro anturen [62].
MarteprHCKUE aHTUTENIa KO BCEM KOMITOHEHTaM CHC-
TeMbl Ro/La puboHyKIeonpoTenHOB 3(hGhEKTUBHO
repeHocsTcs yepes miaueHTy [51, 63]. ITpolecc TpaHc-
IopTa ayTOAHTUTEJT BKIIIOYAET CBSI3bIBAHME HETTONBIIK-
HOI yacTu Kpucraummayoulerocs gparmenra (Fc) co
creuupuueckumu CD16 perientopaMu IalieHTap-
HoOIt MeMOpaHbl. PelienTopbl 0COOEHHO CKOHLEHTPY-
POBaHbI B 00JIaCTU CUHLIMTUOTpOGoOIacTa, YTO 0Oec-
TeYMBaeT HEIMOCPEICTBEHHBII KOHTAKT C KPOBOTOKOM
Matepu. CyIlecTBYeT TecHasl IMOJIOKUTEJIbHAsT B3au-
MOCBSI3b MEXIY TUTPAMU aHTUTE K pUOOHYKIJIEOIIPO-
tenHaM 48 La/SS-B, 52 Ro/SS-A n 60 kDa Ro/SS-A
y pebeHKa U UX TUTpaMU y MaTepu [64].

B 0osblIOM MHOTOLEHTPOBOM HCCIEIOBAHUU
J. Buyon u coaBT. [65] u3y4yanaud pacrpoCTpaHeH-
HOCTh, TUTP U CIIeIM(PUIHOCTh aHTUTET K Ro/La pu-
OOHYKJIEONpPOTEMHAM IPU BPOXKIEHHOW IMOJTHON
nonepeyHoit Giokane cepaua. AHtutena k Ro/La
OLICHUBAJIMCh Y MaTepeil JeTeid, MOpakeHHBIX BPOXK-
JIEHHOI TIOJIHOM MonepevHoit 610Kafoii cepala, ¢ nep-
BOHAYaJIbHBIMU TIPOSIBJIECHUSIMU CHUCTEMHOI KpacHOM
BomuaHku (15/57 ©GonbHBIX), HemuddepeHIIMPOBaH-
HBIM ayTOMMMYHHBIM cuHApoMoM (11/57 GOJIbHBIX),
cunapomoM Ilerpena (8/57 60abHBIX) Uy 23 GeccuMII-
TOMHBIX Matepeil. AHTU- Ro/SS-A u antu- La/SS-B
aHTHUTesa ObLTN OOHapyXeHbl y 100 1 76% Mmatepeit co-
OTBETCTBEHHO. PHCK pokieHuUs cleaytoero peoeHka
C BPOXXIEHHON MOJIHOWM MOoIepeuyHoi 0JIoKaaoi cep-
ua cocrasisit 16% [65].

COBOKYIHbIE TaHHBIE TT0 KIIMHUIECKUM TPOSIBJICHH -
sIM W MPOTHO3Y AJ1s1 152 MaTepeii aeteil ¢ BpoXKIEHHOM
OJioKamoit cepalia U3 UCCAENOBAaHUI C OTAaJeHHBIMU
pesyasratamMu HabmonaeHus: H. Julkunen u coast. [45],
J. Waltuck, J. Buyon [66] u J. Press u coasT. [67]
TpecTaBieHbl Ha puc. 4. [TepBUYHBIM KIMHUYECKUM
auarHosoM y 19 matepeit (12,5%) Obuta cucteMHast
KpacHast BotdaHka, v 11 (7,2%) — cuanpom Lllerpena,
y 26 (17,1%) — HenudbdepeHIIMPOBAHHBINA ayTOMM-
MYHHBI cuHapoM, y 16 (10,5%) — npyrue 3aboseBa-
Hus, a 80 xeHuvH (52,6%) ObLTH GECCUMITTOMHBIMU.
CocrosiHue Bcex 19 martepeil ¢ CUCTEMHON KpacHOM
BOJTYAHKOW B XOJI€ MOCJIEAYIOIIEro HaOII0AeH s OCTa-
BaJloch CTaOWJIbHBIM. M3 11 GOJBHBIX C CUHAPOMOM
[lerpeHa y ogHol pa3Buiach CUCTEMHast KpacHasi BOJI-
yaHka. HenuddepeHIIMpOBaHHBIA ayTOMMMYHHBI
CUHIPOM OBLT ITepBOHAYATbHBIM UArHO30M Y 26 MaTe-
peit. Y Tpex U3 HUX pa3BUiiach CUCTEMHas KpacHasi BOJI-
YyaHka, y 2 — curapom IllerpeHa, a y oJlHOW CUMIITOMbI
3a0o0sieBaHMs ucuesnu. 80 Marepeil ObLIM OECCUMITTOM-
HBIMU B T€UEHUE BCETO Mepruona 6epeMeHHOCTU. Y 8 u3
HMX pa3BWJIach CHCTEMHas KpacHas BOJYaHKa, ellle

y 8 — cunapom llerpeHa, y 9 — HenudbbepeHIMpPO-
BaHHbI ayTOMMMYHHBI CUHAPOM, Y OJHOU — THU-
MEPTUPEOUAN3M, M Y OTHOU — aHKWJIO3UPYIOIINA
CHoOHAMI0ApPTPUT. B xome mocnenytoiero Haboae-
HUS 3 TIepBOHAYaJbHO OECCHMMIITOMHBIC MaTepH
CKOHYaJIMCh, OIHA — OT OCTPOro MHMapKTa MUOKap-
na, BTOpas — BCJIEICTBUE OCJOXHEHWM CUCTEMHOM
KpacHOW BOJYAHKM, a TPEThsI — OT aJKOTOJILHOTO
LIMPPO3a MEYECHU.

B oTnimyme oT OTHOCUTETBLHO OJIaTONPUSITHOTO Te-
YeHUsl BbllIeyKa3aHHBIX 3a0oJieBaHUIl y MaTepei
(o yeMm cBuUIETENbCTBYET pucC. 4), 3a00JIeBa€MOCTh
U CMEPTHOCTb Y JAeTel C MOJHON BPOXIECHHOM OJI0Ka-
o cepAla JocTaToyHO BbICOKM. I[lo maHHBIM
J. Buyon u coaBr. [63], 19 % u3 113 gereii ¢ moaHoOM
BPOXIEHHOU OJIoKamoi cepaua ymepiau, 73% u3
HUX — B Bo3pacrte 10 3 mec, 67 (63%) u3 107 xuBo-
POXIEHHBIX IeTeil IoTpeboBajach WMILIAHTALIMS
BOKC: 35 — B Bo3pacte 10 9 aHeil, 15 — B Bo3pacte 10
1 roga u 17 — B Bo3pacre crapie 1 roga. B uccneno-
BaHuu H. Julkunen wu coaBT. [45] ypoBeHb 0OILEeit
CMepTHOCTH cocTaBu 15%, a OTHOCUTENIbHBIN PUCK
BO3HUKHOBEHHUSI BPOXJAEHHOI IIOJIHOW ITOMEpeYHOMn
0J10Kaabl cepilia y AeBouyek ObL1 B 1,9 paza Bbillie, uem
Y MaJIbUMKOB.

Y HOBOPOXXIEHHBIX OBUIM BBISBJICHBI MIMOTHUITHI
anturels K JIHK, otiuyaroiuyecs: oT TaKOBBIX Y MaTe-
peit [35, 68]. Kpome Toro, B cepaiiax O0JbHBIX IeTeit
HaOJIOAIOCh  OTJIOKEHWE MMMYHOTJIOOYJIMHOB,
He TIepeIalonIuXcs OT MaTepH, U3 Yero MOXKHO TIpe-
MOJIOKUTh, YTO CUHTE3 ayTOMMYHHBIX aHTUTEJT TaKKe
MPOMCXOIIUT U y pebeHKa. B HemaBHeM UcciienoBaHUN
M. Siren u ap. [69] ObLIO NPOAEMOHCTPUPOBAHO, YTO
auienn B Jiokycax DR-B, DQ-A u DQ-B y nereit
C BPOXIIEHHOI MOJIHOM MorepevyHoi 0JJoKaaoi cep-
IIa 9acTO WACHTUYHBI TaKOBBIM y WX MaTepeil, 4To
MMO3BOJISIET TPEATIOJIOXUTh BOBJIEYEHUE KIETOYHO-
OITOCPEIOBAaHHBIX MEXaHM3MOB B TTOBpEXKICHUE TIPO-
BOJSIIEN CUCTEMBI CEp/lia.

Hapymrenns putMa 1 IPOBOJUMOCTH
Y B3POCJIBIX C aQyTONMMYHHBIMH
3a00JIeBaHUAMHA

PeBmMaTonanbIi apTpHT

HapyieHus B mpoBoasieil cucteMme cepiia Bo3-
HUKAIOT TPpA HaJIW4YUKM 3a00JIeBaHUS B aKTUBHOM
craguu. C THUCTOJIOTMYECKOM TOYKM 3pEHUST CIydyau
0JI0KaIbl ceplla CBUACTEILCTBYIOT O IIEPBUYHON MH-
GUIBTpa aTPUOBEHTPUKYJISIPHOTO y3JIa WM JIPY-
TUX CTPYKTYpP IPOBOMAMAIIEH TKAHU MOHOHYKJICAPHBI-
MM KJIETKAMHM WM PEeBMATOMIHBIMU TpaHyJIeMaMH.
Wspenka 5T MOBpeXIEHWsS MOTYT BO3HWKHYTh
BCJIENCTBHME aMWIOWAHOTO oTioxeHus. A. Villecco
U coaBT. [11] onucanu MOJHYIO WIX HEMOJHYIO 0Ji0-
Kafy MpaBoil HOXKHU TTyuka [i1ca y 35% u3 60 60IbHBIX
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3 marumeHTKy ymepiu, y 1 pa3Buics
TUTIEPTUPEOUIU3M,
y 1 — aHKUJIO3UPYIOLIUI CIOHIUIUT
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Puc. 4. [lepBoHayanbHble KIMHUYECKKUE MPOSIBICHUS U MPOrHO3 AJis 152 Martepeil neteit ¢ BpoxkIeHHOM 0J0KaIoi cepaua.

COBOKYITHbIC TAaHHBIC U3 UCCIIEIOBAHUIT OITOCPOUHOTO Tocienyomiero Habmonenust H. Julkunen u coasr. (31 manueHTKa, CpeHsisi TPOIOKUTETbHOCTD TT0-
cienytolero Haomonenus 8 yiet)[52], Waltuck u Buyon (57 maumeHTOK, CpeaHsisi MPOAOJIKUTEIbHOCTD Moceayolero HaomoaeHus 3-7 et)|[74] u Press u ap.
(64 MaLMeHTKH, CPEIHSIS MPOAOJKUTEILHOCTD TocIenyolero Haomoaenus 10 net)[75].

PEBMATOUIHBIM apTPUTOM. AHTHUTENIA K TIPOBOISI-
el TKaHU cep/lia OOHApPYXUBAJIKUCh Y ITUX 0O0JIb-
HBIX 3HAYUTEJbHO Yallle, YeM y OOJIbHBIX 0€3 Hapy-
meHuii mpoBoguMocTH (76% 1o cpaBHeHuUto ¢ 21%).
U. Volta u coaBT. [12] oOHapyXuJiu OJ10Ka1y MpaBoit
HOXKH Imydka [ucay 32% u3 110 60abHBIX peBMaTO-
WIHBIM apTPUTOM M aHTUTEJa K TIPOBOSIIEH TKaH!
cepaua y 69% u3 nux. Te ke aHTUTe A ObUIM OOHA-
pyxeHbl eiie y 20% G0JIbHBIX peBMAaTOUIHBIM apT-
puToM 6e3 010Kaabl MpaBoil HOXKM nmyuyka [uca. At-
PUOBEHTPUKYJISIpHAsl 0oKana Mpu peBMaTOUIHOM
apTpUTE BCTpPEYaeTCs] PeaKo, HO KOTjJa OHa ecCTh,
TO OOBIYHO TIOJIHASI M XPOHUYECKAsi C MOMEHTa Tiep-
BOTO KJIMHMYecKoro aeodroTa [33].

Cucremuas KpacHasd BOTIaHKA

BocnaneHue (BacKyJuT) HEOOJBIIUX COCYA0B MPU
CUCTEMHOI KpacHOU BOJIYAHKE MOXET BbI3BaThb IO-
BpEXIEHUE aTPUOBEHTPUKYJSIPHBIX Y3J0B WU JPY-
TUX CTPYKTYp MPOBOASAIIEH TKaHU cepata. [1pu maro-
TUCTOJIOTMYECKMX MCCEI0BaHMSIX Oblia OOHapykKeHa
UHOUIBTPALs CUHYCHOTO WIM aTPUOBEHTPUKYJISIP-
HOTO Y3/10B (DMOPO3HOM WM TpaHYJISLIMOHHOM TKa-
Heto [70, 71]. Bbuin omucaHbl pa3IMYHONM CTENEHU
Osiokaabl cepalia ¥ 6J0Kaabl HoxeK mydka [uca. Xots
MepBoe COOOIeHNe O Heil mosiBuiIoch B 1965 . [1],
MOJIHAsl aTPUOBEHTPUKYJIIpHAsT OJIoKaaa y B3POCIbIX
C JaHHOM MaToJIOrMell Upe3BbIlYaifHO pelKa U CBsi3aHa
He ¢ aHTuTeJaMu K Ro/La puboHyK/IeonpoTenHaMmu,
KaK y HOBOPOXIIEHHBIX, a C aHTUTEIaMU K pUOOHYKJIe-
onporenHy UI-RNP [31]. B uccnenoBanuu T. O’Neill
ucoanT. [72] y 12 u3 33 OOJBHBIX C aHTUTEIAMU

Kk Ro/La HapymeHuit pur™Ma/TipoBOAMMOCTH He OBLIO,
HO HapylIeHHWs TIPOBOAMMOCTH HaOIIOmanuch y 2
n3 33 6osbHBIX 03 aHTuTen K Ro/La. D. Logar u coaBr.
[73] cooO1IMIN 0 3HAYUTEILHO OOJIbIIEM KOJUYECTBE
cllydaeB MMOKapIWTa W HapylIeHW MpPOBOAMMOCTH
y MalMeHTOB, CTPaJAOIIMX CUCTEMHON KpacHOM BOJI-
YaHKOM C TIOJIOXHWTEJIbHOM peaklueld Ha aHTUTesa
K Ro (8 u3 36) 1o cpaBHEHUIO ¢ OOJIBHBIMU C OTPULA-
TeJbHOU peakiiueir Ha antuTena K Ro (1/31) u 3mopo-
BBIMU JINIITAMU U3 KOHTPOJIBHOM Tpyrsl (1/50). B ot-
JUYue OT PEeBMATOMIHOTO apTpUTa, HapYLICHWS
MMPOBOAMMOCTH MOTYT PerpeccupoBaTh IPU JIEYCHUU
OCHOBHOTO 3ab0oseBaHus. Takue apuTMuu, Kak Guo-
PUWUISILASL U TpelieTaHue Tpeacepanii, MOTyT UMETh
MPUXOASIINI XapakTep B CBSI3U C TEPUKAPIUTOM,
0COOCHHO B MEPUOAbl aKTMBHOU cTaguu 3aboseBa-
Hust. TeM He MeHee, CMHYCOBasi TaXMKapaus MOXET
OBITH €IVMHCTBEHHBIM IIPOSIBICHWEM TIaTOJOTUU CO
CTOPOHBI cepila, U ObUIO 3aMEUEHO, YTO €€ UHTEH-
CUBHOCTb YMEHBIIIAETCSI TIPU JICYEHUW OCHOBHOTO 3a-
0oJIeBaHUST KOPTUKOCTEPOUIAMU.

CucremHas ckiepojepMus

bnokanbl Hoxek myuka Iuca, AB osokana I, 11
u Il creneHu BcTpevaroTcst y O0IbHBIX C CUCTEMHOM
ckineponepmueii B 50% ciyyaeB M MHOTIA MPEALLIECT-
BYIOT KOXHBIM ToBpexxaeHusiM [74]. I1pu natonoro-
aHATOMMYECKUX MCCIIEOBAHMSX Yallle BBISIBIISIIOT
GUOPO3 CUHYCHOTO Yy3Jla, HEXEJIU aTPUOBEHTPUKY-
JIIPHOTO y31a uiu cuctembl [uca—Ilypkunbe [75, 76].
B uccaemoBanum U. Volta wu coast. [12], v 8 (25%)
13 32 OOJIBHBIX C CUCTEMHOI CKJepoAepMueil ObuI1
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OOHapyXeHbI aHTUTE A K TIPOBOSIIEH TKAHU Cep/lLia.
W3 o1ux 8 60bHBIX, ¥ 6 (75%) Oblia Gy10Kana mpaBoi
HOXKH My4dka [uca.

BriBo b1

HMmmyHoITatoreHe3 HapylleHWil puTMa U TIPOBO-
THUMOCTU CepJlia MpU CUHAPOME CTa00CTU CUHYCHOTO
y3/1a, BPOXIEHHOW MOJHON IomnepeuyHoil OJiokane
cepia 1 3a00JIeBaHUSIX COSAMHUTETLHON TKAaHU XO-
pPOILIO U3YYEH.

Y QONBHBIX ¢ aHTUTEJaMU K KJIeTKaM CUHYCHOTO
y3ina (ASNab) puck pasBuTusl CUHApOMA CJIabOCTU
cuHycHoro y3Ja B 10 pa3 6oJibliie 0 CPaBHEHUIO C JIU-
1IaMU U3 COOTBETCTBYIOILIEH MO BO3paCTy KOHTPOJb-
HOW TpynIibl. BBUTO MpoIeMOHCTPUPOBAHO, YTO AaHTH -
tea ASNab BbicoKocnenUMGUYHBI MPU TMATOJIOTUU
CHHYCHOTO y3J1a, HO MaJIOYyBCTBUTEJIbHBI TIPU BBISIB-
JICHUM OOJIbHBIX C 9TOU mMaTojiorueii. ¥ OOJbHBIX
C CUHIPOMOM CJa00CTU CUHYCHOIO y37la U MUOKap-
JUTOM WJIM PEBMAaTUYECKOW aTakoil B aHaMHe3e
BCTPEYaEMOCTb 3TUX aHTUTeJ B 3 pa3a Oosblie. Pac-
MPOCTpaHeHHOCTh aHTUTea ASNab He yBeTUUrBaeTCs
HU C POTrPECCUPOBAHUEM CEPIECUHON HETOCTATOUHO-
CTH, HM C TEYEHHUEM BpPEMEHM I10CJIe MMIUIAHTAIUN
OKC.

Y GonpHBIX ¢ aHTUTENaMU K kieTkam AB y3na
(AAVNab) prcK BO3HUKHOBEHMUS aTPUOBEHTPUKYJISIP-
HOM 6710Kaabl ObUT B 2—3 pa3a 0oJiblie Mo CPaBHEHUIO
C JIMIIaMU M3 KOHTPOJIbHOM TpyIbl. PacrpocTpaHeH-
HOCTb aHTUTEJ K BoJIOKHaM Tyuka [vica (AHISab) 6b1-
Jla HU3KOI ¥ HE3HAYMMOU 10 CPaBHEHMIO C JTULIAMK
13 KOHTPOJBHOU IpymIibl 6e3 cepaeuyHbIX 3a0osieBa-
HUI WA COOTBETCTBYIOIIEH IO BO3pACTy KOHTPOJIb-
HOU Tpynmbl. AHTUTeNa K BojiokHam [lypkuHbe
(ACPCab), nmo-BunuMoMy, SIBISUTUCh COMYTCTBYIO-
IIMM TIPU3HAKOM, a He TTaTOTEHETUIECKUM MapKepoM
HapyILIEHUI TTPOBOAMMOCTH.

ITpu BpoxXIeHHO MOJHOI MoIepeyHoit OaoKane
cepnua HacienoBaHue aHTureHoB HLA-B27 u HLA-
DR3, B03MOXHO, SBisieTCSl Mpeapacroararoimmum
YCJIOBHMEM B Pa3BUTUU OCHOBHOTO 3a00JI€BaHUSI, XO-
TsI MHOTHE TIPUIAIOT 3HaYeHME BO3MOXHOCTH TPAHC-
IUIAlLlEHTApHOTO TepeHoca pPa3JUYHBbIX aHTUTEN
M MMMYHHBIX KOMILJIEKCOB OT MaTepeil ¢ ayTouM-
MYHHBIMM paccTpoiictBamMu. OCHOBHBIMM ayTOAHTH-
TeJaMu, OOHAPYKMBAEMbIMU U Y JIETEU C BPOXKJICH-
HOU MOJHOU momepeyHoit 6JoKanoi cepaua, U 'y ux
Marepeii, sBisitorcst aHTu- Ro/SS-A n antu- La/SS-B
aHTUTeJIa. BBIIO MOATBEPXKAEHO WHIMOMpOBaHUE
BXOJISIIIIETO KaJIbIMEBOTO TOKA 3TUMU aHTUTEIaMU
Ha YpOBHE BCeil KJIETKU M OTAEJIbHOTO KaHama. MH-
nykuus Ro n La aHTUreHOB Ha MOBEPXHOCTU BOJIO-
KOH MHOKapja B XOe Pa3BUTHS IIJIOa MOXKET ChIT-
paTh peuIapilyio pojb B JOKaau3aluu cneuuduye-
CKUX ayTOAHTUTEJ U IMOCEAYIOIIEM Pa3BUTUM IO~
HOU BpoxkIeHHOU Oyiokanbl cepaua. IlepekpecTHas

PEaKTUBHOCTb MEXy TaAMUHUHOM U aHTU- La aHTu-
TeJlaMi MOXET ObITh pellalolleil B 3amycke ayTouM-
MYHHOTO Mpoliecca.

IIpencraBisieTcsi, UTO y MaTepeil ¢ OTCYTCTBUEM
aHTu- La/SS-B aHTUTEN, HO MUMEIOIIMX HEBBICOKUIA
TUTPp aHTU- Ro/SS-A aHTuTeN, KOTOpbIE HE pacmo3-
Hatot 60 kD u 52 kD kommoHeHTsI Tiprt SDS- nMMyHO-
OJIOTUHTE, PUCK POXAEHUS pedeHKa C BPOXKIEHHOM
MOJIHOM MomnepevyHoi 6710Kaa0i cepaiia OTHOCUTEb-
HO HU3KWUI. YpoBHU ayTtoaHTuTel K Ro/SS-A
un x La/SS-B puboHykieonpoTeuHaMm y O0JIbHBIX C CU-
CTEMHOM KPaCHOW BOJIYAHKOW HE KOPPEIUPYIOT C aK-
TUBHOCTBIO 3a00JI€BaHUSI.

AyToaHTUTENA K apeHOPELIENITOPaM U MyCKapuHO-
BBIM XOJTMHEPTUYECKUM pelienTopaM cepiiia HOBOPOXK-
JNIEHHOTO U K HJOTEHHOMY PETPOBUPYCY 4YesoBeKa
ERV-3, akcrnipeccupyeMoMy B TKaHU cepAla IJIo1a, TaK-
K€ MOTYT UrpaTh POJib B TAaTOT€HE3¢ BPOXKIECHHOM MO~
Holi monepevHoii 6okanb! cepaua. Heodxoaumo otme-
TUTb, YTO AIIOINTO3 MOXET ObITh OMHUM M3 BO3MOXKHBIX
MEXaHU3MOB ITPOTPECCUPOBAHUS BPOXACHHBIX Hapy-
LIEHWI MPOBOIMMOCTH B MOJHYIO OJIOKay Cepala.

OCHOBBIBasICh Ha MCCJENOBAHUSIX IOPaKEHUS
cepala Mpy CUCTEMHBIX 3a00JIEBAHUSIX, MOXHO Mpe/I-
MOJIOXUTh, YTO WMMYHOJIOTUYECKHE MeXaHU3MBbI
SIBJISIFOTCSI CTOJIb XK€ BaXKHBIMU B IaToreHe3e 3adoJie-
BaHUsI, KaK 1 TYMOpPaJIbHBII UMMyHUTET. KpoMme Toro,
MOSIBJISIETCS BCe OOJIbIIE CBUACTEIbCTB TOTO, UTO MPU
PEBMATOUAHOM apTPUTE U APYTUX ayTOMMMYHHBIX 3a-
0oJIeBaHUSIX M KJIETOYHBIA MMMYHUTET (KJIETOUHas
aKTUBALIMS M IIUTOTOKCUYHOCTH TIPOTUB KOMITOHEH-
TOB COOCTBEHHBIX TKaHEl opraHu3ma) CTOJb Xe Ba-
JKEH B MaToreHe3e 3a0oyieBaHMsI, KaK U TyMOPaIbHbII
WMMYHUTET.
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