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Ilepsuunviii bunuapruiii xonaveum (I16X) - xpoHuueckoe, MedneHHO npozpeccupyrousee aymoummyHHoe 3a00ne6aHue
neweHu Heu3B8ectmHol SMUON0UU, XAPAKMEPU3Y10useecs HATU1UeM aHMUMUMOXOHOPUAnvHux anmumen (AMA),
He2HOUHbIM 0eCIPYKIMUBHBIM XOTIAHZUMOM U X0TIECA30M, KOTOpoe Npu ecrnectneeHHoOM medeHUU npusoourm

Kk 6unuapromy uupposy. IIbX cuumaemcs pedkum 3a6071e6aHUeM, NOPAHAIOUUM NPEUMYULECTNEEHHO HEHUSUH
cpeonezo so3pacma. OOHAKO 6 NOcneOHUe 200bl 8 MUpe HAOIIOOAEMCS CYu,eCeeHHbILL POc 3a6071e6aeMocmu

u pacnpocmpanenrocmu ITbX, 6 mom uucne cpedu mMy#cuun u 1y, Mosno0ozo eospacma. Ilomumo Knaccuueckozo
AMA-nozumusnoeo IIbX cywecmaytom u opyeue (ocobvie) popmut 3abonesarus: AMA-M2-nezamusnoui [16X,
IIBX ¢ npusnaxamu aymoummyHHozo eenamuma, 116X ¢ npusnakamu nepsuuHozo cKaepo3upyrou,e2o XonaHzuma

u usonuposannas AMA-M2-nosumusHocmy (¢ omcymcmeuem Opy2ux KIUHUHeCKUX U 1a060pamopHbLx MapKkepos
3abonesanus). Tounas pacnpocmparerHocmo ocobvix popm 116X Heussecmua. IIpeononazaemcs, 4mo Hekomopoie
U3 IMUX BaAPUAHIMOS 3A007IeBAHUSL MO2YN UMeb 007iee Msenoe meveHue U Xyouiue KIuHu4eckue ucxoobl.
V3yuenue pacnpocmparerrocmu ocobvix opm I1BX, ymourerue ux KauHUKo-1a00parmopHvix 0cobeHHocmetl umerom
cyusecmeeHHoe HayuHoe U NpaKmu4eckoe 3HaueHue 0715 NPOZHOIUPOBAHUS MeHeHUS U UCX0006 3a0071e6aAHUSL.

Pannsas ouaenocmuka ocobvix gopm I1BX sensemcs 6axcHoil 3adauetl 07151 6pa4a, NOCKONbKY C60e6peMeHHOe HAUANI0
TIeUeHUST MOXer 3aMedNUmMb Npoepeccuposarie 3a00/1e6aHUS U YIIyHUUMD BbIKUBAEMOCHIb NAYUEHINOB.

Kntouesvte cnosa: nepsuutiviii OUnUAPHDBLTL XONAHSUM, AHMUMUMOXOHOPUATvHble aHmumenad, AMA-M2,

aymouMMYHHbLLL
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cenamum, xoznecmas

epBUYHBI Ounnapusiil xonaHruT (I1BX) sB-

I I nAeTcsA XpOHMYECKUM, MeJIeHHO Iporpec-
CUPYOIIMM X0/IeCTaTUIeCKNM 3a00/IeBaHIIeM
IeYeH!, XapaKTepU3yIOMUMCcA HaIudueM crenudiu-
YeCKMX aHTUMMUTOXOHJpUaNbHbIX aHTUTEN (AMA) 1/
My aHTUHYKIeapHbIx aHTuTen (AHA) 1 paspyienu-
eM BHYTPUIIeYeHOYHBIX )KeTYHBIX IIPOTOKOB C Pa3BIU-
TUEM HeTHOJHOTO IeCTPYKTUBHOIO XO/aHruTa [1-3].
ITpepmonaraercs, yro IIBX - monurenHoe 3aborne-
BaHMe, KOTOpOe pa3BUBAETCA IIOJ, AeJICTBUEM pas-
JVYHBIX TPUITEPHBIX (PaKTOPOB y TeHETUIECKU BOC-
npumMuuBbIX nuin. IIBX mMmeer mupoxkmit cuekTp
KIMHUYECKUX NPOABIEHNI, a TaK)XKe MOXeT Ipo-
TeKaTb 6€CCUMIITOMHO, IPUBOJS IIPU OTCYTCTBUU
aJleKBaTHON Tepanuyu K PasBUTNIO NTEYEHOUHO-KIIe-

TOYHOI HEJOCTATOYHOCTH, TsIXKeIoMY pubpo3y mede-
HU U cMepTH [4].

IIBX cumraercss pegKuM ayTOMMMYHHBIM 3a060/eBa-
HJeM IIe4eHM, BCTPeYaIIMcsA y TI0jell BceX MO0JIO0B,
pac u sTHMYeckux rpynn. O6mas rmobanbHas 3abo-
7eBaeMOCTb U pacnipocTpaHeHHOCTb IIBX cocraBnser
1,76 u 14,60 Ha 100 ThIC. YeIOBEK COOTBETCTBEHHO [5].
B nocnepHue rofpl B Mupe HabmI04aeTcs CyIeCTBeH-
HBIIT POCT 3a60/1eBaeMOCTH U PAaCIHPOCTPAHEHHOCTH
I1BX [6]. CoBpeMeHHbIe JaHHBIE TOKa3bIBAIOT, 4TO 3a-
6oneBaemoctb IIBX Brinte B CeBepHoit AMmepuke (2,75
Ha 100 TbIC. YeoBeK) o cpaBHeHuo0 ¢ EBpomnoii (1,86
Ha 100 ThIC. Ye/TOBeK) U HIMKe — B A3uaTCcKO-TUxo0Ke-
aHckoM pernose (0,84 ma 100 Tbic. 4enmoBek). Ob6be-
AVHEHHas pacCIPOCTPaHEHHOCTH 3a00MeBaHNS IMEET
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aHAJIIOTMYHYI0 TeHAeHUUI0: B CeBepHOI AMepuke
(21,81/100 000), B EBporme (14,59/100 000), B A3uart-
cko-TuxookeanckoM pernoHe (9,82/100 000) [5].
3aboneBaHue MPeUMYILeCTBEHHO LUAaTHOCTUPYETCS
y )KEHIIUH CPeHeT0 Bo3pacTa — oT 75 1o 90% oT ob1iwe-
ro uncna 6onpHbIX I16X [1, 7]. bonee paHHue pe3ynb-
TaThI ICCTIeOBAaHMUII 110 BBISABIEHUIO C/Iy4daeB 3abore-
BaHMsI [TOKa3aJjiy, YTO CpefjHee COOTHOLIEHNE XXEeHIIINH
u My>X4uH coctasnset 9 : 1 [8]. OgHaxo B HacTosIIEe
BpeMsi OTMeYaeTCs YBe/IndeHue oM GOMbHBIX MYX-
CKOTO I0JIa, W, COIJIACHO IOC/IeIHUM 3MUEMUOTIO-
TUYEeCKUM MCCIETOBAHUAM, COOTHOIIEHME KEHIMH
nmyxuuH c [IBX cocraBnsier 4-6: 1 [9, 10]. JocTtoBep-
HBIX CTaTUCTUYECKNUX JAHHBIX [0 PACIPOCTPAHEHHO-
ctu 1 3aboneBaemoctu [1BX B Poccuiickoit @enepanun
B HACTOsII[ee BPeMsI HET.

9tnonorua u naroredes IIbX, kak u gpyrux ay-
TOMMMYHHBIX 3a00/1eBaHUIl [eYeHM, M3yIeHDbl He
MOMTHOCTBIO, OJHAKO M3BECTHO, YTO B3aMMOZLENCT-
Bre (aKTOPOB OKPY>KAIMOIIEl CPeRbl, TeHETNIeCKas
MpeIpacoNOXEeHHOCTD, & TAK)XXe BIUAHNE STUTEHE-
TU4eCKUX GakTOpoB GOPMUPYET MOBLIILIEHHYIO BOC-
OpUMMYMBOCTD K 3aboneBaHumo. VIMMyHHas gucpe-
rynsauus, o6ycIoBIeHHas MOTepeil TOMePAHTHOCTHU
K cybpenuunne E2 MUTOXOHAPMATBHOTO KOMIIIEKCA
nupysargerupporenass (IIJIT-E2), acconyuupyercs
C MOBpEXeHNMeM 3MIUTeNNANbHBIX KIETOK XXeTIHBIX
nyTeit [4, 11, 12] (puc. 1).

AQanTUBHBIM IMMYHHBI OTBET aKTUBUPYETCS aHTU-
reHnpeseHTupyomumu kiaerkamu (AIIK), Hecymu-
MU ayTOAQHTUTIE€H, CBA3aHHBII C ITaBHBIM KOMII/IEK-
coM rucrocosmectuMoctyu II kmacca, B pesynprare
Yero muasMaTmyecKye KIeTK) BbIpabaThIBaIOT Ciie-
uududeckue nnsa 3a6omeBaHMSA aHTUMUTOXOHIPU-
anpHble aHTUTena (AMA) [12]. AMA UMpKyIupymoT
Ha TIOBEPXHOCTY OMIMAPHBIX SMIUTENNATBHBIX KIETOK
M HaIpaBIeHbI IPOTUB 3MUTOIOB OEIKOB KOMIIJIEKCa
nupysarperupporenassr (IIJK) [13], pacmomoxxen-
HBIX Ha BHYTpPeHHell MeMOpaHe MUTOXOHAPUIL Omn-
APHBIX TUTENNATBHBIX KIIETOK.

IToBpexnenne xenunbix npotoxkos npu I1bX ¢ ganb-
HeJIINM [IPOrpecCUpPYIOLIM BOCIIaIeHNEM, X0/IecTa-
30M 1 popMupoBaHueM 6unnapHoro pubposa sBiset-
CA pe3y/IbTaTOM HeperyIupyeMoro U pKyIMpyoIero
Y BHYTPUIIEY€HOYHOTO MMMYHHOTO OTBET4, XapaKTe-
pusytomierocs gucbanraHcoM MexXnay 3¢ dexTopHbBIMU
u perynsatopHeiMy nytsamu [12]. IIpoBocnianuTenpHbie
a¢ppexropusie T-kinetku (CD4, CD8) u pomnnkynsp-
Hble T-xe/mepHble KJIETKY aKTUBUPYIOTCS U CIOCO6-
CTBYIOT IIPOJO/DKAIOIIEMYCST IOBPEXAEHNIO SKETTHBIX
IPOTOKOB, KOTOPO€ JOMOMHUTEBHO YCUIMUBACTCS
IeICTBUEM, OTIOCPEJOBAHHBIM BHYTPUIIEU€HOYHBIMU
ecTecTBEeHHBIMM KieTKaMmu-kujnepamu (NK) [12].
Hepenko o6HapyxuBaeMoe y nauuentos ¢ 116X co-
YeTaHMe C APYTUMU Ay TOMMMYHHBIMY IaTOIOTSIMU
(cucTeMHast KpacHasi BOMYaHKa, SI3BEHHBIN KOJIUT,
6one3up KpoHa, menmakus, paccesiHHBI CKIepos,
ncopuas, cuappom llerpena u gp.) mogTBepKAaeT
HpefIonoXeHe 00 y4acTuy MMMYHHON CHUCTEMBI
B maroreHese saboneBanus [14].

[acTpo3HTeponorus
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Pibsmens

AMA - aHTMMMTOXOHpUaNbHble aHTUTeNa; AIIK — aHTUreHIIpe3eHTUpYIOIas KIeTKa;

AE2 - annonoo6MenHMK 2; NK-kmeTkn — ecrecTBeHHbIe Kumnepsl; Thx — T-onmukynsapusie
xenmepss; TFr — pomnmuxynsphsie perynsropusie kiaetku; MHC II - r1aBHBIT KOMITTEKC
rucrocoBMecTumocTy (y yenoseka cucrema HLA); TCR - T-KIeTO4HbIIT perienTop;

Treg — BHyTpUIIeYeHOUHbIE PeTyNATOPHbIe T-KIeTKN.

Puc. 1. UMmyHnHas Oucpezynayus npu nepeuuHom OUNUAPHOM XOTAHzUmMe

(adanmuposano uz [12])

CornacHo paspabOTaHHBIM KPUTEPUSM [gUATHO-
CTUKM, KOTOpbIe IPefICTaB/IeHbl B MEXAYHapOTHBIX
! OTE€YEeCTBEHHBIX peKOMeHJaumAx, guaruos I1bX
MOXeT ObITh YCTAaHOBJIEH, €C/IM Y MallMeHTa IMeeTC s
IBa 13 TpeX CAefYIOINX KPUTepues: 1) BrIsiBIeHUE
B CBIBOPOTKE KPOBM NMaTOTHOMOHUYHBIX [/Is 3ab0re-
BaHMs aHTYMMUTOXOHAPUANbHBIX aHTUTeN (AMA-M?2)
nnu cnenuduveckux AHA x pacTBopuMoMy AfepHO-
My 6enky (spl00) u MHTEerpanTbHOMY MeMOpaHHOMY
raukonpotenHy (gp210); 2) 6uoxumMmdecke NpusHa-
KM XOJIeCTas3a — IOBBILIEHNe YPOBHI I[e/TOYHOI poc-
¢daraspr (IIP) 1 raMMa-rIyTaMUITPaHCIENTUA3bI
(TTTII) c uckno4YeHeM BHeIIeY€HOYHOI OUIMapHOI
O0OCTPYKLIMM C TIOMOLIBI0 BU3YANU3UPYIOLINX UCCIe-
TOBaHMIL; 3) TMUCTONOTMYECK e IPU3HAKY HETHOVHOTO
HeCTPYKTUBHOTO XOJMaHIuUTa [2, 15].

Ob6menpunsroit knaccudukanuu [1BX He cymecTsy-
eT. Mbl IipefjiaraeM BBI[JeIUTh HECKOTBKO OCHOBHBIX
¢dopmM 3ab60eBaHNA, KOTOPble UMEIOT Ba>KHbIE KJINU-
HMKO-Tab0paTOpHBle 0COOEHHOCTY U HYXXAAKTCS
B Pa3/MMYHBIX MOAXORAX K JUATHOCTHKE U JIEICHUIO
(tabm. 1).

Brienenne gpopm I1BX umeer sHaueHMe /151 ONTUMU-
3aIMM GUATHOCTUKY 3a00/IeBaHMs, CBOEBPEMEHHOTO
Hayvasa JledeHnsl U BbIGOpa aJieKBaTHOI TepameBTHU-
4YeCcKoll cTpareruyu (Harpumep, IpUMeHeHNEe UMMY-
HOCYIPECCUBHOJ Tepalyy IpY Ha/JINYUU IIPU3HAKOB
AUD).
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Ta6nuya 1. Ocnosnvie popmot IIBX (no [2, 16-26])

Dopwa [BX

Xapakrtepusyercs noppineHreM yposH:A I® u/wmu ITTII, samnanem AMA-M2, mpusHaKaMy HETHOTHOTO

Kmaccnyeckmit = CocrapyiseT 10 95% OT 06IIero 4ncia crydaen
(AMA-M2-1103UTUBHBII) "
[eCTPYKTUBHOTO XOMaHIUTA (IIPU TUCTOTIOTMYECKOM MCCIIEOBAHIM TKAHM IIEICHN)

AMA-M2-HeraTUBHbII = Bcrpedaercs ~ B 5% cnydaes

= AHA (sp100, gp210) BbLaABIAIOTCA ~ ¥ 30% MAIMeHTOB

= IIpenmonaraioTcs 60/ee TsHKeIOe TedeHNe 1 Xy/live KIVHIIeCKIte ICXORbI 3a00/IeBaHs
I1BX ¢ npusnakamu AVT = CocrasseT ~ 5-15% OT 061IeT0 YncIa CIydaeB

= IIpepmonaraioTcs 6oee TsKeNIoe TedeHMe U Xy/lle KIVHIYeCKIe ICXOBI 3a00/1eBaHNs
AMA-M2-1103UTUBHBI = CocraByseT < 1% oT 0611ero 4ncia coydaen

6e3 xomecrasa

IIbX ¢ mpusHaKamu IepBUYHOIO =
CK/IEPO3UPYIOLIETO XONTAHTATa =

= KimHndeckas TpaKTOBKAa HEOJHO3HAYHA: 3[T0POBOe HOCUTENbCTBO AMA-M2 mnn foxnuHndeckas crapus [16X

BCTpe‘{aeTCH JVICKTIOUMITE/IBHO PEAKO

YeTkux KpUTEPUEB AMArHOCTUKN HE CYIIECTBYET

Tabnuua 2. Pasnuuus menoy AMA-M2-no3umuenoti u AMA-M2-nezamuénoii popmamu IIBX (no [2, 17, 18, 26, 30, 31, 33-37])

OnennBaeMplii mapamMeTp AMA-M2-nosutnsHasA ¢popma AMA-M2-HeraTuBHas popma

Tlon
Yacrora

CUMIITOMBI

Broxummyeckme moxasarenu

Yposens IgG
Yposens IgM

YacToTa BbISBIEHNA
= ANA u ASMA

= anti-HK1

= anti-KLHL12

= anti-gp210 u anti-sp100

AccounnpoBaHHbIe

[Ipeo6mafaoT XEHIIVHBI

95% 5-10%

BeIpaskeHHBII 3y1 Crabsiit 3yx

IMosbrmenne IIO/TTTII Yposens III® u I'TTII ke, yeM y AMA-M2-N03UTUBHBIX 60/IBHBIX
Boicoxkmit Husxwit

Boicokmit Husxmit

~56% ~96%

~44,7% ~22%

~41,2% ~35%

~30-50% ~30%

PeBmaroupnblit apTput, cuaapom lllerpena, cuctemnas cknepogepmus, CREST-cunzmpom

ayTOMMMYHHDbIE 3a00/1eBaHMA

Tucromornyeckas KapTuHa

ITpornos

HernoiHbplil 1eCTPYKTUBHBII XOTAHTUT

bonee BbIpakeHHbBIE TIOBPEXIEHME U TYKTOIEeHN, YeM Y AMA-M2-

MMO3UTUBHBIX OOTBHBIX

OTHOCHUTETBHO 6/TaTONPUATHDII

HaHHbIe IIPOTUBOPEYINMBDI; IIPpEAIIONaracTcAa 6071e€e BHICOKAs 9acTOTa

CMEPTHOCTM OT IMPPO3a MEYEHM M COITy TCTBYIOIIMX OCTIO)KHEHUIL

ITpumeyanne. AMA-M2 - aHTMMUTOXOH/[pUAIbHble aHTUTeNa; ASMA — aHTHUTeNa K TIafiKkoit MycKynarype; anti-HK1 - anTurena k rekcoxmnnase-1;
anti-KLHL12 - anTurena x kelch-mogo6nomy nernrtupay 12; anti-gp210 — aHTHTeNa K O€NKY siAepHOI MeMOpaHsl; anti-sp100 — aHTHTeNa K 6€/IKy sIepHBIX TPaHYIL.
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AMA-M2-HeraTMBHbDI NepBUYHDIN
6unuapHbIit XonaHruT

AMA-M2-HeraTUBHBII IEPBUYIHBII OMTMAPHBII XO-
MaHTUT - pepkas popma 3aboneBaHuUsI, IPU KOTO-
poOJl B CBIBOPOTKE KPOBM OONBHBIX He BBISABIAIOTCA
AMA-M2 [26].

Bnepsrie B koHIle XX B. HEMEUKUMU YIE€HBIMMU
G. Brunner n O. Klinge gna onmcaHnsa HeCKOTbKNX
cnydaes IIbX ¢ orcyrctBuem AMA-M2, HO 3Hauu-
TenbHBbIM NoBbilleHMeM AHA B chIBOpOoTKe KpOBMU
OBITT IpEIOKeH TePMUH «MMMYHHBI XOMaHTUT».
B manpHelmeM TePMUHONOIMA HEOLHOKPATHO MeH -
7ach. B murepaType MO>XXHO BCTPETUTD TaKue OIIpefe-
JIeHU I, KaK MIMMYHOXO/IAHTUT, IEPBUYHBIN ayTOUM-
MYHHBIJ XONTAHTUT, ayTOMMMYHHas XOJTaHTUOMNATHA,
ayTOMMMYHHBII XONMaHTKT [27, 28].
AMA-neratuBub IIBX BcTpedaeTcsa ZOCTATOYHO
PenKo, cocTassisi 0KOo 5% cny4daes 3aboneBanms [29].
ITosiBmeHMe HOBBIX, 60/ee YYBCTBUTENBHBIX U CIle-

uuduuHpIX MeTofoB AumarHocTuky [1BX, Takux Kak
Merton HPVI® ¢ ucnonb3oBaHueM B KadecTBe Cy6-
crpara HEp-2 k1eTok (snuTennanbHBIX KJIETOK paKa
TOpPTaHU 4YeJIoBeKa), TBepAoQasHbIX METO/J0OB UMMYH-
Horo aHanusa (VI®A, ummyHo6m0TTHHT) [30], TOBBI-
CUJIO YYBCTBUTENBHOCTD U CIELUPUIHOCTD 06HAPY-
>)keHMsA AMA 1 103BONNIO YCTAHOBUTD, YTO 10 79%
MaLJeHTOB, IepBOHAYa/IbHO cunTaBmuxcsa AMA-ort-
pULaTeIbHBIMY, HAa CAMOM Jiefie ABnsAnucb AMA-1o-
noXurtenbHbpiMu [31, 32].

bonbuIMHCTBO NpOBeIeHHbIX CPAaBHUTENIbHBIX KCCTIe-
moBaHuit AMA-M2-nmosutuBHoro u AMA-M2-Hera-
tuBHOTrO I1bX mmokasanm, YTo OCHOBHBIE KIMHUYECKIIE
MpOsIBIeHUsI, TabOpaTOpHBIE TaHHbIE, MOpdoIoTnYe-
CKUe XapaKTepUCTUKHU Ipu obeux dopmax sabore-
BaHUA MPEUMYIIeCTBEHHO CXO0XM, XOTA HEeKOTOpbIe
pasnuuns u 6biIn BoifeneHsl (Tab. 2).
AMA-M2-neratuBHbii [1bX, kak 1 AMA-M2-no3u-
TUBHBIN, BCTPeYaeTCs NPENMYIeCTBEHHO Y )KEeHIMH

JddekTBHaA hapmakotepanua. 2/2025



Crague 1 -NOPTANbHAA cTagMA 7 rouMmIpid xonanr

Cragma 2- NEpUNOPTANBHAR CTAAMA
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Cragua 4- opmupoBaHAE BHANAPDHOIO UHPPO3a

Puc. 2. Cxemamuueckoe uzobpacetue eucmonozuueckux cmaouii [IBX (adanmuposano u3 [45]): cmadus 1 (nopmanvnas
cmaous) xapaxmepusyemcsi ununrvmpayueti LOPMATLHLIX MPAKMO8 TUMPoyumamu, Hetimpodunamu u 303uHopunamu,
peice 6CMPeuamcs paspyuleHue HeruHvIX NPOMoKos ¢ 00PA308aHUEM ZPAHYTIeM, NPUSHAKU HeZHOUIHO20 0eCPYKMUEHOZ0
xXonaneuma; cmaous 2 (nepunopmanvHas cmaoust) XapaKmepusyemcs yéenueHuem 60CHaAnUmenvHvix UHPUILMPanmoe

€ 8067IeHeHUEM NEPUNOPMATILHOL NAPEHXUMDL, NOPMATLHOL U NEPUNOPmanvHoti nponudepayuu npomoxos (cm. puc. 1);
cmaous 3 (cenmanvHas cmaous) xapaxmepusyemcs HanU4UeM MOCmoeuoHozo Pubpo3a, noseneHuem NPU3HAK06
oykmonenuu; cmaous 4 (yuppomuueckas cmaous) xapaxmepusyemcss Gopmuposanuem OUTUAPHO20 UUPPO3a NeveHU,
Y37108011 pezeHepayuy NAPEHXUMbL NeHeHU U BbIPANCEHHOT OyKmoneHueil

CpefHero BO3pacTa M 4acTO MOXKET MpOoTeKaThb bec-
cumnTomMHO. CaMBIMU pacIpoOCTpaHEHHBIMU CUM-
nToMaMy 3a60/IeBaHUA SABISIOTCA YTOMIAEMOCTD,
3V KOXM, IOABJIEHNUE KeJITyXy Ha ¢poHe Imporpec-
cupoBaHus 3aboneBanus. KpynHoe uccnefosanue,
npoBefieHHoe B JmoHunu B 2006 r., Mokasano, 4To
y AMA-M2-HeraTMBHBIX IalJMEHTOB MeHee BbIpakeH
3y KOXII, 4allle Hab/IojeTcs accoumanys ¢ ApyruMu
ayTOMMMYHHBIMMU 3a6oneBaHuAMU (cuHgpoMm Iller-
peHa, peBMaTOMAHBII apTPUT, CKAepopepMus) [38].
TunuausiMu 71a60paTOPHBIMM HpKU3HAKAMM IHPU
MaHudecranuyu 3aboneBaHNs SABIAETCA MOBBILIE-
Hye IO u I'TTII, ofHakKO HEKOTOpPBIE UCCIIETOBAHN A
mokasany, 4To y AMA-M2-HeraTUBHBIX NMallEHTOB
YPOBEHDb XO/IeCTaTUYeCKUX PepMEHTOB HECKOIbKO
Hiuoke [38]. Ilpu aTOM Tak)Ke MOXKET He3HAUYMTEIbHO
IOBBIIATHCSA YPOBEHb TpaHCaMuHa3 [28, 31].

Y AMA-M2-HeraTuBHBIX HAaMEeHTOB OTMeEYEHBI
6oee HU3KUe YPOBHU chIBOpoTOYHOro IgG, a KoH-
LeHTpalus raMmMa-rmo6yanHoB 6si1a Boiule [34, 39].
IInarHocTuyeckas LeHHOCTDb JAaHHBIX HAaXOIOK OCTa-
eTCsl HesICHOIA.

B pape mccimegoBaHuUit, HAIIpaBJIeHHBIX HAa BBIABIIE-
HJe TeHeTUYeCKUX pasnuuuit mexay AMA-M2-no-
3UTUBHBIMU U AMA-M2-HeraTuBHBIMM HaljMieHTa-
mu c IIBX, coo6manoch, 4TO 4aCTOTA BBIABIECHU S
DRBI*08 u DQBI1*04 6pina Huxe y AMA-M2-Hera-
TUBHBIX MALVIEHTOB, YeM Y HALMIEHTOB C ITO/I0XKUTE/Tb-
HBIM cTaTycoM o AMA [40].

[acTpo3HTeponorus

I[Ipm mM3ydeHUM INATOTEHETMYECKNUX ACIEKTOB
AMA-M2-neratusHoro IIBX K. Tsuneyama u coaBT.
06HapyXNU/IN aHOMA/IbHYI0 3KcHpeccuio E2-kommo-
HEHTa KOMIIIEKCA NMPYBaTHeTUAPOTEHA3bl Ha ally-
Ka/IbHOJ IIOBEPXHOCTY NN TENNaTbHBIX KJIETOK JXKel-
4eBBIBOAAMIMX NyTell kKak Y AMA-oTpullaTenbHbIX,
Tak 1 Y AMA-nonoxuTtenbHbx nannuedtos ¢ I1bX,
9YTO MO3BOJISIET IIPEAIIOIATaTh, YTO 06a BapuaHTa 3a-
60J/IeBaHMA MMEIT OOIMII TaTOTeHeTUYEeCKMIT MeXa-
HusMm [41].

CornacHo cOBpeMEHHBIM NIPEACTaBAEHUAM, [YCTOTIO-
rudyeckas kapTuHa y AMA-nosutuBHbx 1 AMA-He-
raTUBHBIX NMALIEHTOB He MMeeT NPMHIMUINATbHBIX
pasnuunit [42, 43]. OTmevaerca nmuub, 4To y AMA-
HeraTMBHBIX OOJIbHBIX HAa0O/M0fJaeTCA HeCKOMbKO Oomee
BbIpa’kKeHHbIE TOBPEXEHNA M TYKTONEHN .

J. Ludwig npepnaraetr npuMeHaTs A1si AMA-M2-He-
ratusHOro I1BX Te >xe KpuTepum [1MarHOCTUKY U CTa-
AUpOBaHNA, 4TO ¥ Ipu AMA-ION0XXUTENbHOM Bapu-
aHTe 3abomeBanu [44] (puc. 2).

OpHako He Tak flaBHO Nakanuma u coaBT. mpepo-
SKIJIM HOBBIN NOAXOR K ctaguposanuio I1BX, kpome
TOTO, BBeJleHO noHsTne knaccudukanum 16X, dra
CUcTeMa OLeHKM IPOJEeMOHCTpUpOBaaa HauboIb-
Iy HPOTHOCTUYECKYI0 II€HHOCTb IO CPAaBHEHMIO
C HpeABIAYIIMMY METOAAMMU, T03BOJIsAsA 60Iee TOYHO
HPOTHO3MPOBATDH MCXOX 3a60/IeBaHMS Y MALMEHTOB
B TeyeHMe 10 j1eT, 0COOEHHO B OTHOLIEHUN Pa3BUTUA
LMppO3a I ero OCJIOKHEHMI [46, 47].
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Tab6nuua 3. Iapuxckue Kpumepuu OuazHOCMuKY 6apuanmnozo cunopoma IIEX/AUT (adanmuposano us [20])

IIBX @ >2 BI'H wmm ITTII>5 BI'H
O6napyxerne AMA (tutp =1 : 40)

HaHHbIe 6MOIICHI TIe9€HI: HETHOMHBIIL JIeCprKTI/IBHI)If/'[ XO/TIaHTUT

AUT AJIT=5BI'H
IgG =2 BI'H nmn obHapyxenne anti-SMA

JlaHHbBIe 6MOIICUM TIeYEeHN: YMEPEHHOE WM TsDKeIoe IIepUIIOPTaIbHOe/IIepyCcenTalbHOe BOCTIa/IeHIE;
CTyIeHYaTble HeKPO3bl; TMMGOLUTaPHbIE PO3ETKI

ITpumeuanne. IIpu Bapuante IIBX/AVII Heob6xoMMO Halmuuye 110 KpaiiHell Mepe IBYX 13 TPeX K/II0UeBbIX KPUTEPUEB UL KaXKJOTO
3aboneBanust; [1BX — mepBuunbiil 6umapHsiit xonaurut; AVIT — ayronmmyHHBI reratuT; 1P - menovnas pocdarasa; BITH - Bepxuss
rpannia Hopmbl; ITTII - raMma-rnyrammuntpancnentuiasa; AMA — aHTuMuToXoHApuanpHble antutena; AJIT — ananunammunoTpancepasa;

IgG - ummyHornobynus G; anti-SMA - I1aIKOMbILIEYHbIE AHTHUTE/A.

ITpoBeneH paAf MCCIeOBAHNII 1A OL€HKY K/IMHMYIeC-
Kux ucxomos AMA-M2-geratusnoro I1BX [18, 34].
bonee paHHMe KpyNnHBIe KOTOPTHBIE MCCIEeNOBAHNUS,
Hanpumep uccneposanue P. Invernizzi u coasT., co-
006IIAI0T, YTO YACTOTA OC/IOXHEHUI UPPO3a MeUeHN
U Pa3BUTHA NE€YEHOYHON HEeJOCTAaTOYHOCTH, IIPUBO-
BAIMX K CMEPTY MM HaIlpaBIeHUIO Ha TPAaHCIIaH-
TAI[MIO0 [IeYeH N, CYIleCTBeHHO He pa3anyanach MeXIy
nonynauueit AMA-M2-nosutusnoro u AMA-M2-
HeratusHoro I1BX [31].

B TOo Xe Bpemsa 6ojee IO3Hee UCCIe[OBaHUE
G. Juliusson u coaBT. nokasasno, yto npu AMA-M2-o0T-
puuarenbHoM IIBX sHauMTENbHO CHMXKAIACh BBIXKU-
BaeMOCTb 6e3 OCTIOXXHEHUII, CBSI3aHHBIX C [IeYeHOY-
HO-K/I€TOYHOJ HEeJOCTAaTOYHOCTHIO, YBETNINBAINCD
YacTOTa TPAHCIUIAHTALVI IIeYeHN ¥ CMEPTHOCTD IO
cpaBHeHuI0 ¢ AMA-M2-nmonoxurensusim 115X [18].
B psape uccnenoBaHuit o6Hapys>xeHa CBsA3b Ooee Ts-
)xenmoro TedeHus I1BX ¢ pasnmu4YHBIMM IAaTTEpHAMU
ayroaHTuren [48-50].

BapuaHT nepBuy4yHoro 6mw|apHoro XOJNlaHrnTa
CNpuU3HakaMu ayTOMMMYHHOI0 renaTuta

AyroummyHHBIi reratut (AVIT) n mepBuyHbI 611n-
apublit xonanrut (IIBX) - uMMYHoOIOrMYecKu-0moc-
peXZoBaHHBIe 3a60/eBaHMs MEeYEHU C PA3TUYHBIMU
KIVHIYEeCKIMU, OMOXMMUIECKIMHI, CEPOTIOTNIECKI-
MM Y TUCTOIOTMYECKUMY NIPOSABIEHUAMU. Y HallVeH-
ToB ¢ [IBX cpasy npm nocTaHOBKe JMarHO3a MM BO
BpeMsA HabmofeHus (MHOTJA CIYCTS FOABI IOCIIEe Ha-
yasa 3a00/IeBaHMA) MOTYT HabMOaThCs OMoXuMMYe-
CKJIe, CepOJIoTHYeCKye U I'YCTONIOTMYecKyie IIPU3HAKA
AWT [51, 52]. Tak>ke COO6IAIOCh, YTO Y HAL[MEHTOB
¢ tunnyHbIMu TpusHakamu IIBX nnn AVIT co Bpeme-
HEM MOJXKeT IPOMU30ITY IePeX0]; OT OJfHOTO 3ab0neBa-
HUA K gpyromy [52].

BepyTcs fUCKYCCMM OTHOCUTEIBHO TOTO, ABISAETCA
nu couetanHoe TedeHne IIBX u AUT ogHOBpeMeH-
HBIM VIX IIOC/IefOBaTEe/IbHBIM BOSHUKHOBEHUEM JIBYX
He3aBUCUMBIX ayTOMMMYHHBIX 3a00/IeBaHNII TTeYeHN
MJIK 3TO €MHOE 3a00/IeBaHe C OIHVUM UV HECKOJIb-
KMMM OpUsHaKaMu gpyroro [53].

ITepBble COOOILIEHMS O KIMHUYECKUX CTydasiX Haliu-
eHTOoB, uMewmux I1bX ¢ npusnakamu AUI, noasu-
nuch 6onee monyBeka Hasap [54, 55].

JnuTenpbHOE BpeMs A1 ONMCAHNS 3TOTO COCTOSHUA
MCIIONIb30Ba/IM TEPMUH «CUHJPOM ayTOMMMYHHOTO
IepeKpecTa», KOTOPbI YKa3blBaeT Ha OJJHOBPEMEH-
HOe TedeHNe IBYX pasHbIX 3abonmeBaHmit (4TO B Heil-
CTBUTEIbHOCTY XapaKTePHO He [/IA BCeX MaIjMeH-
TOB) [56]. UeTkMe TpaHMUIIBI MEX/Y KIaCCUYECKUM
II1BX, IIbX ¢ npusnakamu AUl u xmaccuyeckum
AWT ompemenuts 3arpygHuTtensHo [57]. B cBsasu
c atuM B 2015 r. EBpomneiickoil accoumanmeil mo us-
y4eHUIo 3a60MeBaHUIl e4eHN OBIIO IIPefIOKEHO
MCIIONb30BAaTh TEPMIH «BapMAaHT», KOTOPBI MOKHO
c4uTaTh 60OIEe TOUHBIM A OIpee/ieHUs NaHHOTO
cocTosgHus [58].

ITpumepno y 5-15% 6onpubix IIBX Moryt Habmio-
marbes npusHakyu AWUT [19, 56]. [TatoreHeTudeckue
MeXaHM3MBI 9TOJ BapMaHTHOI (OPMBI HeJOCTATOYHO
U3YYEHDI, OJHAKO CYIIEeCTBYEeT IIPEJIION0XEHNE, ITO
cumntoMmbl AVT pa3sBuBarmTCcA y MallMeHTOB C UM-
MYHOOIIOCPEe[JOBAHHBIM XO/IeCTaTUIeCKUM 3ab0/IeBa-
HJEeM IIeYeHM) U TeHEeTMYeCKON BOCIPUIMYNBOCTDIO
k AUT, o 9yeM cBUIeTeIbCTBYET BHICOKAS pacpocTpa-
HEHHOCTb TeHOB BocmpummuuBoctu X AT (HLA-
DR3 unu DR4) y nainueHToB ¢ BapMaHTHOI $OpMOit
IIBEX/AWNT [59].

Y manueHToB ¢ BapuaHTHOI popmoit IIBX/AWT vyame
BCTPEYAIOTCs BHEIIeYeHOYHBIE ayTOMMMYHHBIE 3a60-
NeBaHUs, HAIpUMep TUpeouauT XaIlnMoTo, 60/1e3Hb
I'peiiBca, BUTUNINTO, IICOPUA3, CUCTEMHAsA KpacHasd
Bom4yaHka [60].

Hannuyme BapMaHTHOrO CMHAEpPOMa Yy HalMIEHTOB
¢ IIBX MOXXHO 3aIIOZO3PUTb, €CIM y HUX Habmropa-
I0TCA C/Iefyoliye MPU3HAKM: IOBbIIIEH)E MapKEPOB
nuronusa (CBIBOPOTOYHBIX aMUHOTpaHCcdepas), mo-
BbllIeHMe ypoBHA IgG m/unym ramMMma-rio6yInHOB,
BBIsIBIEeHNMe chenudnyeckux ayroanturen (ANA,
anti-SMA n/unn anti-SLA/LP, anti-LKM u anti-LC1).
TunuyabpIMK rucTONOTMYECKMMY npusHakamu AUT
SIBJISIIOTCS: IOPTA/IbHAS M IePUIIOPTaNbHas NHPIUIb-
Tpanus TUMGOLUTAMM U I/Ia3MaTUYeCKUMM KJIeTKa-
MU C KapTUHOI MHTepdelic-rermaTuTa (BOCIaNUTENb-
Hble MHOWIbTPATDI, BBIXOAAI[ME 32 HEPUIOPTANbHYIO
[JIACTMHKY), 06pa3soBaHMe [eYEeHOYHBIX PO3ETOK,
TONbKOBas HEKPOBOCIAMNTENbHA aKTUBHOCTD, M-
IepuIoies3, HaHIOOY/IAPHBIN TeaTUT U MOCTOBMJ-
HBIIt HeKpo3 [57, 58].

JddekTBHaA hapmakotepanua. 2/2025



Jo cyux mop Hambosee 4acTO B MOBCEIHEBHON KIIU-
HMYECKOJ NpaKTMKe A/ AMATHOCTMKMU BapuaHTa
INIBX/AVIT mucnonbsyoTca IpeanloXeHHble B 1998 T.
[Tapuikckue KpuTepuu, KOTopble ofobpenst EBpomneit-
CKOII accoluanuelt o u3y4eHnIo 3a601eBaHMIT TTede-
Hu [20] (tabmn. 3).

CornacHO NMpOBeleHHBIM MCCIeOBAHNAM, YYBCT-
BUTENIBHOCTD U CHENUPUIHOCTD C UCIOTb30BAHNEM
[Tapyskckux KpUTepues A1 AMATHOCTUKY BapyaHTa
TIBX/AWNT coctaBunam 92 1 97% COOTBETCTBEHHO, B TO
BpeMs KaK aHaJIOTMYHbIE XapaKTePUCTUKN 10 YIPO-
meHHoit cucrteme onenkyu AVT (2008) 6biau 3Ha4m-
TeNbHO XyXKe [61].

Baxxno ormeTuTp, 4TO BKIAWOYEeHHbIE B [lapmxckue
KpUTepUN ayTOMMMYHHble MapKepbl (AMA u anti-
SMA) MoryT 6bITh 06HapY>KeHBI TP ApYTUX 3abore-
BaHUAX, BKJI0YasA BUPYCHBII TelIaTUT, HeaTKOTO/lb-
HYI0 XUPOBYI0 60/e3Hb IedeHy, 601e3Hb Bunbcona,
a TaK>Ke peBMaTOMTHBIN apTPUT U CUCTEMHYIO Kpac-
HyIo Bom4aHKy [62]. Opnako ITapuoxckue KpuTepun
MOATBEPXKAAIT AMATHOCTUYECKYI0 IIeHHOCTD anti-
SMA pna puarHoctuku Bapuanta IIBX/AWT [20].
ITpy 9TOM CTOUT OTMETUTD, YTO AHTUTENA K PacTBO-
PMMOMY aHTUTEHY IeYeHM/IO>KeTySOUHOI JKele3bl
(anti-SLA/LP) uMeroT caMyIo BBICOKYI0 crenndumy-
HOCTb CpefiM BCeX ayTOAHTUTeN, CBA3aHHBIX ¢ AVIT
[30], xoTss oM He 6bInM BKI0OYeHB B [lapuikckue
Kputepun [63].

OpHO M3 HeJaBHUX MCC/IeJOBAHMUI, IPOBEJEeHHBIX
B Kutae, mokasasno, 4ro s ynydmenusa sppexTus-
HOCTM JJMarHOCTMKM BapuaHTHOI ¢opmbl [IBX/AUT
¢ ucnonb3oBanueM [lapuKCKUX KpUTepueB HeobXo-
AVIMO PacCMOTPeThb CHYKEHMe IIOPOrOBOr0 3HaUYeHN A
IgG ¢ 2,0 mo 1,3 BT'H [64].

CornacHo pekoMeHpanuam EBpomneiickoro obmectsa
IO M3y4YeHMI0 3aboneBaHuUIT mevyeHy u bpurancko-
ro obmuiecTBa TaCTPOIHTEPONIOTOB, BCeM Mal[MeHTaM
c mopfo3peHneM Ha BapuaHTHYI0 popmy IIBX/AUT
He0OXO[MMO BBIIONHATh IYHKIMOHHYI 6MONICKIO
nedenu [3, 65].

Y naumenTos, umeromux I1bX ¢ npusnakamu AUI,
oTMevaeTcs 6onee TsKenoe TedyeHue 3abomeBaHmA,
a TaK>Ke XyZJIIMe UCXOAbI, YeM Y JINL, UMEIOIUX TOMb-
ko I[IBX unu tonpko AVIT [66]. O6 3TOM CBUETENDCT-
BYIOT MCCIIefJOBaHM A, IPOEMOHCTPUPOBaBILeE Oolee
paHHee pa3sBUTHE NOPTAJbHOI IMIEPTEH3UN, TeKOM-
HeHCHPOBAHHOTO LUppo3a, omee YacTyw HOTpeb-
HOCTb B TPAHCIIAHTAL[MN [IeYeHU U 60Jiee BHICOKYIO
CMEepTHOCTD Ipu Hajauyuu y 6onbHbix IIBX npusHa-
xoB AUT [52, 67].

bonbubie IIBX ¢ nmpusnakamu AWUI HyXpaoTca
B 0COO0OM TepalleBTMYeCKOM IMoOfXofde. B kauecTBe
mononHuTenbHol Tepanuyu K YAXK nay HadanbHOM
KOMOMHMpPOBaHHON Tepanunu BMecre ¢ YIXK Takum
HmanyeHTaM peKOMEHJyeTCs Ha3HadeHUe NMMYHoje-
HpPeccaHTOB: KOPTUKOCTEPOUOB (C a3aTUOIPIHOM
unu 6e3 Hero), MuKodeHonata MopeTumn, LUKIOCIO-
PUH, TaKponuMyc [2, 68, 69].

HecmoTpsa Ha TO 4TO, IO JaHHBIM HEKOTOPBIX MC-
C/lIefOBaHMII, Y HAIMEHTOB C BapMaHTHOW GopMoit

[acTpo3HTeponorus

IIBX/AWUT nHabniomancsa Xy[IIui OTBEeT Ha KOM-
6unnposannyo Tepanuo YJIXK um mmMMmyHOCY-
IpeccopaMy, a Tak)Xe 60jiee BBICOKVE TEeMIIBI IIPO-
rpeccupoBaHus 3a607eBaHNUs, YeM Y MALlMEHTOB
tonbko ¢ AVIT unm tonbko ¢ IIBX, npumeHeHne
KOMOMHMPOBAHHO TePanuyu MOXXET 3HAYNTENb-
HO IOBBICUTb 3¢ PEeKTUBHOCTD Je4eHNUs Yy TaKUX
nauueHTos [70-72].

AMA-M2-no3utusHblii 16X 6e3 cungpoma xonecrasa

Kpome onmcannbix Bpime gopm II1BX, cnenmanu-
CTaMU BBIieNIsIeTCs 0c060e KIMHUYIECKOe COCTOs-
Hye - AMA-I03UTUBHOCTD 6€3 CHHAPOMA X0/IecTasa.
TouyHasa pacnpoCTpaHEHHOCTDb, KIMHUYECKME XapaK-
TEPUCTUKY U MPOTHO3BI MAIIMEHTOB C BbIABICHHBIMMU
AMA, HO 6€3 KIMHUKO-TabOPaTOPHBIX HPU3HAKOB
XoJjlecTa3a aKTUBHO M3YYaIOTCA y>XXe HeCKOIbKO Je-
CATUIETUIA.

NsonuposanHoe nosbimeHne AMA-M2 npu oTcyT-
CTBUM CHHJPOMa XOJIeCTasa ¥ KIMHMYECKN 3Ha4u-
MOro 3a00/IeBaHIA IT€YEHM, 10 HEKOTOPBIM JaHHBIM,
BcTpevaercsa y 0,5-0,64% manuenTtos [21, 73].

B HacTos1lee BpeMA HeT eIMHOIO0 MHEHUS IO MOBO-
Iy KIMHUYIECKON TPAKTOBKM BhisiBNeHUsA AMA-M2
y 6eccuMnToMHBIX manueHToB. Hapsgy ¢ Toukoii spe-
HJA O HAMMYUM Y TAaKMX HALVEHTOB JOKINHNYIECKOMN
craguu I1BX cymecTByeT MHEHME O «3T0POBOM HOCH-
TebCTBE» AHTUTEIL.

ITo maHHBIM pAfa UccaefoBaHuiL, Hanuune AMA-M2
y mu1, ¢ HopManbHbIM ypoBHeM HI® conpsikeHo ¢ HU3-
kuM puckoM pa3sutus I1BX, uTo cTaBUT IOA COMHe-
HJe BEPOATHOCTDb CYILIeCTBOBAHMUA NOKIMHNYECKON
craguu I1BX [74, 75].

IIpu sTom usBecTHo, 40 AMA-M2 MOTyT HUPKY-
ANPOBATh B CBIBOPOTKE KPOBM 33 MECAIBI U JaKe
roAbl O KIMHUKO-1abopaTopHOIl MaHUpecTalum
ITBX [76].

OmHO M3 HmepBBIX LOATOCPOYHBIX HaOMIOMEHUIT 3a
AMA-IOSUTUBHBIMM HaLMeHTaMu 6e3 xomecTrasa
MOTBEPA /IO TUTIOTE3Y O TOM, YTO BbIsABIeHMe AMA-
M2 B OMarHOCTMYECKOM TUTpe y MalMeHTOB 6e3
APYIUX XapaKTepHbIX IPU3HAKOB 3a00mMeBaHMA AB-
nseTcs paHHel, JoknnHndeckoln craguein IIBX. Ilpn
fanpHeleM HabmoOfeHNN B OONBUINHCTBE CIydaeB
y 9TUX IAlMEeHTOB pasBMJIACh Klaccudeckasa ¢popma
I1BX [75, 77].

[Mo-Bungumomy, AMA-03UTUBHOCTD Oe3 Xo/mecTasa
He MPoCTO 6e306MAHBIIT TabopaTOPHBIT HeHOMEH.

B 2021 r. B l]Betiriapum 661710 Oy6/IMKOBAHO MCCIIe-
moBaHUe, B KoTopoM ydacTBoBanu 30 AMA-M2-no-
TOKUTENIbHBIX MAllMEeHTOB C HOPMAaJIbHbIM YPOBHEM
1D, y 80% 13 KOTOPBIX OBINM BBISABIEHDI TUCTONOTHU-
yeckue npusHaku [16X [78].

Ham co6CTBeHHBINI ONBIT TaKXXe IMOATBEPXK/AET,
4YTO Y HEKOTOpbIX AMA-NIO3UTUBHBIX NAIJ€HTOB,
OTHOCAILMXCA K TPYIIIle PUCKA, HECMOTPS Ha OTCYT-
CTBME KIMHUYEeCKUX TPOABIEHUI U X0IecTasa, npu
TMCTONMOTMYECKOM MCCAeNOBAaHMM TKAaHM IeYeHMU
MOTYT OBITH BBIABICHBI M3MEHEHM A, XapaKTepHbIe
mns IIBX [79].
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Od4eBUAHO, CMHAPOM XO/IeCTa3a He BCeTAa ABIACTCA
00s13aTeIbHBIM ycaoBUeM Aid fAuarHoctuku I1BX.
OpHako TONbKO BblsABIeHUss AMA-M2 6e3 mposefe-
HMS IYHKUVOHHOM GMOICUY TTe9eHY HeJOCTATOYHO
IS IOCTAHOBKM AMarHosa. JJMHaMUYIeCKMUII KOHT-
ponb 1a60paTOPHBIX MOKa3aTenelt He0OXOANM IIPU
BblABIeHUM AMA-M2 y nanueHToOB 6€3 fPyTuX KIu-
HMKo-nmabopaTopHbix npusHakoB II1BX, a pemenne
BOIIPOCa O MPOBEREHNM OMOIICUY TIeYeH! MPefCTaB-
JseTCA ONPaBJAHHBIM Y NAl[MeHTOB, HAXOMALIMXCA
B TpyIlIle pUCKa HaHHOTrO 3abonmeBaHUA (KEHCKMUI
II0JI, CPeJIHUI BO3PacCT, Ha/In4uMe JPYTUX ayTOUMMYH-
HBIX 3a00/1eBaHMI).

MBX ¢ npu3Hakamu nepBUYHOTrO
cknepo3upyiowiero xonaruta (MCX)

Hannas ¢opma IIBX BcTpedaeTcss MCKIIOYUTENBHO
pefKo, B IUTepaType IOKa onucaHo MeHee 10 Takux
cnygaes [29]. OToT BapuMaHT mpefcTaBiaseT coboil
CUHIPOM C KJIMHUYECKMMU U Ta6OpaTOPHBIMU IPU-
3HakaMmu kak IIBX, tak u IICX, BkII0O4asa BapMaHT
IICX c nopa>xeHMeM MeIKMX IPOTOKOB. B cBA3M c He-
IOCTaTOYHBIM KOIMYECTBOM JaHHBIX CYIlleCTBOBaHNE
aroit popmbl 3abomeBaHm Bee ele obcyxpaercs [80].

3aKnioueHue

Pasnoo6pasme xknumuudeckux ¢opm IIBX moxer
BBI3BIBATh TPYAHOCTM B IIOCTaHOBKE JMarHoO3a.
AMA-M2-HeraTUBHBIN BapMaHT MOXeT paccMaTpu-
BaTbcA Kak ocobas ¢popma IIBX. PesynbraTsl npose-
HEeHHBIX MCCIeJOBAHNI JeMOHCTPUPYIOT, YTO KJIN-
HUKO-TabopaTOpHas M TUCTONOTMYECKAass KapTUHA
3abo/meBaHNUs He MMeeT CYI[eCTBEHHBIX pa3nnyunil
¢ AMA-M2-ntosutusubiM I1BX, a TsaxecTh TeueHUs
3a60/IeBaHNMs ¥ 9aCTOTA OCIOKHEHUI HYXJAITCS
B panbHeiteM nsydennuu. [IBX/AVUT - naubomnee pac-

Nutepatypa

InpocTpaHeHHasA ¢popMa Cpefu CUHAPOMOB ayTOUM-
MYHHOTO IIepeKpecTa, KOTopas BCTpedYaeTcs MOUYTH
y 10% Bspocnbix manuentos ¢ [IBX unn AUT. Y nun
¢ BapuaHTHoI1 ¢popmoit IIBX/AUT 6e3 cBoeBpeMeHHO
HavaToll Tepanuyu 3aboneBaHme, KaK IPaBUIO, OBICT-
po mporpeccupyer Ao CTafuu ONUppo3a medeHu. [
JIe4eHM A TAaKVX allMeHTOB OOBIYHO IPUMEHAEeTCA CO-
gyeTaHue npenaparos Y JXK c uMMyHOCynpeccuBHOM
Teparnueil, HO Ha MO3HUX CTafNsIX 3a00eBaHM Tpe-
6yeTcst TpaHCIIAHTAaLus edeHU. V3onupoBaHHasN
AMA-M2-1103UTUBHOCTDb — 9TO COCTOsAHME, KOTOpPOE
HYXX/laeTCA B JJOIONTHUTENbHOM M3YUYEHUN C IIe/IbI0
YTOUYHEHUA €ro KIMHMYECKON CyTH, paspaboTKu pa-
L[MOHAJIBHOTO MOAXONa K AMAaTHOCTUKE U JIeYeHNIO
MaIeHTOB.

Couetanue I1BX ¢ I[ICX aBnsAeTCA UCKIIOYNTETBHO
PeKIM COCTOSIHMEM U Ha CeTO[ HAIIHNI IeHb B MUpe
He CYI[eCTBYeT JOCTaTOYHOTO KONN4ecTB 3¢ PeKTuB-
HBIX MCCIeOBaHNI, KOTOpble MOTTU OBl CTY>XUTh
OCHOBOII [I/Is1 COOTBETCTBYIOLINX PEKOMEH/ALNIl IO
06CemoBaHMIO, IEYEHNIO M HAOTIOMEH IO TTAIIIEHTOB
¢ sapuanToM IIBX/TICX.

Takum o6pasoM, MsydeHMe PacIpOCTPAHEHHOCTHU
pasnnunabix ¢popm IIBX, yrouHeHMe UX KIMHUKO-
1abopaTOpHBIX 0COOEHHOCTEN IMEET CYLeCTBEHHOE
Hay4YHOe M NpaKTUIecKoe 3HaYeHMe I IIPOTHO3M-
pPOBaHMA TEYEHUS U MCXOA0B 3aboneBaHusA. PaHHAA
AMAarHOCTUKa aTunu4HbIX popM [1BX sBiseTcs cepp-
€3HBIM BBI3OBOM [I/Is1 Bpaya I MMeeT 0coboe 3HaUeHue,
IIOCKO/IbKY TO/BKO CBOEBPEMEHHOE HAavajI0 Tepalnm
MOJKeT 3aMeJj/IUTh IIporpeccupoBaHye 3a60neBaHuA
¥ TIOBLICUTD BBIXKMBAEMOCTD IIALMEHTOB.
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(linical and Laboratory Features of Basic Forms of Primary Biliary Cholangitis

E.A. Sokolova, S.N. Batskikh, PhD, E.V. Vinnitskaya, PhD, Prof.
A.S. Loginov Moscow Clinical Scientific Center

Contact person: Elizaveta A. Sokolova, elizaveta-orlova@yandex.ru

Primary biliary cholangitis (PBC) is a chronic, slowly progressing autoimmune liver disease of unknown
etiology which is characterized by the presence of antimitochondrial antibodies (AMA), non-purulent
destructive cholangitis and cholestasis naturally leading to biliary cirrhosis. PBC is considered to be a rare
disease affecting mainly middle-aged women. However, in the recent years, there has been a significant
increase in BPC incidence and prevalence worldwide, including males and young people. In addition

to the classic AMA-positive PBC, there are other (special) forms of the disease: AMA-M2-negative PBC,

PBC with signs of autoimmune hepatitis (AIH), PBC with signs of primary sclerosing cholangitis and
isolated AMA-M2-positivity (with the absence of other clinical and laboratory markers of the disease).

The exact prevalence level of PBC specific forms is unknown. It is assumed that some of disease variants may
have more severe course and worse clinical outcomes. The research on the prevalence of PBC special forms
and clarification of their clinical and laboratory features are of significant scientific and practical importance
for assessing the disease course, prognosis and outcomes. Early diagnosis of PBC special forms is a serious
challenge and an important task for a physician, since timely initiation

of treatment can slow the disease progress and improve patient survival.

Keywords: primary biliary cholangitis, antimitochondrial antibodies, AMA-M2, autoimmune hepatitis,
cholestasis
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