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CunppoM Puepa—3BaHca

E.B. CyHuoBa, [.[. banaunbamHa, XK.A. KysbMmuHoBa, WM. KanuHuHa,
Y.H. Netposa, T.10. Canumosa, A.B. MNMwoHkuH, A.A. MacuaH, I".A. HoBnukoBa

®OIBY «HaumoHanbHbIi MEAUUMHCKUIA UCCIIe0BAaTENIbCKMI LIEHTP AETCKOV reMaTosioruu,
OHKOJTIOrMm 1 UMMyHonorun um. [imutpus Porayesa» Munsapasa Poccun, Mocksa

CvHopom ®uiepa—3saHca (CHI) — penkoe 3abonesaHne, XapakTepr3yIoLLIEECs CoYETaHNEM UMMYHHOM
TpoMbouuTonenun (UTM) n KyMBC-No3MTUBHOM ayTOMMMYHHOM reMonuTudeckon aHemun (AUCA).
Mpw atom UTIM n AUITA MoryT pa3BuBaTbCA OQHOBPEMEHHO MW MOCMEef0BaTeSIbHO C MHTEPBANoOM OT
HECKOMNbKMX MecsiLieB 00 HECKOMNbKMX NneT. [lepBuuHbIi, nnn namonatuyeckuit, CP3I He MeeT Kakoi-
nmbo cBA3M ¢ ApyruMmn 3abonieBaHnAaMK, B TO BPEMSA Kak BTOPUUHbLIA CPI MOXET BbiTb NposBrieHnem
OpYroro nopneskatlero 3abonesaHus unm coyeTatbes ¢ HAM. B oTnnune ot usonuposanHon UTM nnn
AUTA, pna CPI xapaKTepHbl CKITOHHOCTbL K Bonee THKENOMY XPOHWYECKOMY pELMAMBUPYIOLLEMY
TEYEHMIO UMMYHHbIX LIMTOMEHUI 1 3HauMTenbHO Bonee Bbicokas cMepTHOCTL. Tepanus CP3 ocHoBaHa
Ha anropuTMax, NpUHATLIX Ana nevenus UTM n AUICA, Ho ona NoaaepskaHUa reMaTonorMyeckoro oTeeTa
Tpebyercs boree AnUTenbHas U arpeccuBHas UMMyHocynpeccueHas Tepanus (UCT). PesynbTatsl
nevyeHna npu 3ToM Kpa17|He Bapmaﬁeanbl. B cTaTbe npeacTaBsieHbl OCHOBHblE XapaKTepPUCTUKU
yeTblpex naumeHToB, Habnioaaswwmxca ¢ UTI 1 pasBuBLUKMX BTOPYIO LMTONeHUIo Yepes 4-53 Mecsua
0T Hayana 3abonesaHus, BapuaHTbl 1 3OPEKTUBHOCTb NeueHust, ucxonbl COI y petei.

KniouyeBble cnosa: cuHapoM @Puiepa—3BaHca, ayTOMMMYHHbIE UMTOMNEHMU, UMMYHHas
TPOMBOLMTONEHNSA, ay TOUMMYHHAs FreMOsIMTUYECKass aHEMUSA, UMMYHOCYNPEeCCHUBHAs Teparms.

Fisher—-Evans syndrome

E.V. Suntsova, D.D. Baydildina, G.A. Kuzminova, |.I. Kalinina, U.N. Petrova, T.U. Salimova,
A.V. Pshonkin, A.A. Maschan, G.A. Novichkova

Dmitriy Rogachev National Medical Research Center of Pediatric Hematology, Oncology,
Immunology Ministry of Healthcare of Russian Federation, Moscow

Fisher—-Evans syndrome is an uncommon condition characterized by combination of immune thrombocytopenia (ITP) and
autoimmune hemolytic anemia (AIHA) with a positive direct Coombs test. ITP and AIHA occur simultaneously or sequentially from
several months to years. There is primary (or idiopathic) and secondary (associated with an underlying disease) Fisher-Evans
syndrome. Therapeutic approaches in Fisher—Evans syndrome based on ITP and AIHA guidelines, but the results of treatment are
variable. Unlike primary ITP and AIHA this syndrome have more severe chronic and relapsing course with significant mortality.
In this article we present four clinical cases of sequentially occur of ITP and AIHA, treatments and their outcomes in childhood.
Key words: Fisher—Evans syndrome, autoimmune cytopenias, immune thrombocytopenia, autoimmune haemolytic

anemia, immunosuppressive therapy.
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B 1947 ropy [skopmx ®uwiep BrnepBble onvcan

ayTOMMMyHHOe 3aboneBaHWe, KOTOpPOe xapak-

TEpU3yeTCsi COYETaHWEM WMMYHHON Tpombo-
untonenun (UTMN) n KyMBC-NO3UTUBHON ayTOMMMYH-
HOI remMonuTuueckoi aHemun (AUTA), KoTopble MoOryT
PasBUTbCA OQHOBPEMEHHO WM MOC/efOBaTENbHO,
a B HEKOTOPbIX CIy4asx coyeTalnTCa C UMMYHHOW Hel-
TponeHueit [1].

Mo [aHHbIM HECKOMbKUX PETPOCMEKTUBHBIX WUC-
CrNefoBaHWi, NPUMEPHO y MOMOBWHbI NaumeHTos UTI 1
AWIA pasBuBaloTCS OOHOBPEMEHHO, OCTarbHbIe Cryyaun
— 9TO MOCrefoBaTeslbHOE Pa3BUTUE LIMTOMEHWUI, NpUYeM
npumepHo B 30% cnydyaeB cHavyana passueaetcs UTT, a
B 16—25% cnyyaes — AUIMA. B cpenHeM nepuopn Mexay
LMTONEeHUAMU cocTaBnseT 4,2 roga, HO OnucaHbl Cy-
Yyau, Korga Meskay ux passutuem npoxoauno bonee 16
net [1-3].
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OaHHoe 3aboneBaHWe W MPEAnOMOMUIT UMMYHHbIA re-
Hes3 aHeMumn n TpoMboumToneHnn. B 1951 rogy Pobept
3BaHc uccneposan 24 nauueHTa B Bo3pacTe oT 3 o 78
NEeT C M30NTMPOBAHHOW ayTOMMMYHHON FEMOSIUTUYECKOW
aHeMueW, M30MMPOBaHHOW TpOMBOUMTONEHUeRn u pas-
FIMYHBIMK BapuMaHTaMmn MX COYETAHUIN, B HEKOTOPbIX CIly-
yasx bbina oTMeYeHa HeATponeHus. Y 3TUX NauueHToB
He3HauuTenbHO pasnuyanuch febioTbl 3aboneBaHui,
KIMHWYEeCKMEe MNPOSIBIIEHWSI aHeMWn M TpombouuTone-
HUW, OTBET Ha NpoBoauMylo Tepanwuio. [pu 3ToM aBTop
0TMeyan, 4to y DOMbLUMHCTBA MaUMEHTOB C COYETaHMU-
eM uuToneHui 3abonesaHne Hocuno bonee TAKenbI
XPOHUYECKMN-PELMONBUPYIOLLMIA XapaKTep W SABMASNOCH
HebnaronpusTHbIM MPOrHOCTUYECKUM MpU3HaKoM Bo-
nesHu. lMocne oBHapysKeHWUss aHTUTEn, HanpaBMneHHbIX
MpPOTVB TPOMBOLIMTOB M 3PUTPOLMTOB, BbiNo NOLTBEpPK-
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[LleHO POACTBO OMMCaHHbIX 3ab0MEBaHWN U X ayTOWUM-
MyHHas npupoga [1, 41.

AnuaeMunonorma. CO3 — OoBOMLHO pefkoe 3a-
Bonesanue. Tak, B 1950-1958 ropax us 399 B3pocnbix
nauneHtoB ¢ AUA n 367 naumeHtoB ¢ UTI cuHgpom
®uepa—3BaHca bbl1 yCTaHOBMEH TOMBbKO Yy 6 U3 HUX
[1]. B oaHoM 13 nepBbix onucanuii CHI y petent, 164 n3
KoTopbIx paHee Habnopanucs ¢ UTM n 15 —c AUTA, ana-
rHo3 Bbi1 ycTaHoBneH y 7 naumenTos [1]. Mo coBpeMeH-
HbIM faHHbiM, CPI pmarHoctupyetcs y 0,8-3,7% Bcex
MauMeHTOB C BriepBble BbisiBieHHbIMK T unn AUCA [2].

CO3 MoxeT pasBuBaTbCs B foboM Bo3pacTe.
Mo pesynbTaTaM npoBefeHHoro Bo ®paHuuu peTpo-
CMEeKTUBHOIO aHanm3a 68 B3poCIbIX MaLMEHTOB, CPef-
HWIA BO3PACT Ha MOMEHT aunarHocTnkin CPI coctasnseT
55 + 33 ropa. Yawe 6oneioT skeHwwmHbl (60%) [1].
Mo paHHbIM MEeauMaTPUUECKOro PerncTpa, B KOTOPbINA
BknoueHo 156 peten ¢ CP3J, cpenHuid Bo3pacT K Mo-
MEHTY WHWMUManbHOM LMTOMeHun cocTaBun 5,4 ropa
(0,2-17 ner). Cpean meTel Mnaawero BospacTa rpe-
obnaganu Manbuvku, B CTaplleM Bo3pacTe — [LeBOY-
K. VIHTepecHO, 4TO, MO [aHHbIM TOrO e perucTpa,
22% neten ¢ CH3I nmenu ogHoro mnu bonee poacTBeH-
HUKOB C KaKUMW-NNBO ayTOMMMYHHbIMM 3aboneBaHusaMu,
NATEPO M3 KOTOPbIX — C ayTOMMMYHHbBIMU LIMTOMEHWSIMU
[3]. Y BonbwuHcTBa naumenTos (no 82%) CHI accoum-
MpoBarncs ¢ ApyruMn CUCTEMHBIMU COCTOSIHUAMU: MO3M-
TUBHBIM TUTPOM @HTUHYKINEAPHbIX aHTUTES, U3MEHEHNEM
YPOBHSI CbIBOPOTOYHbIX MMMYHOITOBYNNHOB, 3K3EMOW,
WHCYNMUH3aBUCKMbIM CaxapHbIM [1MabeToM, CUMHAPOMOM
MineHa—bappe, MUrpeHbio, ayTOMMMYHHbBIM FenaTUToM
unu HedpputoM [5, 6].

MaTodcbmsmonorus. Maomonatnyeckuin COI3 pas-
BMBAETCH B pesynbTaTe WMMYHHOW [AM3perynsuumn
OpraHv3Ma, Ho, Kak v npwv Apyrvx ayTOMMMYHHbIX 3a60-
neBaHusX, He AICHO, YTO ABMAETCS MYCKOBbIM MOMEHTOM
018 HapyLlleHWs TONEepPaHTHOCTM WMMMYHHON CUCTEMbI
K COBCTBEHHbIM aHTUreHam. Y peten BepOsTHbIMU
Tpurrepamm MoryT ObiTb pasnuyHble WHAEKUMU Wnu
BaKLMHaLWA.

Benywas ponb B natoreHese CPI mpuHapnexurt
B-nuMdpoumTaM 1 nnasMaTUuecknM KreTkam, npomyum-
PYIOLLMM ayTOaHTUTENa, HampasfieHHble NPOTUB TPOM-
BounToB u aputpoumToB [1, 4, 5]. MexaHusM pa3suTUs
TPOMBOLIMTOMEHUN KITAaCCUYECKM CBA3aH C BbipaboTKoW
aHTUTpOMOOLMTapHbIX  aHTUTen  (MMMyHOTOByruHOB
knacca G), HanpaBneHHbIX MPOTUB aHTUreHOB Membpa-
Hbl TpoMbouuToB — rukonpoTenaos lib—llla n rnvkonpo-
TenpoB |b mnm ux KomBuHaumn. AHTUTpOMbBOUMTApHbIE
aHTUTENa OMCOHU3UPYIOT TPOMOOLMTLI, YTO MPUBOAUT K
UX paspyLUeHnio Makpodharamu, rnasHbiM 0bpa3oM B ce-
neseHke. VIMMyHHas [ecTpyKuus 3puTpoumToB B Bomb-
LUMHCTBE CryyaeB pa3BMBAETCH BCReAcTBME dvKcaLmm

ayTOpPeaKTVBHbIX MMMyHOrnobynvHoB Knacca G, akTvs-
HbiX mpu 37 °C (TennoBble aHTWUTEna) Ha MOBEPXHOCTM
MeMOpaHbl 3pUTPOLIMTOB, YTO MPUBOAMUT K BHECOCYANCTO-
My reMonuay. Pexe pa3BvBaeTCs BHYTPUCOCYAMUCTHIN
reMosmM3 C yyactmeM MMMYyHoOrnobynuHoB knacca A wu
M, paspyLualomnx 3pUTPOLMTLI OMOCPEROBAHHO Yepe3
KaCkah KOMMOHEHTOB KOMMfieMeHTa, npu bonee HU3KoM
TeMnepaType (X0noaoBbIe aHTUTeNa). B HEKOTOpbIX CIly-
yasx oba 3TU MexaHW3Ma MOryT couyeTaTbes. Pa3sutue
HEWTPOMEHNMN CBS3aHO Takxe ¢ 0bpa3oBaHMEM aHTUHEN-
TPOOUMbHBIX aHTUTEN.

B HacTosLLee BpeMs CTano M3BECTHO O PasfNYHbIX
HOBBIX MyTAX WMMYHHOW perynsuuv, CBUOETENbCTBY-
loLLMX O TOM, yTOo naTtoreHe3s CP3, Kak n Apyrux ay-
TOMMMYHHbIX 3abonesaHuii, bonee cnoxeH. Tak, npu
obcneposanuu feten ¢ CO3 Wang v ap. BbisBUAM nep-
cucTupyloLLiee moBbilieHne T4 (xennepos), CHumeHue
T8 (cynpeccopoB) 1 3HauMTENbHOE MOBbILLIEHWE COOTHO-
Lwenns T4/T8 B cpaBHEHMM C HOPMaSTbHbIM KOHTPOSIEM U
naumeHTamu ¢ xpoHuueckoit UTM [1]. CxoaHbIMKM Bbinn
M3MEHEeHUs U B OPYroM UCCREAOBaHWM — Yy Marbuuka
12 net ¢ CPJ, faHHOE COOTHOLLEHME COXPaHSAMoCh Y
HEero nocre BbINOSIHeHWs crineHakToMu [1]. Y naumeH-
TOB 0BHapYKMBAIOT TaKsKe MOBbILLEHNE MpoayKumn 1110
n NH®-y, KoTopble ABNSIOTCS akTUBaTOpamMu B-KneTok,
NPOAYLMPYIOLLUMX aHTWTea NpoTMB TPOMBOUMTOB K
3puTpoumnToB. OQHAKO 3TU U3MEHEHMUSI HECMELMMUYHDI
W BbISIBNAIOTCA NPU APYIrUX 8y TOMMMYHHbIX COCTOSIHUSIX,
a TaKxKe accouuMpyIoTCA C BUPYCHbIMU MHPEKLMAMM.
Y HeKOTOpbIX MaLMEHTOB OMUCaHbl HEMOCTOSAHHbIE W3-
MEHEHWUs YPOBHS CbIBOPOTOYHbIX MMMYHOrM00ynMHOB
G, M, A, numdponpHasa runepnnasvs U runepaxkTuB-
HOCTb, CBA3aHHas C HapYLUEHUEM Perynsaumum aHTUreHa
APO-1, KOTOPbIN 3KCNPEecCUpyeTCs Ha aKTUBMPOBAHHbIX
T- n B-kneTkax n “MeeT TECHYIO CBA3b C UMMYHHbIMU
MexaHM3MaMu, MHAYLMPYIOLLMMK anonTo3. Kpome Toro,
CYLLeCTBYIOT HEKOTOpble Creuuuyeckme acnekTbl
naTodusnonorumn B cnydasx accoumnauum CO3 ¢ gpy-
TMMWU  @yTOMMMYHHbIMK,  NIuMDoNpoNMdepaTUBHLIMM
UMM UMMYHOAEMULMUTHBIMA COCTOSAHMUAMK (BTOPUUHBIN
C®3) [4].

KnuHunyeckne npossneHus. KnvHuyeckue npo-
aneHus CO3J BkmioyaloT B ceba 0BblYHbIE CUMNTOMbI
TpomBoumToneHun (remMopparvuyeckas Cbifb, CUHSKM,
KpPOBOTEUEHWS) U reMonuTUYecKoi aHemmum (cnabocTs,
BrnenHoCTb, COHMMBOCTD, sKenTyxa). CuMnToMbl 3abore-
BaHWS MOMYT Pa3BUTLCSA OCTPO WMIN MOCTEMEHHO; Y MOM0-
BWHbI MauneHToB B febioTe 3aboneBaHus pasBuBalOTCS
aHeMua U/UnM TPOMBOLIMTOMNEHUS TAMENOW CTEMeHM.
Y YacTu NaumeHTOB OMUCHIBAIOT YBENNYEHNE NMMADOY3-
OB, NeYeHn U/unu ceneseHku, KoTopble MOryT BbITb Mo-
CTOSIHHBIMU UMM UHTEPMUTTUPYIOLLMMUW U MPOSIBNSATLCS B
nepuopbl obocTpeHns 3abonesanus. lNpepLwecTsyoLLee
UM OOHOBPEMEHHOE Pa3BUTUE HEMTPOMEHUM BCTpeya-
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etcs B 14,7-55% cnyuvaes, a naHuutoneHnn — B 6—14%.
[MauMeHTbl C HEMTPOMNEHWen MOryT pa3BMBaTb MyKO3UTI,
MOBTOPHbIE WHCDEKLMU BEPXHUX [blXaTesbHbIX MyTen,
avapeto 1 bonee TAXesble NposBneHns bakTepuarnbHbIX
nHdbeKLWi, BKMouan cencuc [2, 3, 5-8].

NunarHoctuka. C MOMeHTa NepBOro OMUCaHUA U
0o HacToswero BpeMeHn CP3I ocTaeTcs AnarHo3oM mc-
KfloyeHns. BMecTe ¢ TeM COBpeMEHHbIE 3HaHWS 0 NaTo-
reHese 3abonesaHus 1 0BHapyXeHne pasfnyHbIX reHe-
TUYECKMX AEe(EKTOB, 3aTparvBaloLLIMX KIoYeBble MyTu
VMMYHHOW perynsumv, no3BOMSOT BbIABUTb MPUYMHBI
HekoTopbIx criyyaes COI (BTopuuHbIi CDI).

lMpesxne 4eM ycTaHOBUTb NepBUYHbI CPI, Heobxo-
OVMO WCKITIOYMTb Apyrue COCTOsAHUSA, Ha DOHE KOTOPbIX
MO pasBuTbCA BTOPUUHbIN CDI, 1 3abonesanuns, npu
koTopbix CP3 MoxeT BbITb MEepBbIM UX MPOSIBIIEHNEM
[9-11]. Mo maHHbIM NuTepaTypbl, COI MoeT accoum-
MpoBaTbCA C MHpeKumaMK (SnwwTeitH—Bapp BUpYCHOIA,
LMTOMEranoB/WpPyCHOW, BUPYCOM WMMyHopedmumnTta,
renatutom C, napBoBMpPYCOM, BapuLenna-3ocTep BU-
PYCOM, MUKOMMa3MEHHON MHdeKUmei, TybepKrynesom),
UMMyHoZePMUMTHBIMK 1 nuMdponponudIepaTuBHbI-
MW COCTOSIHUSIMW, PEBMAaTOMAHLIMW, ayTOWMMYHHbIMU
M 3110KaYeCTBEHHbIMM 3ab0MeBaHUAMM, TaKMMK Kak
cucTeMHas KpacHas BonuaHka (CKB), aHTudpocdho-
NUNUEHbIA - cuHapoM  (ADMC), cuHppom Llerpena,
nednumT MMMyHornobynuHa A [IgA], Ay TOMMMYHHbIN
numdponponudpepatveHblii cuHapom (AMNMC), obuwias
BapuabenbHas MMMyHHas HegocTaTouHocTb (OBMH),
numdporpaHynematos (JTTM), xpoHuueckuit numMdob-
nacTHbll neiko3 (XJ1I1), ayTOMMMYyHHbIA TUpPEOWUauT,
ayTOMMMYHHbIV renaTuT, apTepuuT Takascy, cucTem-
HbIN CKNepos.

Y nonosuHbl B3pocnbix naumeHTtoB COI accoummpy-
etca ¢ CKB nnm co 3nokayecTBeHHbIMK HOBOOBpa3oBa-
HUAMW: NMMMAIOMaMU, XPOHUYECKUM MUENOUEHBIM NENKO-
3oM (XMNT), XJJ1, MMenoamcnnacTMYecKUM CUHGPOMOM
(MOC) [1]. Y peTeit UMMyHHas LMTOMEHUS MOKET BbiTb
NPOSIBNEHWNEM MEPBUYHOIO MMMYHOLEULMTHOIO COCTO-
anva (NMWA): no 50% peteit ¢ ANNC MOryT UMETb KIUHKU-
yeckue nposieneHust CO3 K MOMEHTY MOCTaHOBKM Aua-
rHO3a unun passuTb ux Bnocnenctsuu; y 10-20% peten
¢ OBMH moryT passuTbcs CPI mnm nsonmnposaHHas BTO-
puuHasa UTM [1-4]. B nogpocTkoBoM Bo3pacTe CDJI, Kak
W'y B3POCHIbIX, MOXET BbITb NepBbIM nposseHnemM CKB.

nsa pnarnoctnkn COI MoxeT BbiTb None3Ha oueH-
Ka CEMENHOW MPenpacrnofiOMEHHOCTU K ayTOMMMYHHbIM
3aboneBaHusAM, 3M0KaYeCTBEHHBIM HOBOODpa30BaHUAM,
CBSI3V C MPWEMOM JIeKapCTBEHHbIX MPEenapaToB W Bak-
LMHALMSIMW, KOTOPblE MOITIN MOCHYKUTb TPUITEPOM 3a-
BonesaHusA. Ha npakTuke nepsuyHbii CP3I y neTeit oun-
arHoctupyiot B 30% cnyvaes, BTopuuHbii — B 10%, HO
0o 60% cnyuaeB Bce eLLe 0CTalTCs Heknaccuduumpo-
BaHHbIMK [3].
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JlabopaTtopHoe o6cnepoBaHue. B tabnumue 1
MPencTaBneH CMMCOK OCHOBHbIX PEKOMEHAYEeMbIX 06-
cnenosanuit npu COJ [4]. Mpu nabopaTopHom obcneno-
BaHUM NauMeHTOB B 0DLLIEM aHaIM3e KpOBU BbISBIISETCA
aHeMmus, TpoMboumToneHna + Hentponenus. pu Mop-
donornyeckom nccnenoBaHum nepuceprmyeckomn Kpoem
MOryT ObITb OMMCaHbl aHOMarbHble HOPMbl APUTPOLIM-
TOB, XapakTepHble ana AUMA, n uckniovalotca apyrue
BO3MOMHble 3aborieBaHns (3MoKauYeCTBEHHbIE, MUKPO-
aHruonaTUyeckas remMorMTUYECKast aHEMUS, BPONKLEH-
Hble FEMONUTUYECKME 1 TPOMBOLIMTONEHNYECKNE COCTO-
AHWa). [N AMarHoCTUKM aHeMuu criesyeT BKIOUMTb B
aHanv3 noacyeT KONMYecTBa PETVKYIIOLMTOB W LUM30LM-
TOB. MoryT bbITb BbISIBIEHbI arrI0TUHALMA 3pUTPOLIMTOB
MO TWUMY «MOHETHbIX CTONBMKOB> 1 NOXKHbIA MaKpoLMTO3
Kak CrneacTBue TakoW arrnioTuHaumm. B Gruoxmmmueckom
aHanuse CbIBOPOTKM KPOBW OMPERensioT MoBbILeHne
JIOI, HekoHblornpoBaHHOro 6unupybuHa u CHUXeHue
rantornobuHa. lpu npoBefeHWn MpsAMOW M HenpsMon
npob Kymbca peakumsi MOXET ObiTb MOMOMKWUTENBHON,
cnabononoxnTeNbHoi 1 aaxe otpuuatensHoi (8 10%).
Mpv onpepeneHnn aHTUTPOMBOLMTapHBIX W aHTUHEN-
TPOMOUMbHBIX @HTUTEN HEraTUBHbIV PE3yNbTaT TakKe He
ncknioyaeT gmarHosa CO3. UccnepoBaHne CbiBOPOTOY-
HbIX MMMYHOTTI00YNMHOB M UX CYBKITacCcoB PEKOMEHAY-
Tabnuua 1

06cnepoBaHus, HeobxoanMble NpU CUHAPOME
duwepa-sanca [4]

06Lumin aHanu3 Kposw
PeTukynoumtbl
LLnsounTbl
Ma3sok Kkposw
['pynna kposu
TeMonuTUYECKME UHAEKCDI
(I1Ar, ranTornobux, Gyunupy6uH)
o [IpsMan 1 Henpsamasn nNpobbl Kymbea
e bBroxummnueckuit aHanms Kposm
(MouesmHa, kpeaTuHuH, AT, ACT, I'TT, LIPB)
e Koarynorpamma
(AYTB, chubpuHoreH, [-anmep)
e ButamuH B12
e MwuenorpamMma

FeMaTonorunyeckue
1 6MoXnMUYecKne
nccrepoBaHus

e BWY, renatutBu C
e 3BB, LIMB, napsosupyc B19 (ceponorus u MLP)
o Helicobacter Pylori

UHpEKLMOHHBIN
CKPUHUHT

e /IMMyHOheHOTMNMpOBaHMe NTMMAIOLIUTOB:
CD3, CD4, CD19, CD16, CD56,

HameHble B-kneTku (CD19+ IgD+ CD27-),
B-kneTku namsaTu (CD19+ CD27+)

o CbIBOPOTOYHbIE UMMYHOTMOBYIMHBI U UX
cybknaccol

e (3, C4, CH50

e AyToaHTUTENa: aHTUHYKNeapHsble, aHTn-[1HK,
aHTubocdonunuaHble, aHTU-Sm, aHTu-TI,
aHT1-TNo

e CKpuHUHT AJTIC:

pybnb-HeratvBHble T-MMMdOLNTLI
(CD4-/CD8-, CD3+, TCRoB+),

WI10, NN18, umpkynupytowmii FAS,
FAS-anonToTnyeckuin hyHKLMOHamMbHbIA TeCT

MMMyHoso-
ruyeckme
nccnenoBaHus

o [eHbl FAS, FAS-L, CASP8, CASP10
e MyrbTUreHHas naHenb MMMYHOAEOULIMTHBIX
COCTOSIHWIA

FeHeTu4yeckune
nccnenoBaHus

WUHCTpYMEeHTasbHble e PeHTreHorpadhms rpyaHoit KNeTku
nccnefoBaHus o Y3/ (ceneseHka, neyeHb, MMMoyarib)




KJIMHUYECKWUE HABJIOOEHUA

€TCsl BCeM NaLMeHTaM He TOSbKO C LEeMblo UCKITIOYEHMS
OBWH n pecomnumta IgA, Npu KOTOPbIX BO3MOXHO pPa3Bu-
TWEe LUMTOMEHWIA, HO M ANs onpepeneHns ux basanbHoro
YPOBHSI 0 HaYyasla MIMMYHOCYNPECCHBHOM Tepanuu. [ns
MOATBEPXKOEHMSA/UCKIIOYEHUS  [PYrUX  ayTOMMMYHHbIX
COCTOsIHMI, B yacTHOCTU CKB, nccnepyiot aHTUHyKNeap-
Hble aHTuUTena, aByxcnupasnbHylo IHK 1 peBMaTonpHbIn
chakrop [12-15].

KocTHOMO3roBasi NyHKLMA NPOBOAMTCA LSt UCKIO-
UEHWSI WMHWUNBTPATUBHBIX WM MWEMOAUCMNACTUYECKUX
MPOLIECCOB, MEPBbIM MPOSIBIIEHNEM KOTOPbIX MOMET
BbiTb uMTONEHus. KapTuHa kocTHoro mosra npu CO3J
HecneundmnyHa, MOXET BbISBAATLCA HOPMasibHas UM
MNoBbILLEHHas ero KneTtouHocTs [4].

C uenbio gnarHoctukm AJTNC BCceM naumeHTaMm c
CP3 (a no HEKOTOPbIM PEKOMEHAALMAM, U C U30NMNpo-
BaHHo UTI) npoBoanTCS MccnenoBaHWe cybnonynsumii
T-KNeToK ¢ NOMOLLbIO NPOTOYHOW LMTOMETpUM nepudpe-
puyeckoit kposu [16]. MpucyTcTene oybrb-HeraTUBHbIX
(CD4-/CD8-, CD3+, TCRof3+) T-KkneTok sBnsietca uys-
CTBWUTEMbHBLIM CKPUHWHIOBBIM TECTOM, MO3BOMSAIOLLMM
omdpdeperumposath nanonatuueckuin CO3 n ANMC.

B HacTosilee Bpems BO3pacTaeT posfib reHeTunye-
CKoW pmarHocTuku npu CO3. MMpu pudpdepeHumans-
Hov pmarHocTuke CD3 u AJNC nomoraeT npoBeneHue
MOJIEKYNSIPHO-TEHETUYECKOr0 UccnepoBanusa: y 76%
naumneHToB 0BHapysKMBaloT cneunduyeckne MyTauum,
yawle Bcero B reHax FAS, FAS-L, CASP8 w CASP10
[3, 4]. KpoMe ToOro, BCEM MaumeHTaM MoKasaHo BbINos-
HeHve yrnyBbneHHOro reHeTMYeCKoro NCCNeaoBaHusa Ha
Base TexHONOru CeKBEHWPOBAHWSA HOBOMO MOKOMEHUA
(NGS) ¢ uenbio BbiSIBNIEHUS OPYruX reHeTUUeCKU LeTep-
MWUHMPOBaHHbIX UMMYHOAEPULIMTHBIX COCTOSIHU.

B HekoTopbIx criyyasx MoseT noTpeboBatbcs uc-
CrnefoBaHve YpOBHA BuTamuHa B1l2, koMnoHeHTOB
KOMMMeMeHTa, aKTuBHOCTU cpepMeHTa ADAMTS13 wu
op. Ceponoruuyeckuin U MONeEKyNspHbIA MHAEKLMOH-
HbI CKPUHWHI HEODXO0AUM NS BbIABIEHUS BO3MOXKHOIO
Tpurrepa 3abonesanus [17-19].

WUHcTpyMeHTanbHoe obcnepoBaHue. YnbTpas-
BYKOBOe uccrenosatme (Y3M), koMnbioTepHas ToMorpa-
dousa (KT), MaruuTHo-pesoHaHcHasa ToMorpadous (MPT)
MeyeHn, ceneseHku, NMMAOY3OoB, a TakKe PeHTreHo-
rpacoms v KT rpyBHON KNETKM Takke HeobxoanMbl mpu
ouarHocTuke. Xota CP3 He wMeeT cneumdumyeckmnx
MPOSIBMIEHNA MPU MHCTPYMEHTamNbHbIX WUCCEefOBaHMSX,
BbIBMTEHHbIE M3MEHEHWs MOrYT yKa3aTb Ha Mpupoay
nepsuyHoro 3abonesanus [4].

InddepeHumnanbHaa gpnarHocTuka. B ceasu c
TeM, yto CP3I — marHos uckmioyeHus, B Kpyr avdde-
PEHLMAnbHOW AMarHOCTUKM BKIIIOYAIOT ApYyrve UMMYyH-
Hble umTonexun, CKB, OBUH, nedounumt IgA, BposkaeHHbIe
M NpUOBPETEHHbIE FEMONUTUYECKME aHEMUM, a TaKxke

XPOHMYECKYIO XOSIOAOBYIO arrfioTMHALMIO, MapOKCU3-
MarnbHyl0 HouHylo remornobunypuio (MHI), TpoMboTK-
ueckylo TpomboumToneHnyeckyio nypnypy (TTM), Tununy-
HbIA M aTUMWUYHBIA FEMONUTUKO-YPEMUYECKUIA CUHAPOM
(FYC/al'YC), nekapcTBEHHO-aCCOUMMPOBAHHbIE EMO-
NATUYECKUE aHeMWM W/UNKM TPOMOOLIMTOMEHWUM, CUH-
ppoM Kasabax—Mepputa. MNomumo 3toro, CO3 MoxkeT
BbITb MPOSIBIEHNEM MApaHEOoN1IaCTUYECKOro COCTOAHMUSA
M pa3BMBaTbCA MOCMIe ayTOMOMMYHbIX W anforeHHbIX
TpaHCcMNaHTauuid CTBOMOBbIX KNeTok [1-3, 9.

JleveHne

Tepanua CP3 fo cux Nop ocTaeTCsi HENPOCTOW 3a-
faven. 3aboneBaHuWe XxapaKTepW3yeTCs XPOHWYECKUM
TeueHWeM ¢ YacTbiMu obocTpeHusmMm AUTA u/unn UTN.
Mo paHHbIM nuTepaTypbl, peunamebl UTIT oTMmeuvaloTcs
HECKOJbKO yallle (B cpenHeM 3-5 anusonos UTI Ha 2-3
anunsona AUTA) n xyxe, yeM AUTA, NOARAIOTCS KOHTPO-
nio [1]. CooTBeTcTBeHHO, Tepanusi, HarpasfieHHas Ha
neuenve Taxenon UTI, Tpebyetca valle. TakTuka Ha-
BniogeHns 3a NauMeHTOM, pekoMeHgyeMas ofs LeTew ¢
Brepsble BbiaBeHHon UTI, ana nauveHto ¢ CPI He
MOXeT BbITb PEeKOMeH[0BaHa B CBA3W CO 3HAYMTESIbHO
Boree BbICOKMM PUCKOM Pa3BUTWS KPOBOMSMMSIHUIA W
LOMOSTHUTENBbHON TAXECTbIO COCTOSAHUSA, 0BYCNOBNEHHOW
remonuaoM. Cpegn naumeHtoB ¢ CPI onucaHbl NuLLb
€0MHWYHbIE CIlyYyau CMOHTaHHbIX PeMUCCH. BonbLUMH-
CTBY MaLMEHTOB [J1S COXPaHEeHUsi reMaTofIorMYecKoro
oTBeTa TpebyeTcsa NnpoBefeHne AnnTenbHON KOMBUMHMPO-
BaHHOM VCT, conpsieHHOM C MHOXeCTBEHHbIMU MoBoY-
HbIMM NPOSABREHNAMU. [Tpy 3TOM OTBETbI HA MPOBOAUMYIO
Tepanuio MoryT bbiTb CUITbHO BapuabenbHbl faxe y o4-
HOro MauuneHTa. KpoMe TOro, mpv NocrnepoBaTeslbHOM
passutun UTI n AUICA Tepanus, HanpasfieHHas Ha
MHULMATbHYIO LMTOMEHMIO, BKITIOYas CMSIEHIKTOMMIO,
He MpefoTBpaLLaeT pasBMTME BTOPON LIMTOMEHUU, KO-
TOpPOe MOMET MPOM30MTU CMYCTA HECKONbKO MecsLeB
u pawe ner [1].

B cBsian ¢ HeEBONbLUMM YMCIIOM MALMEHTOB paHAo-
MW3MPOBaHHblE UCCMIEN0BaHUA PasnnyHbIX TepaneBTu-
yeckux nopxopnos npu CP3I He NPoBOAUIUCH, PEKOMEH-
[yeMOro asiroputMa Tepanuv HW Lst B3POCHbIX, HY ANs
peten He cyulectByeT. OBblUHO Tepanusi MaUMEHTOB C
CP3 cTpouTCs Ha MHOMBMAOYaSIbHOM OMbiTe feuyebHo-
ro yypexaeHus no segeHuio naumentos ¢ UTM n AUTA
[1-3]. Mo aHanorwwm c Tepanueit UTMN n AUTA npenapa-
Tbl, NpUMeHsieMble ansa nedenus COI, nenarcsa Ha npe-
napatbl NepBo 1 BTOPOW nMuHui. Llenb Tepanuu nepeoi
TIMHWX — BOCTMKEHME BbICTPOrO KOHTPOMSA Hag uuTone-
HWeW, NpefoTBpaLleHne PasBUTUA KU3HEYTPOXKAIOLLMX
KpoBOTEYeHU U aHemuu. B otnmume ot UTM n AUTA,
NPV LOCTUXEHWUN MHULMAMBHOIO OTBETA CHUXEHWE 003
npenapaToB NepBOV JIMHUM MPOBOAMUTCH 3HAUMTESIbHO
Bonee MeaneHHo. Tepanusa BTOpow NuHum TpebyeTca na-
LIMEHTaM C Pe3UCTEHTHOCTbIO K Tepanvu Nepeom NUHUK,
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Mpu peumansmpyloLLeM Tedennn COI anqa nopnepskaHus
LSIMTENBHON PEMUCCHUM U MUHUMKU3ALMK O3 [TTIOKOKOP-
TuKocTeponnos (FKC), pekomeHayeMbix B MepBoi nn-
HUW. [INnTenbHOCTL NOAAEPKMBAIOLLIEV Tepanun 06bIuHO
cocTaBnsieT He MeHee 2 neT. B cnyvasx coxpaHeHus
PEMUCCUM OTMEHA Tepanuu NPOBOANTCA NMOCTENEHHO, He
BricTpee YeM 3a 6 MecsALEB.

lepBasi nuHMsA Tepanuun. [0 [aHHbIM Npoa-
HanM3npoBaHHOW NUTepaTypbl, Npenapatamu MnepBon
nvevm ans CO3 octaiotea MKC (npepHusosnioH, Me-
TUNNPEenHU30JI0H, [eKcaMeTasoH), No3sonsiolme [o-
CTUUYb XOpOLLEro WHWuManbHoro oteeta (okono 83%).
MpenHU30MOH HasHayaeTcs B CTaHOApPTHbIX A03ax —
1-2 Mr/kr/cyT Ha 4 Hefenu ¢ NOCTEeNEeHHbLIM CHUKEHWEM;
XOpOLUMIA 3PAEKT [OCTUraeTCa MpU MPUMEHEHUU Me-
TuANpeaHu3osoHa — 30 Mr/kr 3a 3 aHs unm 20 Mr/kr 3a
4 pHS, TaKKe C MOCTENEHHbIM CHUMKEeHNeM [03bl. Ho, He-
CMOTPSA Ha MHULMASbHBIA OTBET, BOMBLUMHCTBO MaUMEH-
T0B (0K0M0 70%) peunaneupyeT nocre CHUKEHUs 403bl
'KC u/vnwu npv npucoeamHeHny nxcpexumm [21.

Mpwu HeadphekTBHOCTU UK TokenyHocTn [KC ans
AOCTUXXEHUA PEMUCCUM MHOTAA NPUMEHSIOT BHYTPUBEH-
Hble MMMyHOrnobynuHbl (BBUIM) B pasnuuHbiX peskn-
max (3a 1-5 gHeit) — cymmapHo 1-2 r/kr/kypc. B cry-
yae AUIA HekoTopble aBTOPbI PEKOMEHAYIOT [03bl A0
5r/kr/kypc [1], npv 3ToM yacToTa 0TBETOB Ha BBUI npw
C®3 pasnuuHa — B cpeaHemM okono 40%; AnuTenbHOCTb
pemuccum 0BbluHO cocTaBnseT He 6onee 4 Hepenb,
MOKeT ObITb yfyylleHWe TOMbKO MO OAHON LMTOMEHWUM
(B ocHoBHOM WTM), npu nocremyiolmnx Kypcax oTBeT
MOJKeT yTpaumBaTbCs. Bo3MOXHO, MHMUManbHas Tepa-
nus ¢ npuMeHeHnem BBUIT npepnouTtuTensHa nnqa pe-
Te MnapLle 2 neT, y KOTOPbIX MNOBbILLEH PUCK Pa3BUTUS
noBoyYHbIX NPOsIBIIeHN A Ha Tepanuio cTtepouaamu [6].
HeobxoanMocTb 0gHOBpEMEHHOr0 HasHaueHus BBUI u
KC, uTo siBnsieTcs 0BLLENPUHATON NPaKTUKOW, He [0-
KasaHa.

B ocTpbix cuTyaumsix Npu BbIpasKeHHbIX CUMMTOMAX
aHeMuW W/Mnu KpoBOTeueHWsiX MoryT noTpeboBaTb-
CHA 3aMeCTUTeNbHble TPaHCHY3UM KOMMOHEHTOB KPOBM
(spuTpOUMTHOI B3BECK M/WMIM TPOMBOLIMTAPHOrO KOH-
LeHTpaTa), KoTopble Heo6X0AMMO OrpaHUUUTL KU3HEH-
HbIMW MOKa3aHWSAMW, @ He MPUMEHSITb ONA KOPPEKLMM
YPOBHsi reMornobuHa u/unm konnyecTea TPOMBOLIMTOB.

Btopas nuHusa tepanuun. MNpun CO3I oHa Tpeby-
eTcs okono 73% B3pOCHbIX MALMEHTOB, Yallle C BTOpUY-
HbiM CO3 [1]. [ett B 69% criyuaes Takme Hy)OaloTcs
BO BTOPOW NnHMK Tepanuu, a B 47% — bonee yeMm B AByX
nuHuax Tepanun (o1 2 po 7) [9]. B kauectee BTOpOIA
NUHWKM Tepanuu MPUMEHSIIOT PUTYKCKMMab, LwmKknocno-
puH A, MrkodbeHonata ModbeTun, faHasors, BUHKPUCTUH
W OpYyrue areHTbl, NPOBOAAT CrfieH3KTOMMIo (Tabs. 2)
[1]. BbiBop Tepanuu BTOpPOM SIMHUM 3aBUCUT OT KIMHUYE-
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CKMX AaHHbIX, BO3pacTa MaUMeHTa, TAKEeCTU NPOSBEHUN
1 TeyeHnst CP3I, oT NOBOYHbIX AENCTBUIA UCMOMb3YEMbIX
npenapaToB M OMbiTa UX MPUMEHEHUS B MEOMLMHCKOM
YUpEKLEHNMN.

Putykcumab npepctaensetr cobon xuMepHoe Mo-
HOKMOHAsbHOE aHTUTENO MbILLK/YenoBeKa, HanpasneH-
Hoe npoTuB B-numdboumntos, akcnpeccupyowmx CD20
aHTUreH, W Bbi3blBalOLLee MX nuanc. Putykcumab opo-
BpeH Ona NpYMeHEHWst MPU Pas3nuyHbIX B-KNeTouHbIX
nMcponponndepaTMBHBIX U HEKOTOPbIX @y TOUMMYHHbIX
3aboneBaHusAx, HanpuMep, NP PeBMaToOMAHOM apTpuTe.
B nocnepgHwe ropbl 3TOT npenapar CTanu LUMPOKO Mpu-
MeHATb ans Tepanun AUTA un pedbpaktepHon UTI y
B3pocnbix 1 peteit [20]. B nuTepaType onucaHbl Kiu-
HUYeCKMe cryyYan U HeCKombKo HebonbLuMX nccnenoBa-
HWIA NpuUMeHeHnst puTykcumaba npu COI [21-24]. Pe-
KUM [O3MPOBAHNA BKIIIOYAET eXeHefernbHble BBeLEHWS
375 mr/m? B TeueHune 3—4 (8) Hepenb. Cpean 11 B3poc-
nbix nauueHToB ¢ COIJ anuTenbHbIM NapumasnbHbid U
MOSHbIN OTBETHI JOCTUrHYThI B 64% crlyyaes —y nauueH-
TOB, MOSMYYMBLLNX PUTYKCUMAD B CBSA3N C TAXKEMBIMU pe-
umansmpyowmmMm Teyennem UTT nnun AUTCA, B ToM unc-
ne nocne cnneHakToMuu. Mo faHHbIM UCCRenoBaHns y
netewt, 13 n3 17 naumentoB ¢ COI pocTurnm ynyyileHms
XO0T$1 Bbl MO OQHOW LMTOMEHWM B CpEAHEM Yepe3 3—6 He-
fenb (0o 12 Heperb); AOCTUrHYTbIE PEMUCCHM SSIUAUCH
ot 0,5 fo 7 net [21]. B HekoTopbIX Cryyasx npu peunou-
Be 3aboneBaHus yCneLwHO NPUMEHSAN NOBTOPHbIE Kyp-
Cbl puTyKcuMaba. Bo Bpemsa nHdy3um putykcumaba mo-
ryT BbITb OTMEYEHbI FMNepPTEPMUS, CbiMb, BPOHXOCNa3M,
pexe pa3BMBAlOTCA OTCPOYEHHbIE PEaKLUun B BUAE Cbl-
BOpoTOYHOM bonesun. lNMocne Tepanuu puTykcrmabom
HeobXoaMMO MOMHUTbL O MOBbILLEHHOM PUCKe Pa3BUTUA
runoramMmarnobynuMHeMmn U NpenpacronoKeHHOCTH

Tabnuua 2
Tepanusi BTOpO#i ¥ NocneayiowmUx NUHUNA
npu cuugpome dGuwepa—3sanca [1]

MIMMyHOCYNpecCUBHbIE areHTbl

Linknocnopux A
MukodpeHonata MocbeTnn

XuMuoTtepanus

Linknodpocchammp
BuHKpUCTUH

MOHOKJOHasbHbIE aHTUTeNa

PuTykcumab
Anemty3ymab

[pyrue
AsaTvonpuH
AHTK-D
ATl
BopTte3omunbd
[lanason
Cvponumyc
Takponumyc
TMNO-PA
6-MN
CnneHakTOMUA

MNMnasmadcbepes
TrcK
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K MH(peKumsaM, 0cobeHHO y MauueHTOB C BEPOSATHbLIM
noanexallm MMMyHooeULMTHBIM COCTOsSHMEM. BeeM
nauueHTaM, MOJlyYMBLLMM Tepanuio pUTyKcMMaboM,
HeoBX0OAMM KOHTPOSb YPOBHA CbIBOPOTOYHBIX WMMYy-
HornobynunHoB, a Npn HeobxoauMOCTV — MOALEpPKMBa-
joLan Tepanus BHYTPMBEHHBIM WMMMYHOMMOOYMHOM.
[lpyroe penkoe OCMOXHeEHWE Tepanuu pUTYKCMMaboM
— nenkosHuedanonaTus, KoTopas yalle pa3BMBaETCH
y nauunenTos nocne TICK [1, 4]. B HekoTopbIX Criyyasnx
nauneHTbl OOHOBPEMEHHO C PUTYKCMMaboM mosyvaioT
umkrocnopuH A, azatnonpuH unm NKC.

MukopeHonatamocpetnsi (MM®) MHrnbupyet nHo-
31HMOHodpochaTaermaporeHasy, MNpensTCTBYs MPOSU-
dhepaunmn numdoumToB. MpUMeHseTCa B kKayecTBe Mpo-
hVNaKTUKM OTTOPIKEHMS TpaHCMNaHTaTa. MM® nokasan
cBolo achcheKTUBHOCTL Mpu AUTA u CD3I (cpenHss va-
CTOTa OTBETOB — OKONMO 62%). PekomeHnyemas nosa —
500 Mr x 2 pasa B cyTku ¢ nosbiweHnem go 1000 mr x
2 pasa B CyTku yepes 2 Hepenw uin 600 Mr/M? x 2 pasa
B cyTku. OTBET HAa MM® pasBuBaeTCst NPUMEpPHO Yepe3
3 Mecsila, B CBA3W C 3TWM PEKOMEHOYeTCA ero npume-
HEHVWE B KauyecTBe MOALEPHKUBAIOLLEl Tepanuu nocre
kypcoB 'KC unu putykcumaba. B Tex cnyvasix, korpa
MM® npuMeHsnM OLHOBPEMEHHO C MPEeLHWU30SI0HOM,
NPEeHU30I0H yaanocb 0TMEHNUTL Yepes 13—15 Mecsues.
Mpn [JOCTMKEHWM OTBETA Tepanusi MPOAOSIKAeTCs [0
2 neT, fanee peKOMeHOyeTCsi MOCTEMNEHHOe, B TEYEHUe
HECKOJIbKUX MECSILIEB, CHUsKeHUe 103bl. B Lenom npena-
paT nepeHocuTcsa xopouwo [1, 4, 24].

LnknocnopuH A HasHavatoT B fose 5-10 mr/kr/cyTt
3a [Ba npuvemMa. IeKTMBEH Y B3POCTbIX U AeTei npu
AUTA n CD3. OnucaHbl cryyan yCrnewiHOro OfHOBpe-
MeHHoro npumeHenus ¢ F'KC, BBUI™ u gp. lMpu coBmecT-
HOM TMPWMEHEHUM LMKIOCMNOPUHA A C NPEemHW30S10HOM
yepe3 8 Hefenb CTAHOBUTCH BO3MOMHbIM YMEHbLUEHNE
L03bl NpefHM30IoHa. BeposaTHocTe nobouHbix nposiBne-
HUI OUMKTYET HE0BX0ANMOCTb AIMTENBHOrO MOHUTOPUHIA
KOHLEHTpaLmn npenapaTta B CbIBOPOTKE KPOBW BO Bpe-
MA Tepanuu. LinknocnopuH A 0bbl4HO PEKOMEHAYIOT MpK
CTepouna-3aBUCUMbIX hOpMax, Nocre Heynayv Tepanuu
puUTyKcMabom n MM® [1, 4, 24].

Cvponmmyc — MHrMbutop cneunryecKomn «MuULLEeHn
panamuumHa Mnekonutaiowmux> (MTOR), HapyLaiowuit
KIETOYHbIV LMK 1 BbI3bIBAIOLLMIA anonTo3 IMMdoumTOoB,
MPVUMEHSIIOT B JIeYEHUM ayTOMMMYHHbIX 3aboneBaHuii u
NpY TPaHCMMaHTaLWMmM ConuUEHbIX opraHoB. ECTb faHHble
06 ycneLHoM onbITe ero Ha3HayeHus y eTen ¢ uMTone-
HusiMK, accoummpoBaHHbiMK ¢ ATTMC, npu UTM n CH3I.
Losbl cuponuMyca cocTaensioT 2-3 Mr/M?/cyT, opHo-
KpaTHO, MOA KOHTPOSIEM KOHLEHTPauuM B CbIBOPOTKE
KPOBM C LiefIblo MOAAEPKaHNSA ONTUMANbHOM KOHLEHTPa-
um — 9 Hr/mMn (4-12 wr/mn). OueHka oTeeTa NPoM3Bo-
ouTCs Yepes 3 Mecsaua; npy 3PdEKTUBHOCTHU Tepanus
MPOQOSIKAETCHA He MeHee 2 NneT C AanbHeNLIeNn MeaseH-
HO OTMeHoM aHanornyHo MMo [4].

CnneHaKToMMA WCMOMb3yeTCs TakKe BO BTOPOM
MMHUM Tepanuu y MauMeHTOB C TANENbIMU ayToUM-
MYHHbIMW aHEMWSIMU U TPOMBOLMTONEHUSAMM, KOTOPbIE
He OTBETWNW WMV PeLMOMBMPOBanM Nocne Apyrux Ba-
pvaHToB Tepanuu. Cuutaetcs, 4To 3PFEKTUBHOCTH
cnneHakToMum npu COI HMKe, yeM onucaHo ons Xpo-
Huyeckomn UTM (70-75%), a puck paseuTMsA nocreone-
PaLMOHHOro cencuca Bbille. XO0TH HeMOCPEACTBEHHbIN
OTBET Ha cnneHaktoMuio npu CP3I MoxeT ObITb [0-
CTWUTHYT, 3a4acTylo 3TO JIMLUb TPaH3UTOPHbIA OTBET, B
BonbluMHCTBE crnyyaes yepe3 1-2 Mmecsua BHOBb pas-
BMBaETCA peumamB. B nuTepaType onncaHo Kak penkui
Cryyal COXpaHeHue peMUCCuM Nocre CNIeH3KTOMIUMN B
TeueHune 3 NeT; B APYron KIvHWYECKon cepumn — 8 na-
LIMEHTOB, KOTOPbIM Obina NMpoBEAeHa CMMEHIKTOMUS, —
anuTenbHas pemuccus (6onee 6 neT) Bbina LOCTUrHYTA
y OAHOro naumeHTa. B HEKoTopbIX Cryyasx CrneHaK-
TOMUA MO3BOMAET CHU3WUTb YacTOTy PELMAMBOB WNU
yMeHbLWWTb [03y BasucHbix [KC; no ApyrMm paaHHbIM,
poJib CMSIEH3KTOMWU NPV AaHHOM CUHApOMe BoobLle
He AcHa [1]. B nioboM cnyyae, NpuHKMas pelleHne o
CMNSIEH3KTOMUM, HEODXOOAMMO OLEHWUTb BCE BO3MOXK-
Hble PUCKK, @ OT NPOBEAEHWUA CMIIEHIKTOMUMN Yy AeTen
Mnaflwe 6 neT, Kak v npu gpyrux 3abonesaHusx, pe-
KOMEHOYeTCsl BO3AEPKATbCA, 3@ UCKIIOYEHNEM PEOKNX
cnyyaeB. B kayecTBe npeponepaLMoHHON MNOArOTOBKM
peKoMeHayeTCst MPoBEAeHNe NMPOOMNIaKTUYECKUX BaK-
LMHaLUWA NPOTUB MHEBMOKOKKOBOM, MEHWHIOKOKKOBOM
1 reModunbHOM MHAPeKLMI, a nocne onepauuy OeTaMm
HeobxoamMa gnutenbHas aHTubakTepuanoHas npodu-
nakTuka [1-4, 5, 25].

Y nauneHTOB C TAXenbiM TeyeHneM bonesHu, He
OTBETUBLLMX Ha Tepanuio Nepeoi 1 BTOPOW NUHUN B Te-
UEHWE HECKONbKMX NeT, NpUMeHsIoT unknodocdamup,
aneMTysymab,  TpaHCMnaHTauuio  reMomno3TUYECKMX
cTBosoBbIX KneTok (TICK) v ap. [1, 4, 26-28].

Unknogpochamma NPUMEHAIOT MpU TAXKESIOM Teye-
Hue AUA, UTM, CD3. OnuncaHbl 3pPEKTUBHBIE [03bl —
1-2 Mr/Kkr/cyT per.os. B TeueHue 2—3 MeCHILEB U BbICO-
Kue 0o3bl umknodgoccamuna — 200 Mr/Kr BHYTPUBEHHO
3a 4 pHa [4].

AnemTy3ymab — 3TO ryMaHU3MpOBaHHOE MOHOKII0-
HanmbHOe aHTWTeno npotvs T- u B-numdbounTos, 3Kc-
npeccupytowmx CDS52. lpenapaT wcnonb3oBanu npu
peaucTteHTHocTM CDIJ K OpyrMM BapwaHTaM Tepanuu
B no3se 10 Mr/cyT BHyTpuBeHHO B TeueHue 10 mHei.
[Jocturaetca KpaTKoBpeMeHHbI 3hPeKT AnMTEenbHO-
cTbio 1o 3 Mecsiues [1].

TICK npoBofsT muilb HebBonbLUOMY uucily nauum-
eHToB ¢ CDJ, paHee nepeHecLUMX CepbesHble KWU3HEe-
yrposkaiowme OoCrnosHeHus. EcTb oTaenbHble coob-
LLEHWSI O MPOBELEHHbIX ayTOSOMMYHbIX W anmnoreHHbIX
TICK. Obwas yacToTa LOCTUMKEHUSI PEMUCCUIA COCTaB-
nsana 50%, a cMepTb, accoLMMpOBaHHas C TpaHCNaHTa-
umen, — 15% [28, 29].
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Boptesomnb — nHrubutop 26S npoTeocoMbl, nNpu-
MEHSIETCA MPU UMMYHHbIX LuTOoneHusx nocne TICK u
BTOpUUHbIX AUTA npu rammanatusx. MNpeanonoxuTens-
HO, BopTe3oMunb BrUseT Ha B-kneTku, coxpaHusLLMecs
nocne Tepanuu aHTn-CD20 1 urpatoLme ponb B nepcu-
CTEHLMM ayTOMMMYyHHOMO 3aboneBaHus [4].

Lpyrne MeamkamMeHTbl. BUHKPUCTMH — 1,5 mr/m?%/
Hed. B COCTaBe MymnbTUAreHTHOW Tepanuu, faHason —
600-800 Mr/cyT y B3pocCsblX B MOHOTEpanuu Unu co-
BMECTHO C ApYrMu npenapaTtamu (Nioxo nepeHocuTcs
[EeTbMM), a3aTUOMPUH, 6-MepKanTonypuH, TakponuMyc,
nnasmadpepes [1, 4, 26].

B nocnenHee BpeMsi NOSIBUANCH eAyHUYHbIE COO6-
LLEeHMst 00 yCMELIHOM MPUMEHEHWM MPU TSKENON TPOM-
BoumToneHun B pamkax CPI npenapaTosB M3 rpynmbl
aroHUCTOB TPOMBOMOSTUHOBLIX —peLenTopos  (pomu-
nrocTuMa u antpoMbonara) B KOMBWHALMK C OPYrUMM
npenapatamu, yalue scero ¢ [KC [4, 30]. Mpu passutum
MHCPEKLUMOHHBIX OCTIOKHEHUI Ha DOHE HENTPOMNEHUN UC-
MOsib3YI0T KOMOHUECTUMYNMpYIoLLmne dhakTopbl [4].

B uenom cneundmyeckon u HETOKCMYHOM Tepanum
He CYLLeCTBYET, BCE NPEANOXEHHbIE BapWUaHTbl Tepanum
CKOpee NannunaTuBHble, YeM nsneymsaloLLme.

MporHos. lNpu aHanuze ncxopos COI y 68 B3poc-
MbIX NauMeHToB, HabmogaBlLMXcA B cpegHeM 4,8 rofa,
B MOJSIHOM MM YaCTUYHON peMuccum bes Tepanum K Mo-
MEeHTY aHanusa octasanucb 32% nauneHTos; 56% npo-
[omKanu nonyuyatb Tepanuio (B mopasnsiolieM 60sib-
LUMHCTBE Cry4YaeB — KOMOMHMpoBaHHylo UCT) u uMmenu
MOMHYI0 WA MapumanbsHylo pemuccuio; 12% npogon-
anu nonyyatb Tepanuio 6e3 pemuccun 3abonesanus;
ymepnu 24% naumeHToB; Havbonee yacTble MPUYMHBI

CMepTU — CeNnTUUECKUIA LLIOK U KpoBoTeueHUs [2].

Mpw aHanu3e HebosbLuoi rpynnbl getei (11 nauven-
ToB), HabnopaswKxcs oT 4 Mecsues 4o 19 ner, Gbina no-
Ka3aHa CMepTHOCTb [0 36%. [MpnunHamm netanbHbIX UC-
XOA0B CTanM KPOBOU3MNSAHUA B FOSIOBHOM MO3T M CEncuc,
06ycrnoBneHHbIi 3a601eBaHMEM UM MHOMKECTBEHHbLIMM
nuhmamMu UCT, B ToM uucne nocne crneHaktomuu [8].
Mo paHHbIM Boree no3gHero neavaTpUYecKoro perun-
cTpa (156 nerteit), 3a nepuon HabniofeH!s — B CpenHeM
6,5 ropa (0,1-28,8 ronga) — npu nocrefoBaTenbHOM K
onHoBpeMeHHoM passutum UTM n AUCA cooTBeTCTBEH-
HO 24 1 31% nauneHTOB COXPaHANYM MOJHYI0 PEMUCCUIO;
49 n 32% — napumanbHyio pemuccuio; 2 n 3% naunveHToB
Habmopanuch 6e3 pemuccun; ymepan 10% naumeHToB:
13 HUx 70% — OT MHMPEKLMOHHBIX OCNOKHEHUN 1 30%
— OT reMOpparuMyecknx OCHOMHEHUH (KpOBOWU3MMAHMS
B FOMTOBHOW MO3I U KENyAOYHO-KULLEYHbIE KPOBOTEYE-
HUs1). B LenoM CMepTHOCTb OT KPOBOM3NMsHWIA npu CHI
ropasao Bbllle, YeM npu n3onuposarHon UTIM (1-3% —
y B3pocsbix 1 0,2% —y neten) [3].

KnuHuyeckne HabnoaeHus

Mo paHHbIM Hawero HabniogeHus 3a naumeHTamu
B Bo3pacTe o0 18 neT, HanpaBneHHbIMK B CTaLMOHapbI
HauvoHanbHOr0  MEOULMHCKOr0  WMCCIenoBaTeNbCKoro
LleHTpa BEeTCKOW reMaTosIorum, OHKOMOrMM 1 UMMYHOS10-
ruv (HMUL, OFOW) wm. Omutpus Porayesa MuHappasa
Poccuu ¢ onarHo3om «nepeuyHas UMMyHHast TpoMboLm-
ToneHusi», COJ bbin ycTaHoBneH B 4 n3 122 cnyyaes B
cBA3Kn ¢ pa3suTreM anm3onos AUIMA. OCHOBHble KIMHU-
YECKME XapaKTEepPUCTUKM NaLMEHTOB, AaHHble obcneno-
BaHWW, Tepanus u ucxop 3abonieBaHui NpeacTaBeHbl B
Tabnuuyax 3-5.

Tabnuua 3
06LwMe xapaKTEePUCTUKYU NALMEHTOB
XapaKkTepucTuKka
e MauueHT 1 MauuveHT 2 MauueHT 3 MauueHT 4
Mon [leBouka [leBouka Manbunk [leBouka
Bospact Ha MomeHT UTTT, net 7 9 7,1 12
Konuuectso TpombouuTos, x10%/n Metee 10 Metee 10 Menee 20 Metee 10
Hocosble, fecHesble, Hocosble,
KpoBoTeyeHus Hocosble Hocosble
noyeyHoe MaToYHble
1-A nuHuA BBUI BBUI Bl_BKV(I:r BrBKV(l:I'
r'KC r'KC
Tepanua UTMN
Putykcumad PocbepoH 3
nTpombonar
2-9 nuHWA Pomunnoctum 3ntpombonar = P
OMUMJIOCTUM
LivknocnopuH A Pomunnoctum

OtBeT Ha Tepanuio UTT

PeunpusupyioLiee TeyeHme,
pa3BUTME PE3UCTEHTHOCTH

PeunpusupyioLLiee TeyeHue,

pa3BuTME Pe3UCTEHTHOCTU

PeLI,MIlMBMpyIOLLLee TeyeHue

PeunpusupyioLLiee TeyeHune,
pa3BUTME PE3UCTEHTHOCTH

K 2-11 IMHUK K 2-11 IMHUK K 2-11 IMHUK
BospacT npw anarHocTuke CPI, net 10 14 7,5 15
MHTepsan mexay UTM n AUTA 3 ropa 5 net 4 mec. 3 rona
[pyrvie ayToMMMyHHbIe AYTOMMMYHHbIN TUPEOUINT,
Py Y Y He 6bino He 6bino He 6bino ayTOMMMYHHbIA renaTnt

3aboneBaHus

(nonyyana 6yneHconua, MM®)
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Tabnunua 4

PesynbTaTbl nabopatopHbix uccneposaHuin npu cuiapome dPuwepa—3saHca

XapaKkTepucTuka naumeHTa MaumneHT 1 MaumneHT 2 MaumneHT 3 MauuneHT 4
Konunuectso TpomMbounTos, x 107/n 2 10 7 3
KoHLueHTpaLws remornobuHa, r/n 57 80 77 70
MCV, cn 97 85 81 90
TNeitkounTsl, x 10°/n 58S 15,4 9.6 9,0
Hentpodounsl, x 10°/n 2,0 12,0 4,65 48
PeTtukynounTsl, % 2 7 4 10
Ngefom ilios ArrmOTMHa::B npobvpke e o ArranMHaJrT:; npobupke
06Lwmit 6unMpy6uH, MKMonb/n 30 30 99 40,8
MMpsMoit 6unpy6uH, MKMonb/n 4,3 5,5 55 17,3
Nar, Ea./n 912 883 296 307
MwernorpamMma MonMMopHbIM K/M MonMMopHbIN K/M MonMMopHbI K/M MonuMopHbIN K/M
LintoreHeTunka 46XX 46XX 46XY 46XX
VIMMyHObeHoTUNMpoBaHe 6/0 6/0 - 6/0
AntuTena K IHK, aHTUHyKneapHble aHTUTENa oTp. oTp. = oTp.
MMMyHOrnobynuHbl N N N N

[pyrve nccneposanus MonekynspHas reHeTuka

- MonekynsipHas reHeTUka  MonekynsapHas reHeTuka

Tabnuua 5
KnuHuueckas npeseHTauus, neyeHne, oTBeT, UCXof cuHAapoMa duwepa—3BaHca
XapakTepucTuKa nauveHTa MauuneHT 1 MauuneHT 2 MaumeHT 3 MaumneHT 4
A ["onoBHas 6onb, aHemus,
nepwonmuecm

CMNeHOMeranus, NIMXopaakKa,

TMHIUBWT, BHe3amHble 6051 B

»KMBOTE, cnabocTb, 0BMOPOK,

ronosHas 6onb, 6negHoCTb,
CUHSIKM

MposiBnexns CHI

CnabocTb, 6negHocTb,
CUHAKKU, BPOHXUT, raiMopuT

BrnenHoCTb, )enTyLIHOCTb
KOXM, CUHSIKW, Npodpy3Hoe
HOCOBOE KPOBOTEYEHME,
60nu B skuBOTE

NONMMOPCOHBINA KOXHbIN
reMopparmyeckuii CUHAPOM,
KPOBOW3MNAHUS B CIIM3NCTbIE

060104KN, HOCOBbIE, lECHEBbIE

KPOBOTEUEHWS, CTOMATUT

. BBUI BBUI BBUI
Tepanus CP3 1-i1 nuHUM I'KC TKC TKC TKC
OTBeT Ha 1-1o NMHMIO Na Na Na Het
MM®
Tepanus CPI 2-i nuHum MM® MM® MM® Putykcumab
Linknodpoccpar
~ o BpeMeHHbIiA,
OTBeT Ha 2-10 NIMHWIO BpemeHHbI JIE] JIE] O e v (]
Konuuectso peuvavisos UTM + AUTA Okono 8 6 4 Okono 7
Het
CnneHakToMus Ja Het Het (He NpoBepeHa B cBA3M
C TSXKErbIM COCTOsIHUEM)
OTBeT Ha CMNEH3KTOMUIO Het - - -

CMepTb Mocre CrineH3aKToMUn
(reHepanu3oBaHHbIi
reMopparuyeckuii CUHLpom)

Mexon

Pemuccus 23 mec.
Ha Tepanuu

CmepTb Bo Bpema UCT
(BHyTpPUUEepenHoe
KpOBOM3NHUsIHME)

Pemuccus 18 mec.
Ha Tepanuu

KnuHnyeckoe HabnwgeHne Ne 1. MNauneHTka,
2003 rop, poxpenusi, puarHo3 UTI Bnepsble bbin ycTa-
HOBJeH B Bo3pacTe 7 neT. B nebiote 3abonesanusi npo-
BOAMNM OOLLENpUHATYI0 Tepanuio MOBTOPHbIMK Kypca-
Mu BBUI 1 TKC (cTaHpapTHble 4o3bl v Mynbc-Tepanus)
Be3 sHaummoro adpcbekTa. YunTbiBasi Tsxkenoe pesu-
cTeHTHoe TeueHune WTII, HasHauunu Tepanuio pUTYK-
cumabom — 375 Mr/m?, N4, n poMunniocTm — 5 MKr/Kr
KOPOTKMM KypCcOM; BbIf1 LOCTUIHYT NOJIHbIA OTBET. Yepe3
8 MecsLeB BHOBb 3aperMcCTPUMPOBAHO CHUKEHWE KOJIW-

yecTBa TPOMOOUMTOB, B CBA3K C YEM MOBTOPHO HasHa-
unnu putykemumab — 375 mr/m2, N4, 1 poMunnocTum —
5-10 MKr/Kr KOPOTKUM KypCOM; BHOBb Bblfl QOCTUrHYT
MOSIHbIA OTBET, KOTOPbIN COXPaHANCsA Noytu 2 ropa.
Mpn ouepenHoM anu3ofe 3abonesaHns NPOBOAMIM
Kypcbl BBUIT ¢ pocTuxkeHMeM napumanbHOro oTBeTa.
Bbina npepnpuHsaTa MombiTKa Tepanuu  LIMKNOCTOpU-
HOM A — 5 Mr/Kr, KoTopasi okasanacb Hea(h(DEeKTUBHA.
OyepepHoi Kypc Tepanuu POMWMIIOCTUMOM TaKxKe He
pan adpdpekrta. [ns panbHenwen Tepanuu naumeHTKa
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noctynuna 8 HMULL IOUN uM. Omutpusi Porauesa MuHs-
gpasa Poccuu. Mpu obcnenoBaHum oTMeveHa Tpombo-
LMTOMEHUsA; MO [aHHbIM MWENOrpaMMbl, KI1IETOYHOCTb
KOCTHOrO Mo03ra HopMasibHasi, MerakapuoLMTapHbIi
POCTOK pacCLUMPEH; CTaHOapTHas LMTOreHeTMKa KOCT-
HOrO MO3ra nokasasia HopMaribHbIN KEHCKWI KapuoTwun.
Bo Bpemsa obcrenoBaHnsa COCTOSHUE MaLMEHTKM Pe3Ko
YXYOLUMIOCh 3a cueT Bonen B MBOTE, Pa3BUTUS CUH-
KOManbHOr0 COCTOSIHMSA, MOCfle KOTOPbIX MOSBUIIUCH
cnabocTb u ronosHasa 6onb. o gaHHbIM KT, 6bI110 Uc-
KIIOYEHO KPOBOM3MUAHME B OSI0BHOW MO3r. B obliem
aHanunse KpoBu 0BHapYKEHO CHUKEHWE reMornobrHa oo
57 r/n, NoBbILLEHWe PETUKYIOLMTOB, eAUHUYHbIEe LUK30-
UMTbI, TPOMBOUMTLI — 35x10°/11, neikounTbl —9,3x10%/11,
nevikountapHas copmyna 6e3 ocobeHHocTen. Buay-
anbHo B npobvpke C 3TWUNIEHOMAMUHTETpPaaLEeTaToOM
(9[TA) BbISBNANOCH CMafKMpPOBaHUE SPUTPOLIMTOB MO
TUNY «MOHETHbIX CTON6KKOB>. B BuoxmMmyeckoM aHa-
nm3e KpoBu obHapyskeHo noBbiwenue J1OI, cHuxeHue
rantornobuHa. MpsamMas n HenpsMas npobbl Kymbea no-
noxuTenbHble. Ha OCHOBaHMM COBOKYMHOCTM [LaHHbIX
BbIfT YCTAHOBMEH AMarHoO3 «CUHAPOM Puiepa—3BaHca>.
C nomoulblo pononHuTenbHbIx obcnenoBaHuii He yoa-
NOCb BbISIBUTbL MOAMENALLYIO NPUYMHY 3aboneBaHus.
B kauecTBe HeOTMOXHOW Tepanuu NPoBesIn Kypc MeTus-
npeaHusonoHa — 30 Mr/kr/cyT, 3 gHA. bbina nocTUrHyTa
pemuccus. [lanee HasHauunu MOAAEPMKUBAIOLLYI0 Te-
pannio MM® — 45 Mr/kr/cyT, peMuccus coxpaHsnace.
Yepes rog (nocrne caMocToATenbHOM OTMeHbl MMO)
pasBuscs peunams 3abonesanus. [1o MecTy kuTenbCTBa
nocrne 6esycnewiHOM Tepanuu MOBTOPHbIMU KypCamu
BBUIM n TKC Bbina BbiNOfHEHa 3KCTPEHHAst CMIEeH3K-
TOMMS, HO PEMWUCCUM [OCTUYb He ypanoch. [laumeHTka
yMepria 0T MHOMECTBEHHbIX MEMOPPArMyecknx OCIOK-
HEHWUI B paHHWI NOCMeonepaLMOoHHbIR Nepuog.

KnuHnuyeckoe HabnwpeHue Ne 2. lMauneHT-
ka, 2000 rop poxpenusi, 3abonena WTIT B Bo3pacTe
9 net nocne nepereceHHoi OPBW. [Mposoaunach Te-
panvsi NpegHU30MIOHOM C AOCTUXKEHMEM BPEMEHHOMO
oTBeTa. B cBA3M C NOBTOPHLIM 3MM3040M TPOMBOLMTO-
neHun Bbina HauyaTa Tepanusa gekcameTasoHom, N6, u
LekcameTasoHoM + BBUIT, N2, — nocTUrHyT BpeMeHHbIi
oTBeT. B kauecTBe Tepanuu BTOPOW JIMHUM MaLMEHTKa
nonyyana o-MHTEPCPEpOH, NMOAKOKHO, OKono 2,5 ropa;
B Nepuop, Tepanum NoLLepsKMBancs napunanbHbii TpoM-
BoumnTapHbIA OTBET, YTPayeHHbI MPU CHUXKEHUN LO3bl.
Ona npopomkeHns Tepanuy MaUMEHTKY HampaBuu
B HMUL [OrON wum. PoraueBa MwunspgpaBa Poccum,
rLe B CBSI3W C XPOHWYECKUM PEeLMOvBUPYIOLLMM Te-
yeHveM WTI HasHauunu Tepanuio anTpombonarom —
50-75 mr/cyT. Bo BpeMsi Tepanuu yaanocb LOCTUYb
napuvanbHOro 0TBeTa, KOTOpbIM Obln yTpauyeH nocne
npucoennHenns OPBW. 3ntpombonar 6bin 3aMeHeH Ha
POMUNIIOCTUM: Ha fo3e 10 MKr/kr/Heq. Gbin QOCTUrHYT
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CTabunbHbIN TPOMOOUMTAPHbIA OTBET AJIUTENBHOCTHIO
15 Mecsues. Mocne ouepepHoro anusoga OPBU, oc-
NTOXHEHHOrO BEPXHEYENIOCTHBIM CUHYCUTOM, TpOoMboLmM-
TapHbIN OTBET BHOBb Obin noTepsH. Mpu obcneposaHum
B 0OLleM aHanM3e KpoBM, KPOMe TPOMBOUMTOMEHWUM,
BbISIBUIIN CHVKEHME reMornobuHa, NemkoumTos co CABMU-
rOM NeviKouuTapHoW ¢hopMyrbl BIEBO A0 MWEMOLMTOB
M MeTaMWenouMTOB, PETUKYNOLMTO3, HopMmobnacTbl u
€AMHWYHbIe LWn3oumnTbl, yckopeHHoe CO3. B Buoxumum
KpoBwW: 0BLLMIA BUnupybuH 1 ero dpakumm — B HopMme,
nosbiweHve JIAI. MonoskutensbHas npoba Kymbea. Mo
OaHHbIM  MMWefiorpaMMbl. COXpaHeHMe BCEX POCTKOB
KPOBETBOPEHUS, 3MTOKAYECTBEHHbIX KMETOK He 0bHapy-
)eHo. TpenaHobuoncus: cTeneHb Muenodmbposa — 0.
OnarHocTuposaH cunopom ®uiiepa—3saHca. C nomo-
b0 [OCTYMHBIX WCCMEROBAHUN MOLMENKALLUMX MPUYMH
Cd3 BbIABUTL He yaanocsk. [poBenenHas Tepanusa BBUT
okasanacb 6e3 oTeeTa. HasHaueH npeHn3onoH — 2 mr/
Kr/cyT; Yepes 2 Hefenu Bbina LOCTUIHyTa MofHas pe-
MUCCKA, HO COXPaHanach nonoxuTensHas npoba Kymb-
ca (cTana HeratvBHOM uYepes 8 Mecsaues). B kauecTse
noafepsKuBatoLLen Tepanun HasHaumnu MM®; Tepanuio
NPELHU30SI0HOM OTMEHSNM 0YeHb MeaneHHo (0bLuas anm-
TErbHOCTM Tepanun — 8 Mecsles). B faHHbI MOMeHT Te-
parnua MM® npopomkaetca 2 rona, CoOXpaHseTcst nos-
Has pemMuccus, MNaHUPYeTCs Hayano OTMEHbI Tepanuu.

KnuHunyeckoe Hab6nwoaeHne Ne 3. [laumenT,
2006 rop poxpenusi, nocne OPBW B Bospacte 7 net
BbliBEHa TpoMbouuToneHns. YCTaHOBMEH AMarHos3
«ATM>». MHnumanbHas Tepanua nposogunach C npume-
HeHveM BBUI™ n MeTunnpegHn3onoHa — QOCTUrHYT Nos-
Hbl oTBeT. [lpM MOBTOpPHOM 3nu3ope 3abonesaHWs Ha
dhoHe TPOMBOLMTONEHUM Pa3BUIOCH TAKESI0e HOCOBOE
KPOBOTEYEHWe CO CHUKeHMeM remornobuHa po 77 r/n.
MpoBeneH noBTOpHbI Kypc BBUI ¢ metunnpenHuso-
FTOHOM, BOCTUrHYT OTBET. [lpy OYepemHOM yXyALLEeHUM
COCTOsIHUSI naumeHT bbin HanpaeneH B HMULL [OIOU
uM. [IMntpumsa Porauesa Munagpasa Poccuu. Mpu obene-
L0BaHMM B 0DLLIEM aHanM3e KpoBuW, KpOMe TPOMBOoLMTO-
MEHWW, BbIBMIEHA aHEMWS CPefHEN CTENeHU TSKeCTH,
NENKOLMTBI M PETUKYNOLUMUTBI B HOPME. broxumms kposu:
noBbilleHne bunupybuHa 3a cyeT HenpsMon dopakumm.
MonoskutensHas npoba Kymbcea. Mo naHHbIM Muenorpam-
Mbl, OMWCaH KIIETOYHbIN KOCTHbIV MO3r. YCTaHOBMEH Ana-
FHO3 «CMHAPOM Puiepa—3BaHca». [oaneskalLumx NpuUmH
3aboneBaHns He BbIABMEHO. Tepanusa CTaHAapTHbIMKU 0O-
3aMu NPeHN30/I0Ha He oKasana addpekTa, mocne Kypca
BBUI™ Bb11 [OCTUrHYT MOSHbIA TPOMBOLMTApPHbIA OTBET.
HasHaueHa noppepskuBaiolas Tepanua MM®. Yepes
3 Mecsila OT Hayana Tepanum OTMEeYEHO YXYALLEHWE CO-
CTOsAHMA: nocne nepeHeceHHon OPBW passuncs 6onesoi
abnoMuHanbHbIM cuHopoMm. [pu obcnenoBaHunmn: Konnye-
CTBO TPOMOOUMTOB B HOpPME; CHUXEHME reMornobuHa oo
89 r/n; nosbilleHve BunMpybuHa; nonoskuTerbHas npoba
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KyMbca. lNocne Kypca Tepanuu NpesHU305I0HOM YPOBEHb
remornobuHa HopManv3oBaH. Ha faHHbI MOMEHT nopaep-
)uBaloLLan Tepanua MM® npopornkaeTcsa okono 1,5 roga.

Knunnyeckoe HabmoneHne Ne 4. TMauneHTka,
1999 rop poxkpenus. Ouarvos «<UTI, Taxenas cdopma»
BMepBble yCcTaHoBMeH B Bo3pacTe 12 neT. Tepanwus no-
BTOPHbIMK Kypcamu npefHu3onoHa n BBUIM nossonsana
LOCTMYb BPEMEHHOr0 YacTWYHOro oTBeTa. B Bo3pacTe
14 neT pMarHOCTMPOBanM ayTOMMMYHHbIA TUPEOWAMT,
OeBOYKa Moslyyana 3aMmecTuTeNlbHylo Tepanwio. [ns
LarnbHenwero neyenvs HanpasneHa B HMUL OMOU
uMm. OmuTpus Porauyesa Munsgpasa Poccun. B cBsAsm
C OTCYTCTBMEM YLOBMETBOPUTENBHOrO OTBETA Ha NPO-
BOAMMYIO Tepanuio HasHayeH antpoMmbonar — 50-75
Mr/CyT, LOCTWIHYT YaCTUYHbIA OTBET, KyNMpPOBaHbI
KPOBOTEYEHWUA, HO B CBSA3W C MOBLILEHNEM YPOB-
HA MeYeHOYHbIX (DEepPMEHTOB Tepanusi OCTaHOBIEHa.
B panbHeiwem, B TeuyeHne 6 Mecsues, nomyyana po-
MUMAOCTUM — 9 MKI/Kr/Hed., B 9TOT Nepuof Noaaep-
)uBancs IOKTyUpyloWwmuin TpoMBouMTapHbIA OTBET.
Bo Bpemsa Tepanuu poMunnocTUMoM bbil gMarHocTu-
pOBaH ayTOMMMYHHbIW renaTtuT. Tepanua poMUMINoCTU-
MoM bbina ocTaHoBneHa, HasHauyeHa WCT. Ha dowe
Hauyana Tepanuu 'KC HopManmu3oBanucb MeyYeHouHble
TpaHCaMWHa3bl, COXpaHACsa TpoMboUMTapHbIN OTBET.
B KkayecTBe nopoepsKuBaloLLEN Tepanuu HasHauuIm
MM®, Hauanu MepneHHoe cHuskeHune posbl [KC, npu
3TOM MosiBMNAachb TeHLeHUMa K ycyrybnenuio Tpombo-
umToneHuu. Npu BO3BpaLLEHUN TEPaNEBTUYECKOW 0O3bI
'KC, Ha3HaueHun kypcoB BBUI n Bo3obHOBNEHMM po-
MUMIOCTUMa TPOMOOLMTApHbLIN OTBET HE [LOOCTUMHYT.
bbiflo  3annaHMpoBaHO MPOBEAEHWE  CMIIEH3IKTOMUM.
3a Henenio 0o onepaumyn COCTOSIHWME MaLMEHTKU YXYA-
LUMMOCh, Pa3BUIOCh ANUTENbHOE HOCOBOE KPOBOTEYe-
Hue. B obLieM aHanuse KpoBu: Tsskenas TpoMbounTo-
MeHusi, CHUXeHne remornobuHa, B npobupke ¢ 3A0TA
BM3yasibHO Omnpepensanach arrfioTUHaUWs 3pUTPOLMTOB
no TUMNY <MOHETHbIX cTONbukoB>. MNpoba Kymbeca pes-
KO MOmnoxuTenbHas. MHTepnpeTauus rpynnbl KpoOBK
HEBO3MOXHa. Ha OCHOBaHWM COBOKYMHOCTW AAHHbIX
YCTaHOBMEH [MarHo3 <«cuHppom ODuiiepa—3BaHca».
B kauecTBe HEOTMOXHON Tepanun Ha3HayeHbl Merafo-
3bl MeTuNpeaHu3osoHa — bes acbdpekta. MNpoBopunmco
3aMecTUTeNbHblE TpaHCy3nun TPOMBOLMTHOM Macchl.
B kauectse Tepanuu BTOpOW NMHUM CP3I B CBA3N C
TAXECTbIO COCTOAHMS HauaTa KoMbBuHuposaHHasa WUCT
puTykcuMmabom u umknodpocdaHoM. Yepes Hepeno oT
Havana WCT cocTtosHne cTabunmavposanocb, paspe-
LUXIICA FreMopparMyeckumin cuHapoM. MNpu obcnenoBaHnm
OTMEYEeH MNPUPOCT YPOBHSI remornobuHa, arrnoTuHa-
LMSi SpUTPOLMTOB OTCYTCTBOBasa, CTanio BO3MOMHbIM
onpepneneHve rpynnbl KPOBW, HO COXpaHAnachb Moso-
)uTenbHas npoba Kymbea n TpomboumnTonenus. Yepes
3 Hepenu ot Havana WCT cocTosHMe BHOBb YXYALUU-

1noCb, BHe3arnHo NosBUIINCh rofioBHas bonb, NOBTOPHad
pBOTa, YyrHeTeHme Co3HaHMA, OCTaHOBKa ObIXaHUA. an
nposeneHun KT ONarHOCTUPOBAHO KPOBOU3NUAHUE B
CTBOJ1 FOSTOBHOIO Mo3ra. [launeHTKa yMepna 4yepes He-
0eno B peaHMMauMOHHOM OTAEeSIeHUN.

OBCYXXOEHUE PE3YJIbTATOB UCCITEAOBAHUSA

C®3 — pocTtatouHo pegkoe 3abonesaHue. B cnyva-
Ax, korgpa CP3I npeseHTupyeT ¢ usonmposaHHon UTIT,
a BTOpast LMTOMNEHNsA pa3BMBaeTCA Yepes HECKOSIbKO Me-
CSLEB MM Aaske NeT, YCTaHOBUTb AMArHo3 cpasy HeBo3-
MO3KHO. B HabrniogaeMoi Hamy rpynne yacToTa pasBuTus
C®3 coctaBuna 3,2% cpenv NauMeHTOB C YCTaHOBMEH-
Hoi paHee UTT. OgHoMy pebeHky CDI bbin anarHocTun-
poBaH uyepes 4 Mecsua nocne nepsoro BbigBnexnus UTI
(nauveHT 3); Tpoe mpyrux NauMeHToB Monyyanu Anuv-
TEnbHYIO Tepanuio, HanpasneHHylo Ha WUTTI, n pa3sunu
BTOpYto umnToneHumio (AUTA) B Teuenme oT 34 1o 53 Mecs-
LieB nocne auarHoctvposaHHom UTTT. Bce naumeHTsl no-
nyyanu npepecTsytoLlyto Tepanuio UTTT nepsoi nnHum
(TKC 1 BBUI), 1 Tpoe mauneHToB Mosiyyann Tepanuio
npenapaTtamMu BTOPON NMHUM, B TOM unucCre pUTykcumab
(naumeHTka 1) M aroHMCTbl TPOMBOMNOSTUHOBbLIX peLen-
Topos (nauveHTsl 1, 2, 4).

lMpencTaBneHHble CryyYan WAMIOCTPUPYIOT Heob-
XOOAMMOCTb HaCTOPOMKEHHOCTU B OTHOLLUEHWW Pa3BUTUSA
CD3 y naumeHToB ¢ M3onmnposaHHoi LTI (a Takske npu
AUTA), 0COBEHHO Y MauUMEHTOB C TAMENbIM PEeLMaMBH-
PYIOLLMM TeuyeHneM 3aboneBaHvs, UMeLMX Apyrue
ayTOMMMYyHHble 3aboneBaHusi, Kakve-nmbo OTKIOHEeHUS
B aHa/M3ax KpoBW, KPOME TPOMDOLMTOMEHUU, MK Mpu
06bEKTUBHOM ocMOTpe. HeobxoouMo Takske MOMHUTBL O
BaXXHOCTW onpepenieHns npobbl Kymbca npu nepsuyHoOM
onarHocTuke UTM n panee B nepuopg HabniogeHws 3a na-
umeHTamu, a 'y naumeHtos ¢ UTIM n AUTA — BasanbHoro

Cxema
Anroputm Tepanuu naumeHtos ¢ CP3 B HMULL AFOU
M. IMutpunsa Porayesa Munsgpasa Poccum

-
MepBas nuHUA
"'KC: npenH130moH
2 Mr/kr/cyT, 3—4 Hepenu,
ME[LeHHOe CHUMEHMe 3a 6 MecsLEeB
(MeTunnpeaHM3osIoH/aekcamMeTasoH)
+ BBUI = 2 r/kr/kypc

v v

BTopas nuHusa
(noanepswBatoLas Tepanus)
MwukodbeHonata MocbeTnn
30-45 mr/kr/cyT, 2 ropa,
CHUKeHMe 3a 6 MecsiLieB
(umknocnopuH A/cuponumyc)

v v

Mocnepytwowme NMHUKN Tepanum
MynbTuareHTHas Tepanusi, CNIeH3IKTOMUS

BTopas nuHusa
Putykcrmab
375 mr/m?, N4
(umknodpocdan)
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YPOBHS CbIBOPOTOYHbIX UMMYHOTOBYNMHOB ANS BbisSiBIIe-
Hus M. Bo Bcex cnyyasx CO3 HeobxoanMMo NpoBOANTb
pononHutensHoe obcrneposaHve, B TOM uucre C npu-
MEHEHWEM MOJEKYNAPHO-TEeHETUYECKMX METOLOB, C Le-
b0 NOUCKa BO3MOKHOMN NMPUYMHBI Pa3BUTUA BTOPUYHOIO
CD3. K coxaneHuio, B ONMMCaHHbIX CIlyyasix C NMOMOLLbIO
MPOBEAEHHbIX NCCNefoBaHWM HaM He YAAnocCh YTOYHUTD
MpUunHbl pa3sutua CPI. MaumeHTaM Bbin yCTaHOBMEH
OuarHo3 «cuHgpoM ®uiiepa—3BaHca, Heknaccuduum-
POBaHHbIA>: B 3 Cryyasx — UAMONaTUUYECKUNA, B OLHOM
crnyyae (naumeHTke 4) — BTOpUYHBIA (?) Ha OCHOBaHMM
COYeTaHus C APYrMMU ayTOMMMYHHBIMU COCTOSHUAMM
(@yTOMMMYHHbI TUPEOMAUT U @Y TOUMMYHHbIN renaTuT).
ApceHan npenapaToB Af1A Tepanuu MHOMMX ayTo-
MMMYHHbIX 3abonesaHun cxodeH. [pWHUMas BO BHU-
MaHWe, YTO MPOTrHO3 MPU WMMMYHHbIX LMTOMEHUSX B
pamMkax C®3J poctatoyHo HebrnaronpusiTHbIA, 06bIYHO
PEKOMEHAOYIOT AMTENbHYI0 KOMBuHMpoBaHHylo WCT.
B cTtaTbe npepcTaBneH CMMCOK MnpenapaTos, MpuMe-
HAEMbIX B PasfWYHbIX KNMHWKaX Ans Tepanunm CPI.
Anroput™ Tepanuu naumentoB ¢ CH3 B HMUL [ION
uM. [IMnTpusa Porauesa MuHsppaBa Poccum — Ha cxeme.
Bce onucaHHble B cTaTbe naumeHTbl ¢ COI nonyuanm
NCT. B gyx cnyyasx nposierieHust CO3 ynanock KOHTPO-
nupoBaTthb AnuTenbHbIM npuemMoM [KC ¢ mocTeneHHbIM
nepexofoM Ha nopaepusatoLLyio Tepanuio MM®: ofHa
naumeHTKa [OOCTUra NOSIHOro OTBETA U HE HYKOaeTCs B
LpYroi Tepanuu B TeyeHue 2 neT; BTOPOW MaLMeHT [o-
CTWUIr CTOMKOro TpoMBOLMTApHOro OTBETA, HO NMepuoaun-
YECKMN HYXKOAETCH B AOMOSTHUTENIbHON KPaTKOBPEMEHHOM
Teparum TKC B cBsisgn ¢ peumamsamun AUTA. B gpyrux
Crnyyasix y NaLMeHToB pa3Buiacb pe3ncTeHTHoCTb K IKC,
oteBeT Ha MM® noTtepsH. OgHOW M3 NALUMEHTOK BbINOM-
HEeHa CMNEeH3KTOMWSA, HO OTBETa AOCTWUYb He YOasnoch;
y npyron — Ha koMbuHuposaHHon UCT puTykcumabom n
umknodpocamMmaoM — O0TBeT LOCTOBEPHO He Bbin oue-
HEH 13-3a CMepTW Yepe3 4 Hefenu OT Havana Tepanuu.
NeTanbHbIA ncxon y 0benx NauMeHToK C Pe3UCTEHTHbLIM
TeyeHneM CD3I — pesynbTaT reMopparnyeckmx OCIIOMK-
HEHW, 0BYCMOBMEHHbIX TAMenon TpoMmbouuToneHuen.
Takum 0BpasoM, B kpaiiHe ManouvcreHHoW rpynne Habrio-
AaeMbix Hamm naupeHtoB ¢ CPI gBoe OCTalOTCA KMBbI
Ha MOLEPKMBAIOLLIEN Tepanun 1 [BOe yMepnv, HECMOTPSA
Ha NPOBOAVMYIO Teparuio, TeEM He MeHee 3TO UNJIICTPU-
PYeT KpalHe cepbesHbli NporHo3 npu CP3 B cpaBHeHUM,
Hanpumep, ¢ nauneHTamu ¢ usonmposaHHon UTTT.

3AKIIOYEHUE

CuHppoM duiepa—3BaHca — XPOHUYECKOe peLmnan-
BUpYlOLLLIEe 3aboneBaHve, He MPOCTO KOMBUHALMA WM-
MYHHbIX LMTOMEHUN, @ COCTOSIHWE, BbI3BaHHOE rybokon
OM3PErynsaumMeri MMMyHHOM cucTembl. 3avacTtyilo CO3I
accoummpyeTcs ¢ ApyruMn ayTOUMMYHHBIMU COCTOSIHUSA-
MW UNW SBNAETCA NPOABNEHWUEM OPYTrMX ayTOUMMYHHbIX,
numdbonponudepaTnBHbIX 3abonesBaHWii MM nepeuY-
Horo MMMyHogedmumuta. Bo Bcex cnyuyasx Heobxogommo
MPOBOANUTDL TLLATENMbHbIA ANArHOCTUYECKMIA MOUCK C Lie-
Nbl0 BbISIBNIEHUS1 BTOPUYHBIX dhopM CP3I v Beibopa noa-
xopsien Tepanuun. ATT MoskeT BbITb NepBbIM NposiBfe-
HMeM 3abonesaHuna U passuBaeTcsA B peumomax CP3I,
HeobxoaMMO NOMHUTL O BO3MOMKHOCTU Pa3BUTUSA BTOPOR
UMTOMNEHUM Ha NPOTSKEHUM LNUTenbHOro nepuopa (Bos-
MOSKHO, MOMWU3HEHHO), 0COBEHHO Yy MaLMEHTOB C TsKe-
MbIM, PE3UCTEHTHBIM K TEPanuM Wnv PeLaMBMPYIOLLIMM
Teyernnem UTI n npu accounaumun ¢ apyrummn ayTonm-
MYHHbIMW COCTOSIHWSIMU 1 3ab0f1IeBaHUAMM.

Y BonblUMHCTBA NaUMEHTOB TedeHne CPI HocuT Ta-
erbl peuvanBMpyIOLLMIA xapakTep. TpombouuToneHus
B paMkax CD3 3HaumTenbHo bonee arpeccuBHa v valle
COMPSKEHA C Pa3BUTMEM YIPOKAIOLLIMX KU3HU FremMoppa-
FUYECKUX OCIIOKHEHWI, YeM npu nepsuyHoi UTTI. Lnto-
nexHun npu CP3 MoryT BbITb PE3NCTEHTHBI K MPOBOAVMON
NCT un cnneHakToMun. [InutenbHasi UMMyHOCYNpPeCccuB-
Has Tepanus COJ conpsiskeHa CO 3HAUUTENbHOW TOKCKY-
HOCTbIO U AIBMAETCS OBHNUM U3 DaKTOPOB PUCKa Pa3BUTUA
YrPOsKaIOLLMX KU3HW MHeKumin. B uenom COI xapak-
TepU3yeTCst 3HAUUTENbHON CMEPTHOCTbIO 0T MHAIEKLM-
OHHbIX ¥ FeMOpparuyeckunx OCMOKHEeHWA. Heobxoammbl
OanbHenwlee M3yyeHve 3TUONOTMKU U naToreHesa pas-
BuTMs CPI, HabniogeHne 3a naumeHTamu, BbisiBIEHWE
BO3MOXHbIX MPEANKTOPOB TAxKeCcTW 3abonesaHnst v Bbl-
paboTka onTMManbHOM CTpaTerumn Tepanuu.

WUCTOYHUK ®PUHAHCUPOBAHUSA
He yka3saH.

KOH®JIMKT UHTEPECOB
ABTOpbl CTaTbW MOLTBEPAMSIM OTCYTCTBUME KOH(PIIMKTA UHTEpPecos,
0 KOTOPOM HeobXxoarMo CoobLLUNT.
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