OPUTUHAJIbHBIE CTATbU
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CoueTaHwie annactuyeckoi aHemum (AA) ¢ Apyrumu ayTouMMyHHbIMK 3abonesaqusamm (A3) BcTpedaetcs
PEenKo ¥ A0 KOHLA He n3yyeHo. [poBeAeH aHanus nutepaTypbl, NpeacTaBneHbl COBCTBEHHbIE AaHHbIe 0
yacToTe BCTpeYaeMocTu u ucxopax A3 B coueTaHum ¢ AA v pe3ynbTaTbl MeyeHus conyTcTayowmx A3
B PETPOCMEKTVBHOM OFHOLIEHTPOBOM MccnenoBaHum 370 nauueHToB ¢ AA, koTopble Haxogunucb B POKB
1 HMUL| peTckoi remMaTonorum, OHKOMOrMm u UMMyHoorum uM. iIMutpua Porauesa Munsapasa Poccun
B 1996-2014 ropax 1 nosydyanu uMMyHocynpeccusHyio Tepanuio (UCT) (296) unm TpaHcnnaqTaumio
reMonoaTnyecknx cTeonosbix knetok (TFCK) (74) ¢ MeaunaHoi nepuona HabriogeHns 7 net
(0,518 neT). Knunnueckue nposenenns A3 Habnionanuct y 10 us 370 (2,7%) naumeHTos. Bospact
Ha MOMEHT AMarHoCTMKM AA Bbini cxonHbiM y naumenTos ¢ A3 n 6es Hero (Meanana — 10,9 v 10 net
COOTBETCTBEHHO; p > 0,05). Y 3 naumeHToB, KOTOpbIM AnarHo3 A3 Bbifl yCTaHOBIEH [0 Havyasa feyeHus
AA, OTBET Ha @HTUTUMOLMTAPHBIN ro6YIUH Bbifl LOCTUrHYT CO CTOPOHbI AA (y 2 M3 3 maumeHToB), HO
He BoCTUrHyT co cTopoHbl A3 (0 13 3). Y 7 naumenTos ¢ febiotoM A3 nocsie Tepanuu nepsoi nuHUKM
no nosofy AA MeamaHa BpeMeHu [0 passutua A3 cocTasuna 6 mec. (2 mec.—13,4 roga). Oteet AA
Ha aHTUTUMOLMTApPHBbIM rnobynuH Bbin LOCTUrHYT y Beex naumeHToB (7 us 7), ogHako neuexve A3
OKa3asoch ycnewHbiM nuwb y 43% (3 ns 7). Coyetanune AA v A3 y feTeit HabniogaeTcs oueHb Peako.
B 6onbwmHcTBe cnyvaeB VCT Bbina acbdrekTnBHa B OTHOLEHUM AA, 0fHaKO He BNMANa Ha UCXOL
conyTcTaytowlero A3.

KnioueBble cnoBsa: anactmyeckas aHeMus, ayTOMMMyHHble 3abosieBaHus,

UMMYyHOCYrNpeccuBHasi Tepanus, AeTu.

Autoimmune diseases in children with acquired aplastic anemia

0.V. Goronkoval, LI. Kalininal, T.Yu. Salimova?l, E.V. Suntsova?!, U.N. Petrova?,
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The association of aplastic anemia (AA) with other autoimmune diseases (AID) is rarely described and so far not systematically
evaluated. We have analysed the literature data and present our own experience. We assessed the incidence and the outcome
of concomitant AID in a retrospective, single-center study of 370 patients with AA treated between 1996 and 2014 with either
immunosuppression (296) or hematopoietic stem cell transplantation (74) and a median follow-up time of 7 years (0.5-18).
Results: Clinically manifest AID were observed in 10 out of 370 (2.7%) patients. Age at diagnosis of AA was similar in patients
without AID compared to patients with AID (median, 10,9 versus 10 years; p >0.05). In 3 patients where the diagnosis of AID
was done before AA therapy, response to antithymocyte globulin was good for AA (2 out of 3) but not for AID (0 out of 3).
In 7 patients in which AID occurred after first-line therapy, the median time to the AID was 6 months (range 2 months-13.4
years). Response to antithymocyte globulin was good for AA (7 out of 7), but treatment of AID was successful in 43% (3 out of 7)
patients. Conclusions: The association of AA with AID in children is very rare. Most cases of AA in association with AID benefitted
from IST, but IST was not influence to outcome of concomitant AID.

Key words: aplastic anemia, autoimmune diseases, immunosuppressive therapy, children.
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puobpeTeHHas annacTudeckas aHemus (MAA) —
WCKIIouMTENbHO pefkoe 3abonesaHve (B eBpo-
nevickomn nonynauun — 1-2 Ha 1 MIH skuTenew B
ron), KOTOPOE XapaKTepuayeTCsi MaHUMTOMEeHWelh B Co-
YETaHWN C PE3KO CHWKEHHOM KIIETOUHOCTLIO KOCTHOrO
mo3ra. 1o coBpemeHHbIM npepctaBnexusaMm, MAA — 310
ayTOMMMYHHbI CUHLPOM, OMOCPEAOBaHHbINA LIUTOTOKCH-
yeckuMmn T-NUMdoOLMTaMU, BEPOSITHO, CELMDUYHBIMY B
OTHOLLIEHWUM reMOMOSTUUECKUX CTBOSIOBbIX KIeToK [1, 2.
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pn 3TOM, B OTNNYME OT <«KIACCUYECKUX> ayTOUM-
MyHHbIX 3aboniesaHuit (A3), npu MAA BoCCTaHOBMEHMS
remMono3asa HeBO3MOXHO [JOCTWYb C MOMOLLbIO CTaHAapT-
HbIX MpernapaToB, HaMpPaBMEHHbIX Ha XPOHWYECKOE Mo-
[aBreHne CUHTe3a ayToaHTUTeS, — IIOKOKOPTUKOMAOB,
pUTyKCMMaba, aHTUMeTabonWTOB M aHTULIMTOKMHOBbIX
npenapaToB. HanpoTuB, CTOMKOE BOCCTaHOBIEHUE WU
3HAUMTENbHOE YMyYLUEHWE TeMono33a y MaUWEHTOB,
KOTOPbIM He MOXET BbITb NpoBefeHa annoreHHas Tl CK
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(anno-TICK), c BbICOKOI BEPOATHOCTLIO AOCTUrAETCH C
MOMOLLIbIO KOPOTKOI0 Kypca aHTUTUMOLMTapHOro rioby-
nuea (ATT) 1 «nopaepsKMBalOLLIE Tepanuu> LMKIIOCMO-
puroMm A (LicA) [3, 4].

CouetaHue MAA c knaccuueckumm A3 BCTpeyaeTcs
LOBOMbHO PEOKO: Y B3POCHbIX OMUCaHbl KIMHUYECKUE
cnyyan coyeTaHuss AA C CUCTEMHOW KpacHOW BOSYaH-
KO, pPeBMaTOMOHbIM apTPUTOM, ayTOMMMYHHbBIM TUPEO-
noutoMm [5, 6]. Y nmeTeit Takoe codeTaHue BCTpeyaeTcs
eLle pexe, B nuTepaType OnucaHbl MUlb eAMHUYHbIE
KIMHWYECKMe cryyam coyetanus AA ¢ uenuakmeit [7-9].

B 2010 rogmy S. Cesaro u coast. onybrnukoBamu
pe3ynbTaTbl PETPOCMEKTUBHOrO uccnenoBaHus Espo-
neiickoit rpynnsl no TIFCK (EBMT) no BcTpeyaeMocTu
1 TeyeHwio npepecTsoBaBlumnx A3 y naumeHToB ¢ [1AA
[10]. Mpu anammusze 1251 naumeHTa w3 18 esponeii-
CKMX LEHTPOB y 50 (22 — MysKUMHbI U 28 — SKEHLLIMHbI)
BbisiBnieHo coyetanune MNAA n A3, uto coctaBnseT 4%.
MepmaHa Bo3pacTa Ha MOMEHT OMarHocTukn A3 —
46 net, a Ha MoMeHT guarHocTukn AA — 51 rog. WH-
dopMaums o neyeHun MAA bbina foctynHa y 49 naum-
EHTOB: 38 M3 HKX MoJTyYasim TOSIbKO MMMYHOCYMNPEeCcCUB-
Hyto Tepanuio (MCT); 8 naumeHTam BbinosiHeHa TICK.
Mpu MepmaHe Habmoperusa 3,19 roga 6biu skuBbl 32 13
50 naumneHTOB, BKIIoYas 7 U3 8 NauMeHTOB, NOJTyYMBLLIMX
TrCK. Tonbko 6 13 32 nauMeHTOB Ha MOMEHT nocneg-
HEro KoHTakTa npopofikanu nonyyats VICT no nosoay
AA. TakuM oBpasoM, pesynbTaTbl Kak TpaHCNaHTaumu,
Tak n ACT He oTnmnyanucb OT TaKoBbIX Yy NauneHToB bes
npenwecTByowmx A3, a BnusHue UCT Ha TeueHue ca-
Mux A3 He MOrmo bbITb OLLEHEHO B CBSA3U C OTCYTCTBUEM
OaHHbIX.

B 2009 rony B »ypHane «Annals of hematology»
Bbinn onybnmkoBaHbl pe3ynbTaTbl OQHOLEHTPOBOrO UC-
CrnenoBaHus, B KOTopoe bbino BkMloyeHo 243 nauueHTa
c MAA 3a nepuwop ¢ 1974 no 2006 rog. U3 Hux y 24 na-
LIMEHTOB Ha MPOTSKEHUMN MX KU3HM Habnoganock eLe u
A3 [11].

B KauecTBe Tepanuu NepBOW JMHUM MaUMEHTbl B
BospacTe fo 40 net ¢ MAA nonyyanu anno-TICK ot
MAEHTUYHOrO AOHOPa MpY ero HanMuuu, BCe OCTanbHbIe
— ATl »n UcA. CnneHsKTOMMIO NPOBOAMIM NaUMeHTaM
Mpu OTCYTCTBUM OTBETa Ha Kypc ATl (oTBET oueHvBanu
uepes 3 MeC.) unu Npu passBuTUM peumausa 3abonesa-
HWs. BocbMK nauneHTaM u3 rpynnbl coveTanus MAA u
A3 bbina BbINOSIHEHA CMMEH3KTOMMUSA, OBYM — B CBSI3U C
namonaTnyeckom TpomboumuToneHmen.

TakuM obpasom, y 24 naumneHTos (10% oT Bceit rpyn-
Mbl) Ha MPOTAMEHUM UX MU3HM, MoMuMo MAA, passBuoch
A3. MenuaHa Bo3pacTa naumneHToB B rpynne MNAA cocTa-
suna 20 net (o1 1 no 80 neT), a B rpynne ¢ A3/MAA —
52 ropa (oT 9 mo 75 nert) (p = 0,001). AnarHos conyT-
cTeylowmnx A3 ycTaHaBnMBanIm B COOTBETCTBUM C MENK-
[YHapOAHbIMU AMArHOCTUYECKUMM KpuTepuamm [12-18].
Y 13 naumeHToB A3 pa3Bwuiocb OO0 Hauvana AA, a y

11 - nocne nposepeHus Tepanuu no nosogy [1AA.
Y 4 naumeHTOB bbIMO OTMeuyeHo Bonee ogHoro A3.
Y pBowvx n3 aTux 4 naumeHToB ogHo A3 npepllecTBoBa-
10 Pa3BUTUIO anna3unn KPOBETBOPEHUS, @ BTOPOE U faxe
TpeTbe pasBUIoCh YKe Mocre NPOBEfEHNs Kypca KOM-
BuHuposaHHon UCT.

Bcero y 24 6onbHbix 6bINI0  3aperMcTpupoBaHO
16 pasnuunbix Bupos n 30 «anu3ogos> A3. Hanbonee
yacTo HabniofanMcb ayTOMMMYHHbIA FacTpuUT U ayToOUM-
MYHHbI TUPEOUAUT (Kamabiii — y 6 MaLMeHTOB); TaKske
Bbinn npencTaBneHbl caxapHbli auabeT 1-ro Tuna, 30-
3MHOOUMBHBIN  PACLMUT, XPOHUYECKUIA  I0BEHUIIbHbIV
nonMapTpuT, ncopuas, cuHapom LllerpeHa, nMMyHHas
TPOMOOLMTONEHNS, CUCTEMHDBIN BACKYNUT, I3BEHHbIA KO-
T u cuHapoM MnneHa—bappe. U3 24 naumeHToB TONbKO
yeTBepo bbinn Mnagwe 18 net; y ogHoro pebeHka A3
npeaLIecTBOBano pasBuTUIO ansasuu, y Tpex AeTen pas-
BUMOCH nocne Tepanuu ATT .

MegunaHa wHTepBana OT MOMEHTa BO3HVKHOBE-
Hus A3 no paseutusa MAA coctasuna 40 mec. (ot 0 go
259 mec.), 10 us 13 nauueHTOB Mosyyanu creumdu-
yeckylo Tepanuio A3. Y ogHoro 60f1bHOro ¢ CUHAPOMOM
MineHa—bappe k MoMeHTy pa3suTus MAA ysxke bbina no-
CTUrHyTa pemuccus. locne nposenenusi neyenus ATl y
OByX BonbHbIX NonyyeHa pemuccus nx A3, a'y 10 Teve-
Hue A3 ocTaBanoch be3 u3MeHeHun. BepoaTHoCcTb oTBe-
Ta [MAA Ha UCT He otnnyanack ot rpynnbl MAA 6e3 A3.

M3 57 naumeHToB, KOTOPbIE B KayecTBe MEpPBON Nn-
Hum Tepanum nonyumnu TICK, y nBoux 0TMeuYeHo passu-
Tne A3. Y ogHoro BonbHoro uepes 9 mec. nocne TICK
pasBuracb MpMonaTuyeckas TpombouuToneHus, mno-
TpeboBaBLUas NPOBENEHNS CMIIEHIKTOMUK, @ y BTOPOro
6onbHoro nocne Heynaum T CK 1 BoccTaHOBNEHNA CO6-
CTBEHHOr0 reMornoasa yepes 21 Mec. passuncs and-
dhby3HbIVi TOKCHUYeCKkui 306, noTpeboBaBLLM MPOBEAEHUS
paguononTepanum.

Takum 0bpasomM, oyeBnaHO, UTo Hanmnume A3 po fe-
6ioTa AA He okasblBaeT BNWAHMS Ha 3PGIEKTUBHOCTD
natoreHeTuyeckon Tepanuu, 6yab 1o TICK wnnn UCT.
B T0 ke BpeMsi uMeloLLMeCH faHHbIE He MO3BOMAIT che-
naTb OfHO3HAYHbIX BbIBOAOB HW O TOM, BCTPEYaloTcs nu
A3 valle y naumeHToB ¢ AA, HY 0 BNUsiHUM cneundnye-
cKov Tepanum AA Ha TeueHue 1 ncxop A3.

MATEPUAJbI U METO[1bl UCCJIELOBAHUA

B nccneposanme Boinm BrmioveHsbl 370 petei ¢ MAA,
rOCMMUTanM3npoBaHHbIX B POCCUIACKYID BETCKyl Kiu-
HUYeckylo borbHMLy Munagpasa Poccum (1996-2011
rogbl) 1 HMUL, neTckol reMaTonorum, OHKOMOrMn 1 M-
MyHonoruv uMm. [iMmutpus Porauesa MuHapgpasa Poccum
(c svBapsa 2012 no centsbpb 2014 ropa), sapeructpu-
poBaHHbIX B Ha3e faHHbIX OTAENeHUs AEeTCKOM reMaTo-
noruun/oHkonorun HMULL AFOW um. OMutpus Porauesa.
[unarHos «AA» 1 cTeneHb TAKECTV ONpeaensnun cornac-
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FemaTonormus

Tabnuua 1

CpaBHUTeNbHaA XxapaKTepUCTUKa BCEX NaLMUEHTOB
c npuobpeTeHHON anacTMUeCcKoW aHeMUen

M NauMUeHTOB C coyeTaHueM npmobpeTeHHoM
annacTUYecKoin aHeMUn M ayTOMMMYHHOTI O
3abonesaHus

exasarene P TAA T dhAA A3
Yucno naumeHToB 370 10
MenauaHa Bo3pacTa, rofb! 10,9 (0,9-18,9) 10 (3-15)
MenvaHa HabmoaeHus, rofpl 6,7 (0,5-18) 7,2 (1,5-18)
[leBOUKM : ManbuMKK 174 : 206 Bk
CeepxTsiskenas MAA 239 7
Taxkenas MAA 115 3
Hetsxenas MAA 16 0
ATT + LIcA 285 8
Moto LicA 11 0
TrcK 74 2
Tepanus BTOPOW NMHNK 142 5
MoctrenatutHas MAA 56 (15%) 1 (10%)
(I'ﬁgleyagc))rmqecmﬁ oTBeT 312 (84%) 8
YKuBbl, % 310 (84%) 10

[Mpumeyarne. TICK — TpaHCnnaHTaums remMonoSTUYECKWX CTBOSIOBbLIX Kie-
Tok; [MAA — npuobpeteHHas annacTuyeckas aHemusi; MO — MoOnHbIA OTBET,;
4O — vacTnuHbI 0TBET; A3 — ayTOMMMyHHOE 3abonesarwe; ATl — aHTUTUMoLMTap-
HbI FoBynnH; LICA — umknocnopuH A.

Tabnuua 2

HO MeMOyHapoOHoOM Knaccudpukaumm Camitta [19].
CooTHoLLeHWe No Mory, MedvaHa Bo3pacTa 1 Habrioge-
HUS, @ Takke cTeneHb TaxecTn NAA Ha MOMEHT ycTa-
HOBMEHWS AMarHo3a npencTaBneHsl B Tabumye 1.

B kauecTBe Tepanuun nepBoi NuMHWM 74 naumeHTam
Bbina BoinonHeHa anno-TICK, 285 nauveHToB nonyun-
v rypc UCT (AT n LcA) u 11 nauneHToB — MOHOTE-
panuio LIcA. CniieHSKTOMUIO He BbIMOMHSMN HU OLHOMY
BonbHoMy.

Tepanuio BTOpOM nNuHUM nonyumnu 142 naumenTa,
Yy KOTOpbIX OTCYTCTBOBan oTBeT Ha nepsbin Kypc UCT
nmbo Bbin 3apervcTpvpoBaH peuuauB 3aborneBaHus.
B kauecTBe Tepanuu BTOpPOW NUHUM BONBLUMHCTBO Na-
unentoB (127 ns 139) nonyunnu noBTopHbIR Kypc ATE
+ LcA, gBa naumeHTa — anemtysymab, oouH naumeHT —
dhnynapabuH.

Mpynny coyeTanus MAA ¢ A3 coctasunm 10 (2,7%)
yenoBek; 06LLME XapaKTepUCTMKM MNaUMEHTOB [LaH-
HOW rpynnbl NpencTaBneHbl B Tabsmue 2. [lnarHos co-
nytcTBytowlero A3 Bbin yCTAHOBMEH B COOTBETCTBUM
C MEeXOyHapOoAHbIMU [OMArHOCTUYECKUMU KPUTEpPUSIMU
[14-17].

Hanbonee yacTto Habniopanucb ayTOMMMyHHas re-
MOMMTUYECKas aHemusa (2 naumeHTa), ayTOMMMYHHbI
TvpeonanT (2 naumenTa) n anoneuws (2 nauueHTa).

Y 3 naumeHToB A3 npepLlecTBoBasno passuTumio NMAA
(rabrmuya 2). MemmaHa uHTepBana OT MOMEHTa BO3-
HUKHOBeHMA A3 po passutusa [1AA cocTtasuna 12 mec.
(6—60 Mec.). Y ofHOM NaLMEHTKM ayTOMMMYHHbIN TUpe-
OVIOMT COXPAHANCS, HECMOTPS Ha MPOBELEHVE UMMY-
HocynpeccuBHoW Tepanuu MAA 1 DOCTVKEHWE MOSTHOMO

XapaKkTepuCTUKM NaLUeHTOB C coyeTaHUeM npuobpeTeHHOM annacTUYeCKON aHEeMUM

M ayTOMMMYHHOro 3aboneBaHus

Ne AyToMMMyHHOe 3aboneBaHue n }\4 :I:g?:l’;c' Teﬁ:;”ﬂ Te'jf; A MI"I:I):?-\A WX(?? &

1 AWM Tupeouput 12 po NAA MoHo LicA L-TMpPOKCUH o CoxpaHsieTcst
2 [lcopuas 60 po MAA ATl + LicA Ne 2, anemty3ymab Het 4o YnyJwiexve
3 lffr%y?::fm”“b'n T 6 10 MAA ATT + LicA Ne 2, anno-TICK Weynun no CoxparsieTca
4 Anoneuus 17 nocne ATl ATl + LicA MecTHas Mno CoxpaHsietcs
5  AUM Tupeonput 161 nocne ATl ATl + LicA Het 0o CoxpaHsieTcs
6 AM remonuTMyeckas aHemus 2 nocne ATl AT + LicA 'KC, BBUI, putykcumab (Mabrepa) 10 Pemuccus
7 lOBeHUNbHbI peBMaTOMAHbIN apTpUT 5 nocne ATl ATl + LicA HMNBC, nHdpnmnkcumab necbnyHomuy, no CoxpaHsetcs
8  AMM reMonuTUueckas aHemus 6 nocne ATl ATl + LicA Ne 2, TFCK BBUI no Pemuccus
9 Anoneums 6 nocne ATl 1 AT + LIcA Ne 2 MecTHasn 4o CoxpaHsieTcs
i | SRS 18 nocne TICK Anno-TrCK rKC no Pemuccus

(c HedppoTHUECKIM CHHAPOMOM)

lpumeyarne: AVIM — ayTonMMyHHbI; TAA — nprobpeTeHHas annacTuyeckas aHemus; ATI — aHTUTUMOUNMTapPHbIA rNoBynuH; TICK — TpaHCcnnaHTaums reMonosTMYeCcKmx
CTBONOBbLIX KNETOK; A3 — ayTouMMyHHOoe 3abonesanue; LICA — umknocnopuH A; TKC — rniokokopTrikocTepounabl; BBUIM — BHyTprBeHHbI MMyHOrnobynuH; HIMBC — HecTe-
povaHbIe NPOTUBOBOCMANUTENbHble CcpencTea; Y0 — yacTuyHbli oTBeT; 10 — NOMHbIN OTBET.
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reMaTonorMyeckoro oTeeTa. Y Apyroro nauueHTa otmMe-
YEHO YNyYLLEHWe TeYeHWsi Mcopuasa nocsie NpoBefeHus
OBYX KypcoB MMMyHocynpeccuHon Tepanun AT +LCA,
OfHAKO OTBETA CO CTOPOHbI MOKa3aTenen remMonoasa He
BbIno; yacTUuHbIA oTBeT (Y0) Bbin NomyyeH ToMbKO Mo-
Cne npoBefeHus Tepanuu anemTysyMaboMm. Y TpeTben
MaUMEHTKN C MHCYNMH3aBMCHMMBIM CaxapHbiM AnabeTom
1-ro Tvna nocne nposeneHns OByx Kypcos ATI+LIcA u
anno-TrCK oT HepoACTBEHHOrO AOHOPa Bbll LOCTUMHYT
nonHbin oteet (M0) co cTopoHbl MAA, ogHako auabet
1-ro Tvna coxpaHseTtca. TakuM obpasoM, y ABYX U3 Tpex
naumeHToB nocne nposeneHus 1-3 kypcos UCT n TICK
OOCTUIHYT reMaTosIorMyecknin OTBET CO CTOPOHbI [1AA,
OQHaKO PeMUccusi Co CTOPOHbI A3 He BOCTUIHYTa.

Y 7 nauneHToB pasnuuHble A3 pasBunUCh Yxke
nocne nposefeHnsa ATI u noTtpebosann HasHayeHus
cneundomnyeckon Tepanum y 6 BonbHbIX. MeanaHa Bpe-
MeHu oT pebioTa MNAA po passutus A3 cocTasuna 6 Mec.
(0T 200 161 Mec.). Y aTuX naLMEHTOB Ha AAHHbIN MOMEHT
3aperncTpMpoBaH reMaTosIorMYecKunin OTBET Ha Tepanuio
MAA: y 6 naumeHtos — 0, y ogHoro — 4Y0. BapuaHTbl
Tepanuun MAA n A3 y 3Tux NaumMeHToB NpeacTaBieHbl B
Tabnmue 2. Pemucena A3 nonyyeHa y AByX NauMEHTOB C
AUTIA — y naumenTkm No 6 nmocne Tepanuv NpegHU30M0-
HOM, BHYTPUBEHHbIM MMMYHOITI00YSTMHOM M PUTYKCHMMa-
6om (Mabrtepa, Roche, LLseiuapus) u y naumeHTku N 8
nocne tepanuu BBUTI. Y naunenTkm Ne 10 yepes 18 mec.
nocne nposefeHuna anno-TICK passunca rnomepyno-
HedpuT € KnaccnyeckuM HeddpPOTUUYECKUM CUHOPOMOM,
Bbina nposefeHa Tepanus NPEOHW30SIOHOM C MOSHbIM
3hdeKToM. Y ocTanbHbIX 4 NauMeHToB NpusHaku A3 co-
XpaHATCA Npu MeauaHe nocnepyiowero HabnoaeHns
7,2 ropa (ot 1,5-18 neT).

YacToTa reMaTofiorMyeckoro oTBeTa Ha Tepanmio no
nosoay MAA (M0+40) 8 rpynne couetaHus MAA n A3 co-
ctasuna 80% (8 n3 10 naumeHToB), Torna Kak B obLueit
rpynne TAA 6e3 conyTcTBylowero A3 oHa cocTaBuia
84% (304 un3 360).

B rpynne couetanusa MAA n A3 Bce 10 naumeHToB B
HacTosLLee BpeMs sKuBbl. B 0bLLelt rpynne Bcex naumeH-
T0B uBbl 310 (84%) nauneHToB.

PE3YNbTATbI NCCINEAOBAHUA N UX OBCYXXAEHUE

[aHHble NuTepaTypbl CBUAETENLCTBYIOT O TOM, YTO Y
nauneHToB ¢ AA yacToTa pasBuTUA COMyTCTBYIOLLMX A3
[OCTaTOYHO BbICOKA (MO pasHbiM AaHHbIM, 0T 10 fo 25%
U BbllE) ¥ YBEIMUMBAETCA C BO3PACTOM MauMeHTa Ha
MOMeHT paseutus AA [11]. Tak, 6onee yeM y 25% nauu-
eHTOB C AA, y KOTOpPbIX AMarHo3 Obin yCTaHOBMEH B BO3-
pacTe cTapwe 50 neT, oTMeyeHo conyTcTylowee A3.
B uccnenosanuu A. Stalder v coaBT. yacToTa ConyTCTBY-
iowlero A3 cocTtasuna okono 10% (y 24 n3 243 nauneH-
TOB) npu MeamaHe BospacTa 20 net (o1 1 go 80 neT), a
COrMacHo HalUMM AaHHbIM, Y aeteil ¢ AA (MeamaHa BO3-

pacTa — 10,9 roga) oHa coctaensiet 2,7% (y 10 us 370),
YTO TaKsKe KOCBEHHO CBUOETENbCTBYET 00 yBEnMUeHum
YacToTbl conyTCTBYIOLMX A3 C BO3PaCTOM NaLMEHTOB Ha
MoMeHT febiota AA. YacToTa focTuskeHust oteeTa AA Ha
ATl y naumeHToB ¢ A3 1 6e3 Hero okasanacb CXOLHOM,
opHako otBeT A3 Ha ATl bbin HEYOOBNETBOPUTENBHBLIM
([10, 11] v cobcTBEHHbIE OaHHbIE).

AyTOMMMYyHHble 3abonieBaHus, pasBuBalOLLMECA Y
naumeHToB ¢ AA, UMENU HEKOTOPbIE OTAINYMA OT TaKo-
BbIX B 06LLer nonynaumu. Tak, no cpaBHEHMIO ¢ 0bLLen
nonynsuven, B koTopor A3 yalle BCTPEYaIOTCA Y sKeH-
wmH [20], B onucaHHOM BbiLe uccnenoBaHum A3 uatle
Habnioganucb y MyskumH — y 15 us 24 (62%), a no Ha-
LUMM [laHHbIM, A3 BCTPeYanuch y AeBOYEK M MaSIbUMKOB
C omMHakoBoit yacToTon (5 : 5).

OcHoBHbIMK conyTcTBYIOLWMMU A3 'y B3pOCHbIX BbIfn
ayTOMMMYHHbIA FacTpuUT U TupeouauT. Y OeTei B Ha-
LLIEM MCCNefoBaHWMM YaLle Habnojanucb ayToMMMYyHHas
reMOoNUTUYECKasi aHEMUS, anoneumns U ayTOMMMYHHbIN
TUpeouauT.

MpMHUMas BO BHUMMaHWe JOCTATOYHO YacToe coye-
TaHne AA 1 A3, BO3HMKaeT BOMPOC: CllyYyalHO Nn 3TO
coyeTaHvie, W MPEAnosioKEHNEe O BO3MOKHOM Hanuyum
06LLMX NaTOPM3NONOrNYECKUX MEXaHWN3MOB.

N3BecTHO, uTO NpuobpeTeHHas AA — 3TO ayTOUM-
MYHHOE HapyLleHWe, OCHOBHas porib B MaToreHese Ko-
TOPOro MPUHAANEMUT T-KMETOUHBIM WMMYHHbBIM Mexa-
Husmam [5, 6, 21, 22]. Y oTaenbHbIX NaLUMEHTOB UHOTAA
YOaeTCa YCTaHOBUTb CBA3b aHOMASIbHOrO0 WMMMYHHOIO
OTBETA C BUPYCHOMN MHADEKLMEN NMMBO C NeKapCTBEHHbIM
WM XMMUYECKUM BO3[ENCTBMEM, OfHAKO B BOMbLUMH-
cTBe cnyvaeB [1AA Tpurrep Afns 3TOM ayTOMMMYHHOM
peakuun 0CTaeTCst Hen3BeCTHbIM. ELLle MeHblUe faHHbIX
CYLLECTBYET O MexaHW3MaX, y4yacTBYIOLLMX B Pa3BUTUM
A3 B coueTanum c [AA.

Yto kacaetca noctrenatutHon AA, 6OnbLUMHCTBO
aBTOPOB CKIIOHAETCS K NEPBMYHOMY BUPYCHOMY NMOpaxe-
HWIO MeYeHN C MOCMEeRYIOLMM HapyLLeHNeM VMMYHHOM
perynauum, NPUBOAALLEN K NMOPaXXEHWMIO KOCTHOrO MO3ra
[23], xOTA «UNCTbIN> UMMYHHbIN FeHe3 renatnTa Takxe
obeykpaetca [24].

B pa3sutum kak MAA, Tak 1 A3 npMHUMaIOT yyacTue
MEexaHW3Mbl, ONOCPefoBaHHble T-KIeTKaMu, OfHaKo Cy-
LLIECTBYIOT @pryMEHTbI B MOJIb3Y Pa3NNYHbIX MEXaHN3MOB
pas3BuTus 3TMX 3aboneBaHunii: OoTCyTCTBME OTBETa A3 Y
NauMeHToB, OTBETUBLLMX HA MMMYHOCYMNPECCUBHYIO Te-
panuio MAA, a Takke TOT pakT, uyto MAA — T-kneTou-
Ho-onocpepoBaHHoe A3, Torfa Kak B pasBuTUMKM Honb-
LUMHCTBA conyTCTByOLMX A3 y4acTByIOT aHTUTENa.

Ponb rymopanbsHoro nmmyHuteta npu MAA po cux
Mop He sICHa, W yyacTBylOLUME B ayTOMMMYHHOM MpO-
Lecce ayTOaHTUrEHbl W KIETKU-MULLEHW TOYHO He
ycTaHoBfieHbl. C Lenblo BbIBMEHWS ayTOAHTUIeHOB
N KNeTOK-MULLEeHEN, YYaCTBYIOLMX B ayTOMMMYHHOM
npouecce npu MAA, M. Goto v coaBT. NpoBenu uccne-
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LOBaHWe, B KOTOPOM W3yyanu Hamnuuve ayToaHTUTen
W NOTeHUMamnbHble KIEeTKU-MULLEHW Y 23 NauMeHTOB C
MAA; B rpynny KOHTPOMS BOLUM MaLMEHTbl C MUeno-
OMCMNAaCcTUYECKUM CUHOPOMOM (MAOC), peBMaTonHbIM
apTputom (PA) u 3noposble [o6poBosibubl. B Kaue-
CTBE MWLLUEHEeW UCMOSIb30Banu KeTouHble MuHum K562
(remonoatnueckne Knetkn) u hTS-5 (cTpomarbHble
KMETKM KOCTHOrO Mosra) [25]. Bbifio mpomeMoHcTpu-
pOBaHO, 4YTO ayToaHTuTena, BbiABAseMble npu [MAA,
HanpasneHbl NPEUMYLLIECTBEHHO NMPOTMB reMonoaTuye-
ckux (43,5%), a He cTpoMasibHbIX KneTok (21,7%). Mpu
3TOM B Fpymnnax KOHTPOS MOBbILLIEHHON Y4acTOTbl Bbl-
SIBMEHUS ayTOAHTUTEN K aHTUreHaM remMono3TUYECKMX
CTBOJIOBbIX K/IETOK HE BbIsiBNEHO. ABTOpbI Npepnonara-
0T, yto Npu MAA MULLEHBIO MMMYHHOW aTakn ABAAIOT-
CA reMomnoaTUYECKUe KIeTku, bonee BbICOKME TUTPBLI
IgG-ayToaHTUTEN MMEIOT KoppensAumio ¢ Bonee BbICOKON
yacToToi oteeTa Ha VICT 1 MoryT ncnonb3oBaThCs B Ka-
yecTBe MPOrHOCTUYEeCKOro dpaktopa pesynbtatoB UCT.
KpoMe Toro, Hanuume ayTOaHTUTEN MONKHO WMCMOMb30-
BaTb ANna amdpdepeHumansHon auarHocTukm MAA, oby-
CMNOBMEHHOW MMMYHHON MaTofIorMen, U CUHOPOMOB He-
LOCTAaTOYHOCTU KOCTHOrO MO3ra B pe3ynbTaTe Apyrux
3abonesanun, Hanpumep, MAC mnu PA.

Yto kacaetcs passutna A3 nocne npoBeneHus
anno-TICK, To MexaH13M UX pa3BUTUSI OTIIMYAETCH OT
TakoBoro npu couvetanum A3 c MAA. MNocne anno-TICK
3HAUMTENbBHO MOBbILLEHA YacToTa MO3OHUX BTOPUUHbBIX
ayTOMMMYHHbIX (DEHOMEHOB, ABMIAIOLLMXCS BO3MOMKHbIMM
nocnencTBnAMN abeppaHTHOrO M HEMOSTHOMO BOCCTAHOB-
NEHUA UMMYHUTETA U HapYLUEHWUA TOHKOM perynvMpoBKu
MesLy ero 3seHbamu [26].

BbIBO[bI

MepouumHckass nuTepaTypa, nocBslleHHas A3 vy
nauneHToB ¢ [MAA, KpaiHe CKyOHa W OrpaHuWyeHa pe-
TPOCMeKTVBHbIMM  MccriegoBaHmaM  [10, 11]. Hawm
coBCTBEHHbIE AaHHble TaKKe MofyyeHbl B pesynbTaTte
PETPOCMNEKTUBHOMO aHanusa, NPOBEAEHHOr0 B OJHOM

LeHTpe, C MefuaHOW mepuopa nocnepyiollero Habnio-
neHusi bonee 7 net. OQHOLEHTPOBBIN XapaKTep nccne-
[OBaHWs — 3TO CKOpee [OOCTOMHCTBO, MOCKOSIbKY BCE
naLMeHTbl NonyyYany oanHaKoBoe cneundguryeckoe n co-
NpPOBOAMTENbHOE NeyeHne, ux nocrnegyowlee Habnwoge-
HWe bbINo perynapHbIM U ANUTENbHbIM. VIHTEpECHO, UTo
B MCCMEAyeMoN HaMu NOnynsAuuM NauneHTOoB BbISIBIIEHO
no gBa cnydyas AUICA v anoneuuun, KoTopble He Bbin
onucaHbl B [ABYX BbILLEYNOMSIHYTbIX WCCMENoBaHMUsIX.
B uenoM cknapbiBaeTcsa BneyaTsieHve, YTo YacToTa Kin-
HWUYECKM 3HAUYUMbIX ayTOMMMYHHbIX CMHOPOMOB Yy LleTen
¢ MAA He noBbILLIEHA UM MOBbILLEHA HE3HAUYMUTENBHO MO
CPaBHEHWIO C feTbMU, He cTpagatolmmu AA.

B oTHowweHunn oTtBeTa Ha UCT Mbl 0TMEYaeM TOUHO
TaKyI0 K€ 3aKOHOMEPHOCTb, Kak A. Stalder w coasr.:
aHaMHe3 A3 He BNMSIET Ha BEPOATHOCTb AOCTUMEHNSA re-
MaTOfI0rMYECKOro 0TBeTa Ha KOMBMHMPOBAHHYIO UMMY-
HocynpeccusHyto Tepanuio ATl u LicA, onHako camu A3
He OTBEYAlOT Ha Takyl MMMyHocynpeccuio. Pasnnuve B
BEPOSITHOCTM TepaneBTUYECKOr0 OTBETa Ha MMMYHOCY-
npeccusHylo Tepanuio AT npu A3 un TMAA MoxeT cBu-
LeTenbCTBOBATb O Pa3fIMUHbIX, HE3aBUCUMbIX UMMYHHBbIX
MexaHu3Max, fexkalumx B OCHOBe 3TuX 3aboneBaHuin,
npu 3ToM ofHO M3 3abonesanuit (MAA unn A3) nnu ero
Tepanusi MOryT BbITb TPUrrepaMu ans pasBuTUs BTOPUY-
HOW UMMYHHOW OMCPerynsauumM u passutus BTOPOro 3a-
BonesaHus.

UCTOYHUK ®UHAHCUPOBAHUSA
He yka3saH.
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ABTOpbI CTaTbW MOATBEPAMIIM OTCYTCTBME KOH(PIIMKTA MHTEPECOB,
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