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rouiue UTII. MaTepuaasl 1 MeTOAbI MCCJIEAOBAHUS: MPEACTABIEH COOCTBEHHBIN OIBIT TUATHOCTH-
YeCKOT0 MOMCKA y ManneHToB Mmiaanme 18 jet, rocnutanusupopansbix B ®I'BY «HMHUIL AT'OU um.
JAmutpusa Porauesa» ¢ 2010 mo 2016 rr., ¢ penuIUBUPYIOIIE NN PE3UCTEHTHON K 00IeIPUHATOMY
neuennro UTII. PesyabpraThl: Ipu PeTPOCIEKTUBHON OueHKe HaHHBIX 147 maumuentos B 28 (19%)
cliyyasix paHee YCTAHOBJIEHHBINH nuaruo3 0w mepecmorpen. B 11 (39%) cayuasx Oblia guarHo-
CTHMpPOBaHA aIiasus KpoBerBopenus, B 5 (18% ) — nmepBuuHbIe MMMYHOIE(PUIUTHBIE COCTOAHUA, B
4 (14%) — cuagpom dumepa—IBaHca, B 2 (7% ) — anrmomarTos medenu, B 2 (7% ) — BpOKIeHHAST
TpomOouuTonenus, B 2 (7% ) — oCcTPbIil MUEJIOMIHBIIH JeiK03 mpu cuHapome layHa, B ogaom (4% ) —
MHEJIOIMCILIACTHYECKHIT CMHAPOM, B OmHOM (4% ) — mumdoma XomkxuHa. MequaHa JIUTeILHOCTH
3a00JIeBaHMS IO MOMEHTA IMepecMoTpa Auarunosa cocrasmuia 2 roaa (ot 3 Hex go 10 jger). 3akaroueHnue:
TOYHAA BepuUKaMa JUATHO3a CIIOCOOCTBOBAJIA JIyYlIeMy IOHUMAHMIO IATOreHe3a TPOMOOoIUToIe-
HUM ¥ BBIGOPY COOTBETCTBYIOLIEH TAKTUKY BeIeHU MAEHTOB.

Knrouesvle cnosa: umMmynHAs MPOMOOUUMOneHus, OuppepeHyuaivras 0uazHocmurka, demu.
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Xavwampsan, A.IO. Il]epouna, I''A. Hosuukosa, A.A. Macuan. Cnekmp dug@peperyuanbroil 0uazHoCmuKu
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SPECTRUM OF DIFFERENTIAL DIAGNOSIS OF IMMUNE
THROMBOCYTOPENIA IN CHILDREN

National Scientific-Practical Center of Pediatric Hematology, Oncology and Immunology n.a. D. Rogachev,
Moscow, Russia

Primary immune thrombocytopenia (PIT) is still the diagnosis of exclusion. Objective of the
research: to identify patients with clinical and/or laboratory signs uncharacteristic for PIT,
allowing to suspect alternative diseases that mimic PIT. Materials and methods: authors present
their own experience of diagnostic search in patients under 18 years old, hospitalized in the
National Scientific-Practical Center of Pediatric Hematology, Oncology and Immunology n.a.
D. Rogachev from 2010 to 2016, with recurrent or resistant to the standard treatment PIT. Results:
in retrospective assessment of 147 patients data, in 28 (19% ) cases previous diagnosis was revised.
Hematopoiesis aplasia was diagnosed in 11 (39% ) of cases, in 5 (18% ) — primary immunodeficiency
states, in 4 (14% ) — Fisher—Evans syndrome in 2 (7% ) — liver angiomatosis, in 2 (7% ) — congenital
thrombocytopenia, in 2 (7% ) — acute myeloblastic leukemia with Down syndrome, in 1 (4%) —
myelodysplastic syndrome, in 1 (4% ) — Hodgkin's lymphoma. The median disease duration until the
diagnosis review was 2 years (from 3 weeks to 10 years). Conclusion: accurate diagnosis verification
contributes to a better understanding of thrombocytopenia pathogenesis and the choice of
appropriate patient management tactics.

Keywords: immune thrombocytopenia, differential diagnosis, children.
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HepBI/I‘IHaH NMMYHHAaA TpOMGOIII/ITOHeHI/IH CTUK KJIMHNUYECKOI'O TeYeHUA BIAEJIAT PE3UCTEHT-

(ATII) — »sTO caMOCTOATEJIbHOE NPHUOOPEeTeHHOe
UMMYHOOIIOCPEJOBaHHOe 3a0ojieBaHUe, XapakKTe-
pusyiolieecsa M30JMPOBAHHON TPOMOOIIMTONEHUEHN
(umcao tpomboruToB — Tp — menee 100-109/x1),
BBI3BAHHOM IOBBIIIIEHHBIM CHUHTE30M aHTUTPOMOO-
nurapubix auTutesa (AT), nposaBadmIIeecs CUMIITO-
MaMHu KPOBOTOUYMBOCTH Pa3JIUYHON CTEIeHU BbIpa-
SKEeHHOCTH, IIPU UCKJIIUEHUU KaKUX-JIu00 APYyrux
3a00JieBaHUIl, BLI3BABIINX TPOMOOIIUTOIEHUIO (BTO-
puuHad TpoMboruTonenus) [1].

CorjacHO COBPEMEHHOH TePMUHOJOTHU, IIO
IJIATEJIHHOCTH 3a00J€BAHUSA OT MOMEHTA ITOCTAHOB-
KM [OuarHo3a BBIJEJSAIOT BIePBbLIe BBIABJIEHHYIO,
3aTAKHYI0 (IePCUCTUPYIONIYIO) U XPOHUUECKYIO
WUTII. B KauecTBe MOMOJHUTENBHBIX XapaKTepu-

HYI0 (OpPMY y HAIlMeHTOB, He OTBETUBIINX HA OAUH
u 6oJiee BUAOB MeIUKaMEHTO3HOI Tepanuu, u ped-
paxrepuyio UTII y manueHTOB, HE OTBETUBIINX HA
Tepanuio UIA UMEIOIIUX PerUuIuB TPOMOOIIUTOIIe-
HUU II0CJIe YAaJeHUA ceae3eHKn [2—4].

HecmoTpss Ha AeMOHCTpPAIlMIO IIaTOTeHEeTUYe-
CKOM poJsiz aHTUTpoMOOoIuTapHbIXx AT 1 cyIiecTBo-
BaHMUe TECTOB, IOATBEP:KAAIOINX HAJUUYNE ITUPKY-
JIUPYIONIUX UJIU TPOMOOIIUT-accormupoBaHHBIX AT
K MMMYHOJOMWHAHTHBIM TPOMOOIITMTAPHBIM AHTHU-
remam, WUTII mo-mpekHemMy ocTaeTcd AUATHO30M
UCKJIIOUeHUud [5].

O6bruno BuepBbie BbigBiaeHHas WTII y mereit
MIPOSBJISAETCS TeMOPParunduecKMM CHHIPOMOM Ha
(oHe MBOIMPOBAHHON TPOMOOIMTOIIEHUN IIOCJIE
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TepeHeCeHHOM BUPYCHON WMHMEKIUU WJIN BaKIlU-
HaIuu y TPEeXKAe 3JZ0POBOTO pebeHKa, II0ITOMY B
TIOaBJIAIONEM OOJBIIIMHCTBE CJIy4YaeB HET AUATHO-
CTUUYECKUX CJOKHOCTEN M He TpebdyeTcs IIMMPOKO-
ro AuMarHoCcTUuUecKoro moucka. IIpenBapuresbHBIN
nuarao3 WUTII moxkeT OBITH ¢ OOJBIION yBEePEHHO-
CTBIO YCTAHOBJIEH B CIyYadX, KOTJA JaHHbIE aHAM-
Hes3a 3abojieBaHUA, PUBUKAJIBHOTO 00CIETOBAHUSI,
0011eTO aHaMM3a KPOBU U PE3YJIbTAThI MOP(OTIOTH-
YecKOro UCCJIeloBaHUA Ma3KOB IepudepuuecKoi
KPOBU IIO3BOJIAIOT MCKJIIOUUTH OOIMUPHBIA KPYT
BTOPUYHBLIX TpomOornuTonenuii. OrBer ma WTII-
cnenu@UUECKyI0 Tepamuio TaKyKe KOCBEHHO IIOJ-
TBEPIKJAaeT AMAarHO3, HO He HCKJIIOUAET IIOJHOCTHIO
BTOPUUYHYIO MMMYHHYIO TPUYUHY TPOMOOIIMTOIIE-
Huu [6].

Bce wmeronwmr smaGopaTopHOTO 06CTIEmOBAHU,
HeoOxommmble A auarHocTuku WUTII u pekomeH-
TOBaHHBIE MEKAYHAPOIHLIMU U POCCUUCKUMU IKC-
nmepTamu, paszesieHsl Ha 3 rpynnsl [1, 7]: 1) o6saza-
TeJbHBbIe — OOIMUI aHaIN3 KPOBU, MA30K mHepude-
pUYecKoit KpoBH ¢ (popMyJIoii KpoBH, mmogcueTom Tp
W OIIEHKOUW WX MOP(OJIOTHH, IOACUYET KOJIMUYECTBA
PETUKYJIOIIUTOB, WCCIETOBAHUE OMOXUMUUECKOTO
aHaau3a KPOBU, OIpejeseHNe UCXOAHOTO ColeprKa-
HUA CHIBOPOTOUHBIX MMMYHOTJIOOYJIUHOB (IO Tepa-
MY BHYTPUBEHHBIM UMMYHOTJI00yauHOM — BBUT),
KoaryJIoTM4ecKoe HcCcCJeJoBaHUe, OIpeJesieHue
Tpymnnbel KpoBHU, pesyc-axTopa, mpodbsl Kywmoca,
ucciaenoBanve Ha BUY u BupycHbiii renatut C; 2)
uH(GOpMAaTUBHBIE TeCcThl — crenubuueckue AT K
TIOBEPXHOCTHBIM TJIMKompoTennam Tp, aHTUHYKJIe-
apubie AT, autTudochonununusie AT (B T.u. auTH-
KapIUOJUINH ¥ BOJYAHOUYHBIN aHTUKOATYJAHT),
aututupeounusie AT, IIIIP nia BeIABIEeHUA IapBO-
Bupyca B19 u muromeramosupyca (IIMB), Tect Ha
0epeMeHHOCTh y OeBOUEK ITyOepTaTHOTO BO3PAacTa;
3) TecThI ¢ HEOTIPEEJIeHHON! NHPOPMATUBHOCTHIO.

B cayuaax HekJsaccuueckoro nge6Giora 3aboJie-
BaHUA, a TaKiKe KOTJa y IIalueHTa IIOocJie Tepa-
MUY TIePBOM JUHUU COXPAHAIOTCA U IEPCUCTUPYIOT
6osiee 3—12 Mec KIMHUUECKU 3HAUMMAA TPOMOOITH-
TONEHUA U IPOSABJIEHUA TAKEI0N KPOBOTOUNBOCTH,
sKcmepTsl B obsactu UTII peKOMEHAYIOT MOBTOP-
HOoe o0cJieoBaHME [JIA WCKJIIUYEHUS BO3MOIKHBIX
IPUYUH PA3BUTUA BTOPUUHONU TPOMOOIIMTONEHUMN,
«mackupymotreica» mog UTII [8].

3ayacTyio y:Ke TIIAaTeJbHBIH cO0p JaHHBIX
aHaMHe3a II03BOJIAET B3aIlOJO3PUTHL BO3MOIKHBIE
MIPUYUHBI TPOMOOIIUTONEHUY Yy AeTeli. Bo Bcex ciy-
yaAxX HEOOXOZUMO OIIEHUTh CEeMEeWHBIN aHaMHe3:
KoaudyecTBO Tp, CKIOHHOCTh K 00PA30BAHUIO CUHSA-
KOB, HAJIM4YMe KPOBOTOUMBOCTH, 3JI0KAUECTBEHHBIX
3a00J€BaHUNI KPOBU, AyTOUMMYHHBIX U APYTUX
XPOHUYECKUX 00JiedHeW y poauTesaeii um Gamixaii-
IIUX POJCTBEHHUKOB, ciaydau «cemeiinoii» MTII.
OleHKa BECOBBIX M POCTOBBIX IIOKasaTejeil mpu
POMKAEHUU, OTCTaBaHUe (PU3WUECKOTO PA3BUTUSA U
Ipyrue OCOOEHHOCTH DPaHHEro aHaMHe3a pebeHKa
MOTYT OBITH IOJIE3HBI IPU MOJO3PEHNY Ha BPOIKAEH-
HBbI€ CUHIPOMBI KOCTHOMO3TOBOI HEJOCTATOUHOCTMH.
BakHO TpoaHaJM3WPOBAThL AWHAMHUKY IIOKasaTe-

Jieil o0Ilero aHajau3a KPOBU IAIlMEeHTAa C MOMEHTA
POKAEHUA N0 Hauajsia 3abojeBaHUA (IIOCTEIEHHOE
WJIM BHE3allHOE IOSABJE€HWE TPOMOOIIMTOIIEHUN);
BBISIBUTH HaJIUYNE IIPENIIeCTBYIONINX SIN30J0B
KPOBOTOUMBOCTH (IIyIOYHAA paHKAa, IPOPE3bIBaHUE
3y00B, SKCTpaKIUs 3y60B, HOCOBbIE KPOBOTEUEHUS,
IOBEeHWJIbHBIe MaTouHble KpoBoreueHuda — IOMK y
JIeBOUEK Iy0epTaTHOTO BO3PAacTa), UX AJUTEIHHOCTD
U TAMKECTh, OIIEHUTH CBA3h Hauajia 3a00JI€eBaHUA C
mepeHeceHHOU WH(peKIueil, BaKIMHAIUEl, cTpec-
COM, IIPMEMOM JIEKapCTB; BBIICHUTH HAJIUYUE NPY-
TUX COIYTCTBYIOIINX 3a00JIeBaHUI, aJIJIEPTUUECKUX
peakIuii, mepeHeceHHbIX TPaBM WU oneparuii [8].

dusukranbHOE 00CienoBaHME GOJBHBIX C IIEp-
BuuHOM V'TII 00BIUYHO He BBIABIAECT HUKAKUX IPYTUX
OTKJIOHEHU, KPOMe reMOpPparnyecKoro CUHIpoOMa.
MekIy TAKECTbI0O TPOMOOIIMTOIEHNN M BHIPAYKEH-
HOCTBHIO KPOBOTOUMBOCTH HMeEETCA OIIpeneeHHAd
CBsI3b, OJHAKO V HEKOTOPHIX JeTel ¢ HU3KUM UWC-
soM Tp KpoBOTeUEHUA MOTYT ObITh HE3HAUNUTEIbHBI-
MU U, HAIPOTUB, 3HAUUMBIE KPOBOTEUEHUS MOTYT
BOBHUKATH IIPU OTCYTCTBUU SKCTPEMATBHO HUBKUX
3HaueHUH KoaudectBa Tp. [Ipyrue (paKkToOphl TaKKe
MOTYT IpeApacIojiaTaTh K TAMKEI0H KPOBOTOUUBO-
cTu (BO3pacT, MOABUKHOCTb PeOEHKA, IPUEM IIperna-
paToB, Hapymaomux coiictea Tp, GYHKIIMOHATB-
HBIe ocobeHHOCTH Tp, AMCIIA3UU COETUHUTEIHHOMN
TKaHU, OCOOEHHOCTH CTPOEHUA/PACIOJIOKEHUA
KamuaJIApoB U Ap.). IIpu BBIABIEHUN HETUITHMUHBIX
naa xkiaaccuueckoir UTII KIMHUYECKUX CHUMITOMOB
(3a HCKJIIOUEHWEM TeMOPParuvyecKoro CHUHIPOMA),
HAIIpuUMep, TUIePTEPMUN, NHTOKCUKAIIUN, CHUMKE-
HUS MAacChl Teja, IepMaTuTa, HapyIIIeHuil MTUTrMeH-
Taluu KOKU, TelaToOMerajiiu, CIIJIeHOMerajauu u/
wiIn JuM@ameHomaTu, ouaroB WHGEKIuu u Ap.,
TpebyeTcA MPOBeleHNEe NOTMOJHUTEIHHOTO 00CIeno-
BaHUA [OJIA YTOUHEHUS MIPUUYUHBI TPOMOOIIHTOIIE-
Huu. [Ipu HaTMUnM PeHOTUINYECKUX 0COOeHHOCTEH
CTPOEHUA JINIA, AaHOMAJIUI Pa3BUTUA KOHEUHOCTEHN
UJIV BHYTPEHHUX OPTaHOB HEOOXOAMMO MCKJIIOYATH
BposkaenHble 3aboaeBauua (TAR-cuHIpOM, KOH-
TeHUTAJbHBIN [qUCKepaTo3, aHeMusa PaHKOHU U
ap.). IIpu CKJIOHHOCTH K YaCTBIM OaKTepPUaAJTbHBIM
UHMEKIUAM, TPOABIEHUAX aJJIePTrUYecKoro Iep-
MaTHUTA W OPYTUX AYyTOUMMYHHBIX 3a00Je€BaHUIX
B ceMbe WJHN y pebeHKa TpedyeTcs pacIIMpeHHOe
UMMYHOJIOTUYEeCKOe OO0CJiefoBaHUE IJiA WCKJIIOUe-
HUS TEePBUYHBIX HMMYHOIEPUIIUTHBIX COCTOSHUMN
(Imnace) [6].

BHuMaTe bHAas OIleHKA KJIMHUYECKOTO aHATIN3a
KPOBU U MOP(MOJIOTUUECKOE Hccae[oBaHue mepude-
pHUYecKoil KPOBU IIOMOTAalOT BBLIIBUTH WHBIE M3Me-
HEHUdA, KPpoMe TPOMOOIMTONEHUN: aHEMUA, HEOOb-
ACHUMAA OCTPOM MM XPOHUUYECKOU KPOBOIIOTEPEN
UJIN Kene30qe(UIUTHBIM COCTOAHUEM, yBeJIude-
HUe/yMeHbIlleHNe pasMepoB Tp m m3MeHeHUE UX
Mopdosiorun, U3MEeHEHUA B JIEMKOIUTApPHOU (hop-
MyJie 1 MOP(OJIOTUY JIEHTKOIIUTOB, IaTOJIOTUYECKUE
KJETKU U HeKOTOpbIe APYTUe U3MEHEHUs, JAIOIIIe
TOJIE3HYI0 MHMOPMAIUIO I ONpPeIesieHUA Aajb-
HEUINero AMarHOCTUYECKOr0 IOMCKA W YTOUHEHUSA
IpUYUHBI TpoMOoIIUTONTIeHUY [6—8]. OCHOBHBIE KJIH-



Tabauua 1

OcHOBHBIE KIMHUKO-1a00paTOpHbIE MPU3HAKU, He THnnyHbIie 1 UTII

O0Hapy:KeHre TPOMOOIIUTOIIEHUY C POIKIACHUA

Temarocmaenomeranns, auM@pageHOIATH
JInxopaaka, HHTOKCUKAIIUA, IIOTEPS Beca

JleifikoleHU s, HEATPOIIEHU ST
Anomanbuas mopdosorus Tp

CeMeliHbIE CIyUYau TPOMOOIIMTOIIEHNY /KPOBOTOUMBOCTH
ComyTcTBYyOIIME HETEMATOJOTHYECKYEe TPOABICHUA: (DeHOTUIINYECKYe 0COOEHHOCTH, aHOMAaJINU KOHEUHOCTeH,
TOPOKHY Pa3BUTUSA BHYTPEHHUX OPTaHOB, ayTOUMMYHHbIe 3a00JIeBaHUA, HAPYIIIeHUEe CIyXa, 3peHus

Anemusi, HeoO'bACHUMAA KPOBOIOTEPEH Uan AedUIINTOM Keesa

Nsmenenusa B Muesorpamme (61acTHbIE KJIETKY, IPUSHAKY AVCIIO33a, YIHETEHNE POCTKOB KPOBETBOPEHU )
HeynosaerBopurenbubiit orBeT Ha UTII-cienmuduueckyio Tepanuio

HUKO-71a00paTopHble NMPU3HAKU, HE XapaKTepHbIe
nast UTII u Tpebyromiue 60Jjee TIaTeJIbHOTO obce-
IOBaHUS MAIMEeHTOB, IIPEeACTaBIeHbI B Ta0. 1.

O0beM [AOIOJHUTENbHBIX WCCIAENOBAHUN [IJIs
KasKIOTOo IallieHTa OIpelessieTcs B 3aBUCHUMOCTH
OT IOJIYUEHHBIX aHAMHECTUYECKUX NAHHBIX, KJIU-
HUYECKOU KapTUHBI, Pe3yJbTaTOB 00sg3aTeJbHBIX
uccjaegoBaHuil u 9POPEKTUBHOCTH IIPOBOIUMOI
paHee Tepanuu. IlepeueHb HOIOJHUTEIbHBIX J1a00-
PaTOPHBIX HMCCJAEIOBAHUIN MOKET OBITh JOBOJbHO
IIUPOKUM: MOPGOJIOTUS IPUTPOIIUTOB, PA3BEPHY-
TOoe GMOXMMHUUYECKOe HCCJIefOBaHUE KPOBU C I'eMO-
autunyeckumu tecramu (JIAT', ranroriobun, 6uin-
pyoun), mHpeKnuoHHbIN ckpuHuHr (BUY, rema-
tutsl B, C — BI'C, Bupyc dumreiina—Bapp — B3B,
IIMB, mapsoBupyc B19), cybOKJacchl ChIBOPOTOU-
HBIX MMMYHOTIJIOOYJINHOB, MMMYHO(MEHOTUIINPOBA-
HUe C ompejejeHreM (PPaKIuU AyO0Jb-HeTaTUBHBIX
T-numdonuros (CD3+CD4—/8—, TCRop+), koHIeH-
Tpanusa BUTaMUHA B;y, QYHKIMOHAJIbHASA aKTUB-
HOCTh Tp, I3B-TecT Ha JoMKOCTH XpomocoMm, ITHT-
KJIoH, ypoBeHb ADAMTS13, MmuesorpaMmma co CTaH-
JapTHBIM IIMTOTeHETUYECKUM NcciiefoBaHueMm [8].
B HEKOTOpBIX cJydYasX AaHHBIE HHCTPYMEHTAJb-
HbIX MeTo0B (Y3U/KT/MPT BHYyTpEeHHUX OPTaHOB)
MIO3BOJISIIOT IIPEIMOJOKUTh aJbTePHATUBHBIN aua-
rHO3 (AHTMOMAaTO3 BHYTPEHHUX OPraHoB, JuMdbanie-
HOTIATHUSA, IOPOKY PA3BUTHUA U AP.).

IIpu momospeHUU HA BPOKIEHHBIE CUHIPOMBI
KOCTHOMOST'OBOM HEIOCTATOYHOCTH (BPOKIEHHBIN
IUCKepaTos3, aMerakapuonuTapHas TPOMOOIUTOIIe-
HUA), BPOXKIEHHbIEe TPOMOOIIMTOIIEHU, CBSI3aHHbBIE
¢ MyTaluei TAMKeJIO0H ey HeMbBIIIIEYHOTO MUO3UHA
(MYH9-cungpom), u IIUIC (mmpexge Bcero, CUHI-
pom Buckorra—Onaxpuua (CBO), ayrouMMyHHBII
aumdonpoandepaTuBabiii cuagpom (AJIIIC) u
obmas BapuabesibHAA UMMYHHAsI HEJOCTATOUHOCTH
(OBUH)) mo:keT mmoTpeboBaThCA IIPOBEAeHNE MOJIe-
KYJAPHO-TEHETUUYECKOT'0 MCCJEeJZOBAHUS C I[EJIBIO
IMoMCKa MyTaIluii B OTBETCTBEHHBIX TeHaX IJIA IMOJ-
TBePIKJeHUs AuarHosa. B Tabu. 2 mpeacTaBieHBI
OCHOBHBIE BO3MOJKHBIE IPUUYUHBI TPOMOOIIUTOIIE-
HUU U MeTOoAbl quddepeHInaTbHONi TUarHOCTUKH.

BrisiBIIeHUE aIbTEPHATUBHOTO JUATHO3a MOKET
00'bSICHUTH OTCYTCTBHE OTBEeTa Ha MPOBOJUMYIO
cuenupuueckyo Ttepanuio HWMTII, cmoco6GeTBy-
eT JydllleMy IOHUMAaHUIO IMaToreHe3a Pas3BUTUSA

TPOMOOIIUTOIIEHN Y U OIIPeIesIsieT TAKTUKY BeJeHU
manueHTa u o0IIuii nmporuHos. IIpu JiekapcTBeHHO-
aCCOIIMMPOBAHHON TPOMOOIIUTONEHUN PEKOMEHIY-
eTcsi OTMeHa IpellapaTa, BbI3BaBIIIEr'0 TPOMOOILH-
TOIEeHU0. XOPOIII0 U3BECTHA acCOIUAIusA TPOMOO-
IUTOIEHNN C HeKoTopbiMu wuHMpekmuamu (BUY,
BI'C, IIMB), nmpu KOTODPBLIX AJA KOHTPOJSI TPOM-
GomuTomeHun TpebyeTcsa HasHaueHHe cueluduye-
CKOM ITPOTHMBOBUPYCHOII Tepamuu. JleueHue BTO-
PUYHOM UMMYHHOM TPOMOGOIIUTOIIEHN Y MOYKET OBbITH
meHee 3G (GEeKTUBHO IPU NPUMEHEHUU OOIIenpu-
HaTtou aaa neppuunou UTII repanuu. Hanpuwmep,
npu cuHApoMe Puinepa—IBaHCa MOMKET IIOTPedo-
BaThCsA 0oJiee arpecCUBHAsA U IJUTEJbHAS UMMY-
HocynpeccuBHaa Tepanusa (MCT). B To ke Bpemsa
npu npoBeaennu VCT mammeHTaM ¢ momo3peHUEM
Ha OBUH HeoO0XOZMMO IIOMHUTL, UTO OHA MOKET
OBITH CONPsAKEHA CO 3HAUNMBIMU NH(PEKITUOHHBIMU
ocyoKHeHuAMU. Takue 3a00eBaHUA, KaK MUEJO-
pucmmactuueckuit cuagpom (MJIIC), BposkaeHHBIE
dopmbel anmactTuueckoii anemun (AA) u TpoMGOIH-
TOIEeHWU, MapoOKCHU3MajJbHAsA HOYHAsS TI'eMOTIJIO0uU-
uypua (ITHT) u TpombGoTHnuecKas MHUKPOAHTHOIIA-
s (TMA) npu arunuuHoMm ae6ioTe 3aboeBaHUI
B TeueHUE IJUTEJIbHOTO BPEMEHU MOTYT IIpOoTe-
KaTh B BUJe N30JUPOBAHHON TPOMOOIIMTOIIEHUN, U
MaIMeHTHl MOJYyYaoT HEHYKHYI0, Hea((HEeKTUBHYIO
Tepamuio o cxemMaM, pekoMeHnoBaHHBIM aasa UTII,
BMECTO CIeIMaJU3UPOBAHHOIN IaTOTeHEeTUYECKON
WJIW WHOM Tepamnmuu, PeKOMEHIOBAaHHOUN IpPU JaH-
HBIX COCTOAHUAX. TPOMOOIUTONEHNA IPU OCTPHIX
U XPOHUUYECKUX JieliKo3ax U mpu JuMdomMax o0bIu-
HO He ABJIsIeTCA eIUHCTBEHHBIM IIPOSABICHUEM 3a00-
JleBaHUA, U MalMeHTaM HasdHauaeTcsa Heo0XoauMoe
aeuenue [8].

B macrosdmieir cratbe MBI HpeJCTaBIAEM COO0-
CTBEHHBIH OIIBIT JUATHOCTUYECKOT'O IIOMCKA Y Iallu-
eHTOB, noctynusinux B ®I'BY «HMUIL IT'OU um.
Ovutpusa PoraueBa» ¢ AuarHosoM <«UMMYHHas
TPOMOOITUTONIEHUA» B CBA3U C PEIUAMBUPYIOIIUM
WJIV PE3UCTEHTHBIM K CTaHIAPTHOMY JIEUEHUIO Teue-
HueM 3a00JieBaHUEM U Pe3yJIbTaThl, ITO3BOJIUBIINE
BBIABUTH I'PYIITY ITAIIUEHTOB C UHBIMU 3a00JIeBaHU-
AMHU, KoTopble umutupoBaau UTII.

ITenpb uccieqoBaHUA — BBIABJICHUE Y TAIIEHTOB
KJIMHAYECKUX U/UJIN JabOpaTOPHBIX IIPUSHAKOB,
HexapakTepHbIX Ay VUTII, mo3BoIsgioninx 3amom03-




Tabaruua 2

OuddepeHunalbHbIi TMATHO3 U UCCIETOBAHUA, HEOOXOMUMBbIE /I YTOYHEHU I JUATHO3A
(amanTuposano us [8])

IIpuYnHBI TPOMOOIMTONIEHUHN

Mertons! nuddrepeHIIHaTbHOM THATHOCTUKH

JlekapcTBeHHBIE IpenapaThl (BaJabIpoeBast
KHUCJIOTa, TYaHUH-TYaHUIWH, 3CTPOTEHBI U 1P.)

VY MeHBIINUTD 103y UJIU 3aMEHUTh JeKAapCTBO, TECTUPOBAHME Ha
ompezeneHne JeKapcTBeHHbIX AT

Nuaperniun

IITTP — BUY, BI'C, B3B, IIMB, naprosupyc B19, Bupycs! mpocTo-
ro repreca 6-ro u 8-ro Tunos, Helicobacter pylori

Bropuunaa UTII

CucremMHasA KpacHas BOJTYAHKA

Anrunykiaeapusie AT, AT k ageycnupanasnoit [[HK, C3,C4,
p-ANCA, c-ANCA

Oo61as BapuabebHasd UMMYHHAS
HEIOCTaTOYHOCTH

KonnuecTBeHHOE OIIpeiesieHIe CHIBOPOTOUYHBIX
UMMYHOIJIOOYJIMHOB, TUTD CHENN(MUIECKUX IOCTBaKIUHAIBLHEIX AT

Cungpom Puirepa—IBaHca

IIpamoii aHTUTI00YIUHOBBII TecT (IpaMasa mpoda Kym6ea),
PeTUKYJIOMUTBI, IPU3HAKK IeMOJIN3a

AyrouMMyHHBI TuMbonpoardepaTUBHBIN
CUHAPOM

IIporouHas UTOMETPUS [JJIs BHISBIEHUS U [MOACYETA Ty0IIh-
HeraTuBHBIX T-nmumponuros (CD3+CD4-/8—, TCRap+)

XpoHnueckuit TuMPOOIACTHLINA JIEHKO3,
aumpoma XomKKuHA

Masok KpoBu, MPOTOUHAS IUTOMETPUS, UMMYHOTHCTOXUMUUECKOE
nccaeloBaHTe

HeremaTosiornueckue HOBOO6paBOBaHI/IH

Cruenuduyeckoe o0cIeL0BaAHNIE

ITapokcusmaabHasA HOYHAA MeMOTJIOOUMHYPUS

IIporounasa nmuromerpuda (CD55, CD59)

TpombGoTruecKasd TPOMOOIIUTOIIEHUYECKAA
oypiypa

Cogepsxanne ADAMTS13 u ero uarudouTopa

MuenogucaacTUYeCKUH CUHAPOM/
OCTDBIiT TUMDOOIACTHEIH JTeHKO03/0CTPHIH
MUEJOUTHBIN JeHKO03

OO0t KIMHUYECKUI aHaJIN3 KPOBU, MUEJIOrpaMMa, IPOTOUHA T
IIUTOMETPUSA, CTAHJAPTHAA ITUTOTEHETUKA

IIpuoGperenHasa (MgUOTATAUYECKAT)
arIacTUUecKasi aHeMUs

BpokaeHHBIE CHHAPOMBI KOCTHOMO3TOBOM
HeJocTaToyHOCTH (aHeMusa PaHKOHU,
BPOKIEHHBIN THMCKEPaTO3,

CeMelHBIN aHaAMHE3, AJIUTEJILHOCTh TPOMOOIIUTOIIEHN N, MAa30K
KPOBHU, APyTHUe KINHUYECKUE IIPUSHAKY, MOJIEKYJIAPHOE
TEeCTUPOBAHUE

aMerakapuonuTapHas TPOMOOIMTOIeHU )
HacseacrBeHHbBIE TPOMOOIIUTOIIEHU

PUTHL aJbTepPHATHUBHBLIE 3a00J€BaHUSI, UMUTHUPYIO-
mue UTII.

MaTepuaJIm 1 MeTOJAbl UCCJIeTOBAHUA

Hamu mnpoBeseH peTPOCIEKTUBHBIN aHaIU3
MeIUITMHCKON MOKYMEHTaIlUUu Ial[ueHTOB C Aua-
rao3dom WTII, mocTynuBIIUX OJA CTAI[OHAPHOTO
obcinemoBanuda u jgeuenus ¢ 2010 oo 2016 rr.

Y Bcex maiyeHTOB OIEHUBAJIM CEeMENHBLIA aHaMHe3:
KoJsimuecTBo Tp, reMopparnuecKkue MPOSBIEHU, HATUUNE
WTII u gpyrux 3abojieBaHUM Y POACTBEHHUKOB; aHAMHE3
3a60JIeBaHMs: CPOK BBISBJIEHUS U JJIUTEJIbHOCTH IIEPCU-
CTEHIIUU TPOMOOIIMTONEHUU, NeOI0T reMopparundyecKoro
cuHIpoMa (C POKIEeHUA, Iocae NHPEeKITNi, BaKIIMHAIIUH,
mpueMa JIeKapcTB), HUCTOPUI0O KPOBOTEUEHUM, KadyecTBO
orBera Ha Tepamnuio nmo mosoxy UTII (ropmonasbHyIO,
BBUTI', autu-D, anbda-unrepdepoH, AaHa30J, CILJICHIK-
TOMHUIO WM OP.) U ero JJIUTeJbHOCTb. Takike OIleHUBAIU
pe3yJabTaThl 00CIeJOBAHUM, IPOBEIEHHBIX BpauaMU-CIIe-
[[UAJNCTAMU, AJISI UCKJIIOUEHUS ACCOIHAIINU C APYTUMU
KIVMHUYECKUMH NPU3HAKAMMU: IIPEIPACIOIOMKEHHOCTh K
YacThIM MHMPEKIIMOHHLIM 3a00JI€BAHUAM, HAJUUYNE IPY-
rMX ayTOMMMYHHBIX 3a00JI€BaHUI, HAPYIIEHNE 3PEHUS
WU CJIyXa, IPUCYTCTBUE IPOTENHYPUN/HEe(PPOTUUECKOTO
CHUHAPOMA U JP.

Du3uKaIbHBIA OCMOTP ITPOBOIMUIIN AJISI OLEHKU TUIIa
¥ BRIPAXKEHHOCTH reMOPPaArnuecKoro CUHIPOMA, TAMKECTH
KPOBOTOUYMBOCTH, I[BETA KOXKHBIX OKPOBOB, (DU3UUECKO-
0 Pa3BUTHUS, IPUCYTCTBUSA MaJIbIX CTUTM IUCOIMOpHOTe-

He3a U CKeJETHBIX aHOMAaJIUI, HAJINUNSA POOUMBIX IIATEH,
aJIJIepTUYecKoro JepMaTUTa, COCTOAHMUA HOI'TeH 1 BOJIOC,
3y0HOII 9MaJIN, BHISABIEHUSA IelIaTOCILIIEHOMEraJIuu, JIUM-
dazeHOIATHH, JUXOPAAKYU U JPYTUX KJINHUYECKUX OCO-
OEeHHOCTE.

Bce mamueHTBI IpOILIM CTaHZapTHOE JabopaTop-
npu WTII.
HomonHuTenbHOE AUMdEPEHIINATLHO-IUATHOCTUYECKOE

Hoe o0ciieJoBaHVE, pPEKOMEeHIOBaHHOE
o0cefoBaHVe BBIIOJIHANY IIPU PA3JINUYHBIX (Dasax Tede-
Hua WUTII, kak mpu pe3sucTeHTHOM K Tepaluu BIIePBBLIE
BBISIBJIEHHOM 3a00JI€eBaHUU, TAK U Ha dTanax crenuduyue-
CKOIl Tepanuy IPU 3aTAKHOM U XPOHUUYECKOM TeYeHUH
3aboneBanus. O0beM HEOOXOIMMOI'O TOIIOJHUTEIHLHOI'O
00cIeJ0BaHUA OIPEeJIANCA B 3aBUCUMOCTH OT KINHUYE-
CKOIl CUTyallM U BKJIOYAI: MOP(OJIOTUIO KJIETOK IIepu-
(deprUYecKOil KPOBU C IIEJbI0 IMOMCKA ATUIHUYHBIX (Hopm
9PUTPOIUTOB, JENKOIIUTOB, moacueTa pasmepoB Tp, pac-
IIVPEHHYI0 KOaryJorpaMMy, HCCJIeLOBaHWE arperanuu
Tp u GpyHKIUOHANBHON aKTuBHOCTU TP, aHAIWU3 AHTU-
HyKJeapHbIXx u aHTudochomunugabix AT, ITITP IIMB,
BOB, napBoBupyca B19, ropmoHaabHBIE TECTHI, 9JIEKTPO-
¢dopes reMorI00MHOB, UMMYHO(GEHOTUINPOBAHNE IIEPU-
depuyeCcCKUX JEHKOIUTOB C y0Ib-HeTaTUBHOM (paKIuein
IuM@OIUTOB, OIIpeseeHre KOMIIOHEHTOB KOMILJIEMEHTa,
KOHIleHTpallus BUTaMuHa By, MuesorpamMmmy, cTangapt-
Hoe kKapuoTunupoBaHue u FISH-uccienoBarre KoCTHOTO
mosra (KM), aktuaocts ADAMTS13, BbiABIeHTE KJIOHA
ITHI' um ™MoOJIeKyJIsApHO-TeHEeTUYEeCKue WCCJIeJOBaAHUA.
B HexoTOpBHIX ciydyasaxX [ YTOYHEHUS WJIU II€PEecMO-



Tpa pes3yJIbTAaTOB aHAJIM3bI BEIIIOJIHAIN TOBTOPHO. KpoMme
TOTO, NIPOBOAUIU CTAHAAPTHBIE U JOIOJHUTEJILHBIE
WHCTPYMeHTaJbHbIe ucciaenoBanusd: OKI', Y3U, KT/ MPT
BHYTPEHHUX OPTAaHOB C KOHTPACTHBIM yCUJIE€HUEM u 0e3
Hero. IIpu HEOOXOQUMOCTY TAITUEHTOB KOHCYJIbTUPOBATIN
Bpauy Pa3JNYHBIX CIENUaJIbHOCTel: nuMMmyHoJor, JIOP,
o()TaIbMOJIOT, HEBPOJOT, KapAUOJOT, He()POJIOT.

M1 He IPOBOAWIIY CJIELYIOLINIE CCIEIOBAHNA: OIIPee-
JeHue auTutTpoMboruTapHbix AT, KOHIeHTpamus TpoMOo-
IIOATVHA, BpeMA KPOBOTEUEHM S, BEIXKMBAEMOCTE Tp.

ITocne mpoBemeHusa srama OOCTE€IOBAHUS JUATHO3
«UTII» ycramaBauBaaW Ha OCHOBAHUU OOIIEIIPUHATHIX
kpurepues (cHmkenue Tp Huxe 100 < 109/1 mpu uckIo-
YeHUU BTOPUYHBLIX MPUYUH TPOMOOIIMTOIIEHUN) U KJIAC-
cu@UIIIPOBANIN COIJIACHO PEKOMEHIAIIUAM JSKCIEPTHOM
rpyunsl mo WUTII [1]; npu BeIABIEHUH CIenu(PpUUIECKUX
IIPU3HAKOB MHBIX 3a00I€BaHUI YCTAHABINBAIN COOTBET-
CTBYIOIIMH nuarxos. llanbHeiilllee pellleHUe O TAKTHKE
Tepanuy NaueHTOB IPUHUMAJIN B 3aBUCUMOCTH OT yCTa-
HOBJIEHHOTO AVarHO3a.

Pe3yabTaTsl

IIpoananusupoBaubl JaHHbIe 147 MAIMEeHTOB C
BIIepPBBIE BBIABJIEeHHOU (n=12), saraxuoil (n=40) u
xpouunyeckoii (n=95) UTII, rocnuTaan3upoBaHHBIX
3a yrkasaHHBIN nepuon. Ha ocHOBaHUU pe3yIbTATOB
O0IIEeNPUHATOTO U IOIOJHUTEJILHOTO 00cJyieoBa-
HUS, BBIMOJHEHHBIX HEIIOCPEACTBEHHO IIPU IIOCTY-
IJIEHUX, B XOJe Tepaluu WX B Iepuol HabJrome-
Husd, 28 (19% ) mamueHTam ¢ paHee YCTAHOBJIEHHOMN
WTII guarHo3 OBLI IIePeCMOTPEH, U3 HUX OOJIBIITNH-
cTBO (22 pebeHKa) COCTABUJIN HAI[UEHTHI C XPOHU-
yeckuM TeuenueM MTII, u mo 3 mamumenTa OBLIO C
3aTSKHBIM U BIIEPBBIE BHISBJICHHBIM PE3UCTEHTHBIM
K Tepanuu TeueHueM 3a00JieBaHMs.

B pmamHoii rpymnme m3 28 manmeHTOB, Cpeau
KOTOPBIX 0b1710 17 ManmbuukoB u 11 geBouek, Mequ-
aHa BO3pacTa Ha MOMEHT 3a00JieBaHUS COCTABUJIA
1,9 roma (ot 0 mo 12 mer), MmegmaHa Bo3pacTa Ha
MOMEHT rocuutanaudamuu — 7,7 jgetr (or 1 mec 1o
17,2 ner), MemmaHa IJIUTEJILHOCTU 3a00JIeBaHUA — 2
roga (ot 3 Hex mo 10 jger), meguama KoaudectBa Tp
IPU MOCTAHOBKe IepBUYHOro Auarsosa — 20-109/x
(6—56 - 109/21). 3aboJieBaHMe IPOTEKAJIO B TSAMKEJION
dopme ¢ KpoBoTeuenumsimu y 17 (60%) mamwmen-
ToB. IlpenmiecTBytoriee jgeuenue mo mosoxy WTII
¢ mpuMeHeHHeM TJIOKOKopTukoctepounmoB (I'KC)
u BBUT monyuanu 25 (89%) manumeHTOB, U3 HUX
moBTOPHBIMU Kypcamu 16 (57%). Bropyro nuHMIO
Tepanuu (anbda-uHETEeP(HEPOH, AAHAB0J, ITUKJIO-
cnopur A, MmukodeHnosara moheTusi, puTyKcumao,
asaTpombonar, pomuniaoctTum) moayuman 11 (40%)
nanuerToB. OmHOMY IaIMeHTy ObLIa IIPOBEIeHAa
CILJIEHYKTOMUS.

Ha momenT mepecmorpa mmarfosa B 00Iem
aHaJiM3e KPOBM MMAIMEHTOB MeJuaHa KoJiuue-
crea Tp cocrasuma 14-109/m (1-100-109/1).
BoJbIINHCTBO MAMEHTOB HEe MMEJIO TPOMOOIIUTAP-
HOT'O OTBETA II0CJIe IPEeAIIeCTBYOIel Tepanuu, u 2
marnueHTa o6paTUINCh B CTATyCE TPOMOOITUTAPHOTO
orBera (1 — mapuumanbublii 1 1 — mosusbiit). Kpome
TpombomToneHuu, y 17 (60% ) mammenTos Oblia

BBIABJIEHA aHEMUA JIETKOU WMJIU CPeNHEN CTeleHU’
TAMKECTHU U Y OLHOTO HAIleHTa — TAMKEJIOH CTeeHN,
y 11 (40%) Onlia neiikonenus. Masox mepudepu-
YEeCKON KPOBU BBIMOJHAJIU BCEM IaIMEeHTaM MAJIs
mojcueTa JIEMKOIIUTApHON (POPMYJIbI, B KOTOPOM
v 9 (32%) mammeHTOB OOHapyKeHa HENTPOIEeHUS
uy 4 (14%) mamueHTOB — aHOMAJbHBIE KJIETKU.
ITo pesynbpraTram oOIeHKH MOP(OJJIOTUUECKUX OCO-
6ennocrteil Tp y ogHOTO TarueHTa OBLIW OIIMCAHBI
0osIbINIMe arpaHyJaapHbIe (POPMBL U eIlle ¥ OZHOTO —
ruraarckue Gpopmsel Tp. ¥V 7 (25% ) nanmuenTos o6Ha-
py:KeHa TOJIOKUTeNbHass mpamas mpoba Kywmbea.
Ha ocHOBanmu gamHOTO MCCIENOBAaHUA B 4 caydaax
Ipu IpUCOeSUHEHUU remMoJinsa K umeroiietica UTII
OBl 3amomo3peH cuHapoM Puinepa—9IBaHCca, B 2
cayuaax 0bL1 guarnoctupoBaH IIMIIC, etrte B ogHOM
— mumpoma Xomuruna (JIX). ¥V 5 (18% ) namuenTos
OBLIIO OTMEUEHO CHUIKEHUE KOHIIEHTPAIINYN CHIBOPO-
Tounbrx IgM u IgG, mo3BonuBIllee B JajabHEHIIEM
UAeHTU(PUINPOBATL «UMMYHOJOIMYECKUE» IUAar-
HO3bl. OMHOMY MAIMEeHTy Ha OCHOBAHUU OOHAPY-
JKeHUSA BBICOKOTO COIEpP'KaHWuA Ay0Jb-HETaTHBHOM
dparmuu suMm@oruToB 6611 mpeanoaoken AJIIIC.
Juarsoctuyeckasd KOCTHOMO3TOBAadA IYHKITUA
C IeJIbI0 YTOUHEeHUA AUarHosa Oblia mpoBegeHa 26
(93% ) mamumentam. B 13 (46%) cayuasx, mo maH-
HBIM MUEJIOTPAMMBI, BLISBUJIY 3HAUNMOE CYKEHUe
POCTKOB KOCTHOMOSBTOBOI'O KPOBETBOPEHUS, IIO3BO-
JIMBIIIEE TPENIOJIOKUTE NN KOHCTATUPOBATD aIlja-
31I0 KPOBETBOPEeHUA (BCeM maliueHTaM B HaJbHe-
IIeM IPOBEEHBI IIUTOTeHETUYECKIE U MOJIEKYJIAP-
HO-TeHETUYECKUE VCCIELOBAHUA C I[eJIbI0 IIOMBITKYI
YTOUYHUTL IPUUYUHBI KOCTHOMOSI'OBOM HEIOCTATOY-
HOCTHU), B 2 caydyaax (y TalueHTOB C CUHIPOMOM
Hayma) — 6aactuyio nHpuiabTpamuio KM, Ha ocHO-
BaHUU KOTOPOH MOCJIe MMMYHOJIOTMUYECKOTO aHa-
Jm3a OBbLI YCTAHOBJIEH AUATHO3 OCTPOTO MIEJIOWJ-
"Horo Jeiikosza (OMJI), M7 BapuauT. Ilo maHHBIM
CTAHJAPTHOTO IIUTOT€HETUYECKOTO MCCJIeZOBAHUA

12

10

KonuuecTBo mamueHToB
o
|

AA UOC CPS AIl BT OMJI MIOC JIX
PucyHnok. Pacnpenenenue mo HO30J0rusaM cpeau 28 manmeH-
TOB ¢ IepecMoTpeHHbIM quarnosom UTII.

AA: antacTryecKkasi aHeMus IprodpeTeHHas — 1, HEyTOUHEH-
HaA — 6, KOHTeHUTAJLHBIN JUCKepaTosd — 2, aneMus PaHKOHU
— 1, amerakapuornuTrapHas Tpomoonuromenus — 1; UJIC:
Heytounernusie — 1, CBO — 2, AJITIC — 1, nedexT rena CTLA4
— 1; cuagpom Puirepa—IBanca (CPI); aHrMOMATO3 EUEHU
(AII); BposkaenHas tpomooruronenus (BT): cuaapom cepbix
TpomboruToB — 1, MYHY9-cuuapom — 1, MIIC ¢ MmoHOCOMUENt
xpomocoMbl 7; OMJI, M7-BapuanT npu cuazapome [Nayna; JIX.
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OcHoBanus ajsa comuenns B quarunose UTII, moaTeep:kgaroiue TeCThI, TEPAMUI U HCX0d 3a00JIeBaHN I

IMauu- .
enr. No JlanHBIE OCMOTPA U 00CIeTOBAHUIT JMuaraos Tepanus Hcxon
, Ne
PasBuTnie reMoOIUTHIECKOI aHEMUN: CHUKEHIE
reMOTJIOOMHA, PETUKYJIOIUTO3, CABUT
1 ! » DETUKYJIOLITOS, CA Cuunpom ®umepa—DBaHca TKC, M®M JKusa
JIeHIKOIIUTAaPHOI (hOPMYJIBI BIEBO, IIOBBIIIIEHNE
ouaupyomHa, moJgoKuTe bHad npodba Kymbea
PasBuTne reMoJNTUYECKON aHEMUN: CHUYKEHUE
BBUT, TKC,
TeMOTIJIO0NHA, PETUKYIIOIIUTO3, CABUT
2 . . Cungpom Puiepa—IBaHca purykcumao, CmepTh
JIEAKOIUTAPHOM (DOPMYJIBI BJIE€BO, IIOBBIIIIEHIE
nukJgopochan
OumpyOuHa, moJoKuTeabHasd npoba Kymbea
AroHUCTBL
Heremartosoruueckue CHMITOMEL (TYTOYXOCTb,
TPOMOGOIIOITUHA,
3 Hedpomarusa), ruranrckue Gpopmer Tp MY H9-cusagpom Hus
CHUMIITOMATHUYECKAT
B Ma3Kax KpPoBH, myTarus B rene MYH9
Tepanusa
Jluxopaaka, pasBUTHE TeMOJUTUIECKON aHEMUM: T'KC, BBUT,
CHUJKEHUEe reMOTJIOONHA, PETUKYJIOIUTO3, CBUT MKJIOCIIOPUH A
4 . . » D yaron N Cungpom ®Puiepa—IBaHca a b ? CmepTh
JIeHKOIUTapHOM (DOPMYJIBI BJIEBO, IIOBBIIIIEHUE M®M,
OuimpyOuHa, moJoKuTeabHad npoba Kymbca CILJIEH9KTOMU S
Pomuniaoctum
5 CHUIKeHUe CBIBOPOTOYHBIX UMMYHOTJIOOYJINHOB OBUH ? ITorepan
UMMYHOTJIO0YIMHBI
Paunwnit Bospacr, pe3aucTeHTHAA TPOMOOIIUTONIEHUA,
AwmerakapuonurapHas
6 CysKeHUe POCTKOB KPDOBETBOPEHUS, efUHNYHbIE TI'CK Kusa
TPOMOGOIUTOIIEHU ST
MerakapuonuTbl, myranus B reue M PL
My KCcKOl 1T0JI, pe3UCTeHTHASA TPOMOOIIUTOIIEHU Pomuniaoctum
7 ’ ’ Cungpom Buckorra—Ougpuya ’ Kus
myTamnus B rene WAS AP AP BBUT', TTCK
PasButne u ycyry6JsieHue 3-pOCTKOBOM IUTOIIEHUH, BDosK IeHHAS ATLIACTAUECKAS
8 myrtanuu WAS, MPL, RUNX1, DSC1, TINF2, TERC| POM Iaunason, TTCK Kus
aHeMusA HEyTOYHEHHAA
He BBISBJIEHBI
9 PasBurue u ycyryojeHue 3-pOCTKOBOM IUTONEHUH, Bposkgennas amsacTuuecKkas TTCK Kus
myTtanuu WAS, MPL, RUNX1, DSCI1 He BbIABJIEHBI aHeMUsA HeyTOUHEeHHAasd
DenoTUNINYECKHE 0COOEHHOCTY, PESUCTEHTHAA .
10 » P BposkeHHBIH fuCKepaTos TI'CK Kusa
TPpOMOOIUTONEeHUA, MyTanus B rene TINF2
deHOTUNINUECKYIE OCOOEHHOCTHU JINIIA, CYsKEeHUe
11 &, Cy Anevusa @aHKOHU TI'CK Kus
POCTKOB KPOBETBOPEHU A, IOJOKUTENbHBIN [[OB-TecT
. Bpowkgennas
Paunuit Bogpact, ymMepeHHAs TPOMOOIIUTOIEHNS, TpoMGomIToneH s/ CUMITOMATIICCK A
12 cumxenne Kiaerounoctu KM, myranuu WAS, MPL p i~ HKus
anIacTUYecKas aHeMUsI Tepanus
He BeIgBJeHbl, DSC1 — He BBIIIOJIHEH
HEyTOUHEHHAA
PesucrenTHaA TPOMOOIIUTONIEHN S, CYKeHIEe POCTKOB
13 KPOBETBOPEHUSA, MOHOCOMUSA 7 XPOMOCOMBI METO[OM MIC, morocomus 7 TI'CK HKus
FISH
JIumpageHonaTHA, TeIAaTOCILIIEHOMeTalNs,
CHIDKeHUe CyOIonynanuil TuMQonuToB 1 .
I/IMMyHOI‘JIoﬁnyII/IHgB lII-IYGJIB'Heg;TLIEIBHaH dpaknua AyTOMMMYHHEI
14 ? naumdonponndepaTuBHBIH BBUT', panamMunua Hus
aumponutos 3,5% , myrauuu WAS, MPL, KRAS, an(b 0181 He ?‘oﬂnenﬁmﬁ » P I
NRAS, PTPN11, SH2DIA, NPM1, BIRC4, FAS, Ap 4
FASLG He BBISIBJIEHBI
JIuxopazka, HHTOKCUKALNUA, JUM(DageHOTIaTHd,
3-pocTKoBas nuronenus, ¥ 31 — MHOYKeCTBEHHBIE
15 yBeJIUUeHHBIEe INM(paTHIeCKHe Y3JIbI 6PIOIITHOM JIumpoma Xomxrruna, XuMuorepanus, Cwepts
TOJIOCTH, 3a0PIOIIINHHOTrO IIPOCTPAHCTBA KUBOTA, IITa cragusa TI'CK
Tasa, MaxoBbIX 00JacTeil, GUONICHUs IIeHTHOTO
aumdoysaa
My3KCKOI 110JI, pE3UCTEHTHAS TPOMOOIIUTOIIEHS.
16 ¥ 011, D DOMOOLLI ? Cungpom Buckorra—Ougpuua TI'CK Kus
aTOIMMYECKUii IepMaTuT, MyTaius B rene WAS
Bpowxnennaa
deHoTUIMUECKHE OCOOEHHOCTH JIUIA, YIHETeHUE
TPOMOOIIUTOTIEHUS /
17 MeraKapuoIUTaPHOIO POCTKA, MOJIEKYJIAPHO- Ianasou Ilorepana
arIacTUYecKas aHeMUA
reHeTHYeCKUe UCCIeOBAHNS He BBIIOJIHAINCH
HEeyTOYHEHHAsT
PasBuTne reMOIUTHIECKOI aHEMUN: CHUKEHNE
18 reMorJIo0OnHa, PETUKYJIOIUTOS, IOBBIIIIEHNE Cungpom Puitepa—IBaHca M®M, T'KC HKus
OouanpyOuHa, IoJoKUTeabHad npodba Kymbea
Cunppom Jlaysa, 6aacTtsl B KpoBu u KM 349 Cungpom [aysa, OMJI, M7
19 Apom [layna, p % Apom Hayna, ? Xumuorepanus Kusa
ummyHobeHoTunnuecku M7-BapuanT OMJI BapuaHT
Paunuit Bo3pact, pe3UCTeHTHAS TPOMOOINTOIEHN,
runopudbpusnorenemusd, MPT neuern — T'emaHrnomaros meuyeHwu,
20 ITponpanoson Hus
MHOKeCTBeHHbIE 00'beMHbIe 00Pa30BaAHUS curapom Kaszabaxa—Mepurrt
(kanmIgpHble TeMaHTMOMBI)
KT opraHoB GPIOIIHOI ITOJIOCTA — MHOKECTBEHHBIE
T'emaHrnomaros meueHwu,
21 TUNEPBACKYJIsPHbIEe 00PA30BAHUA I€UEHHU ITponpanoson HKus
cungpom Kaszabaxa—Meputrr
(KanmLIApHbIE TeMAaHTMOMBI)
Cunpgpom [laysa, 6aactel B KM 259 Cunppom [ayna, OMJI, M7
22 Apom [layna, %o, Apom Hayxa, ? Xumuorepanus Kusa
uMmmyHOobeHoTunuuecku M7-BapuanT OMJI BapuaHT
PasBurue 3-poCcTKOBOI IIUTOIIEHUN, MyTaIllsA B TeHe .
23 p I-I » MyTam BposKIeHHBIN AUCKepaTos Hauazon Kus
TINF2
Pannwnii Bo3pact, HapacTaHue 3-POCTKOBOM ITUTOIIEHUH, BDosK e HHAS AIIACTHICCKAS | CHMITOMATIIECKAs
24 myranuu WAS, MPL, RUNX1, DSCI1, TINF2, TERC| PO Kus
aHeMusA HeyTOYHEeHHAA Tepanusa

He BbIABJIeHH], [[9B-TecT oTpuiaTeIbHBIN




IIpodonxncenue mabruyot 3

ITamu- .
em-u N JlaHHBIE OCMOTPA U 00CJIeJOBAHMI Juarnos Tepanus Hcxonx
, Ne

Pammuii Bospact, HapacTamie 3-pOCTKOBOI Bposknernada annactuueckas | CuMmnromMaTuuecKas

25 nuronenuu, myranuu MPL, RUNX1, TINF2, TERC p HKusa

o aHeMUs HeyTOUHEeHHAs Tepanus
He BbIABJIEHHI, [[9B-TecT oTpuiaTeIbHbIN
TpomGomuTONEeHUA CPEJHEH CTeIIeHU TAMKECTH,
" CumnroMmaTuuecKas
26 GosbIlive arpanyaapHbit popmser Tp, CuHAPOM CepBIX TPOMOOIIUTOB Kus
Tepanus

myranusa B rene NBEAL2
PesucrenTHas TpOMOOIUTONIEHUS, HAPACTaAHIE
3-POCTKOBOM IIUTOIIEHNH, CYKEHIEe POCTKOB IlproSperernan remarar-

27 p ) Y p accoIuupoOBaHHASA TI'CK Kus
KPOBETBOPEHUS, IOBHINIEHNE I€UeHOUHBIX

amacTUyecKasi aHeMUsI
TpaHCAMUHA3
MCKOP/JAaHTHAS [IUTONEHUs, CHUKEeHIe

A PA o > ITNC ¢ nederToM resa

28 MMMYHOTJIOOYJIMHOB, YacTble HH(MEKIUH, CTLA4 BBUT', abararenT HKusa
numbagenonaTusd, gedext reaa CTLA4

KM, y ommoro mamueHTa 0Oblia OOHApy:KeHAa MOHO-
COMHUA XPOMOCOMBI 7, M IMAIlMEHTY OBLI YCTAHOB-
JeH wwuesoxuciiaactuueckuit cuuapom (MIC).
Emie y oxHOro mammeHTa ¢ HeuJeHTU(DUIIUPOBAH-
HBIMH paHee (PEHOTHUIUYECKUMU OCOOEHHOCTAMU
CTPOEHUA JINIA OBLT IMOATBEPIKAEH AMATHO3 «aHe-
Musa PaHKOHM» Ha OCHOBAHUU IIOJIOKUTEJIHHOTO
H9B-recra. I[Tamuenty 15 get, crpagaBiiemy UTII
6oJsiee 7 JeT, OJYYUBIIIEMY HECKOJIBKO JINHUI Tepa-
nuu (B T.4. eMy ObLja BBITIOJIHEHA CILJIEHO9KTOMMUS,
yepes 2 roja IOCJe KOTOPOIl Pa3BUJICA PEIUUB)
U IIPOJOJINKAIOIEMY IIOJIyUYaThb MMMYHOCYIIPECCUB-
HYIO Tepanuio Muxkodenosara modperuaom (MDPM),
O0plta guarHoctupoBana JIX, KoTopasd, OUYeBUIHO,
SABJISAETCA BTOPUUHBIM 3a00JI€BaHUEM JIUOO 110 OTHO-
HIeHWI0 K [IIUTEeJIbHON MMMYHOCYIPECCuu, JubdO
ocJioKHeHUeM HepacmudpoBarnHoro ITNIC. ¥V 2
IeTell MEpBOTO MecAla KU3HU C M30JMPOBAHHONM
TPOMOOIIUTOIIEHNEH C POKIEHUs OBbLI BBIABJIECH
aHruomaTos mnmeuenu mo gasaeiM MPT neuenn u KT
OPTaHOB OPIOIITHOM MOJIOCTU, ABJIAIOIIUNACA IPUUU-
HO¥ TPOMOOIIMTOIIEHUY KAaK IPOABJIECHUA CUHIPOMA
Kasabaxa—Meppurrt [9].

B HeKOTOPBIX ciaydyadax A BepupuKramuu gua-
THO3a IOTPe0OBAJIOCH IIPOBENEHUE MOJIEKYJIAPHO-
TeHEeTUYECKUX HCCJIEeIOBAaHUM, IPU KOTOPHIX OOHA-
PYKUIU cHenuUUecKre MyTaluu, XapaKTepHBIE
O BPOXKIEHHBIX cuHAPOMOB: TINF2 (KOHTeHU-
TAJIBHBIN OUCKEPATO3) B 2 caydasaxX; ABYM MajIbuu-
kam 6611 yeranoByiaeH CBO [10]; mo ogHOMY ciryuaio
BBISBJIEHBI MyTaiusa B reie MPL (amerakapuomu-
TapHaa TpombonmTonenus), MYH9-cuaapom [11],
myranud B reie NBEALZ2 (cuHAPOM cepPhIX TPOMOO-
IIUTOB), BPOMKIEHHOE MMMYHOAEDUIIUTHOE COCTO-
HUe ¢ myTaruei B reae CTLA4.

Takum 06pa3oM, Ha OCHOBAHUU IIPOBEJEHHOTO
IOTOJIHUTEIbHOTO obciemoBanud B 11 (39%) cay-
yagx Oblla TUArHOCTHUPOBAHA aIljas3us KPOBETBO-
penus: BposkaeHHada —y 10 u mpuoOpeTeHHAd — Y
oxuoro mamuenTa; B 5 (18%) cayuadgx — MMMYHO-
IeduuTHLIE cOCTOAHUA, B 4 (14% ) caydasax — He-
YTOYHEHHBIN cuHApPOoM Puirepa—9IBaHCA, B CBA3U C
Pa3BUTHEM I'eMOJIK3a B IIePUO] TePAIINY IAIEeHTOB
mo mosoxy UTII [12], B 2 (7%) cayuaax y mereit
TIEPBBIX MECAIEB KU3HU — aHTMOMATO3 IEUEeHU, a
TaksKe Apyrue 3abojieBaHUA, TaKKWe KaK BPOKIEH-
Hasg TPOMOOIIUTOIEeHUA, B T.u. MYH9-cuuapom,
MIC ¢ moHOCOMMeH xpomocoMbl 7, OMJI y marmu-

eHTOB c cuapoMoM [ayna u JIX y pennuanBupoBas-
IIero ImocJje CILIEHSKTOMUU maiueHTa (CM. pucy-
HOK). Pe3yabTaThl KJIMHUYECKU 3HAUMMBIX HCCJIE-
OBaHUI, YCTAHOBJIEHHbIE MUATHO3bI, TEPAIUI U €€
MCXOMbI IIPeICTABIEHEI B Ta0J. 3.

ITocse BepuduKkanuu AuarHosa B caydae HE00-
XOAMMOCTHY MAIMEHTHI OJTYyYAIU TEPAIINIO COTIACHO
COOTBETCTBYIOIIUM IIPOTOKOJIAM UJIN OBLIN OCTaBJIE-
HBI mof HabmomenueMm. IlammeHTam C amaasuaAMu
KPOBETBOPEHUA B CIAyUasaX IPOTPECCUU OO0 TAMKe-
abix ¢opM (6 UeIOBEK) B KauecTBe Tepamuu ObLIa
IpoBefieHa aJIJIOTEeHHAs TPAHCILJIAHTAIMA T'€MOIIO-
sTnyecKux cTBOJOBBIX KJeToK (TT'CK), uz Hux:
110 TIOBOAY BPOJKIEHHOI HEYTOUHEHHOU alljacTuue-
CKOIl aHeMuu — 2, BPOKIEHHOrOo AucKeparo3a — 1,
anemuu PamKoHU — 1, BPOXKIEHHOIN aMeraxkapmo-
mUTapHON TpoMmObommTOomeHUn — 1 W IpPUOOpeTeH-
HOH amjas3uy KPOBETBOPEHUA — ONHOMY DPeOEHKY.
Tax:xe TT'CK 6bLia BBITIOJIHEHA IBYM HAIlUEHTaM C
CBO u namuenty ¢ MIIC, mornocomueii 7. Bece mamu-
euTsl nociae TI'CK sxuBbl. OcranbHble HAI[MEeHTHI
C HETAMKeJOU amjasueil IoJydyaau aHIporeHbl (2
YeJIOBeKa) MM OBLIM OCTaBJEHBI NOJ HalOJIome-
HueM. IlanumenTtsl ¢ cuHApPOoMOM Puinepa—9IBaHCa
moJyJyasii MMMYHOCyIpeccuBHyI0 Tepanuio: I'KC,
MuKodeHosaTa MOGeTHJ, PUTYKCuUMabd, IUKJIO-
dochan, wan cHaeHsKTOMHUIO. M3 HUX 2 JKUBBI B
pemMuccuu 3a00JieBaHUA M HPOAOJIIKAIOT IOJIYyUaTh
UMMYHOCYIIPDECCUBHYIO Tepanuio u 2 yMmepJuu 0e3
peMuccUy OT TeMOPParuvecKUX OCJOKHEHUI Ha
¢oHe TIyOOKOH TPOMOOIIUTOIEHUN TOCJe Heydaduu
CILIEHAKTOMUU WJIW MMMYHOCYIIPDECCUBHOM Tepa-
nuu. Ilox HaOJIOIEHMEM OCTaBJIEHBI HAIMEHTHI C
HETSAKEeJON M30JUPOBAHHON TPOMOOIMTOIIEHUE.
ITanimenTtsr ¢ cuaapomom Hayna m OMJI ycmemrHo
MOJIYUYMJIV afallTUPOBAHHBIE IIPOTOKOJBI XMMUOTE-
panuu. Pebernok ¢ MY H9-CuHAPOMOM HaXOJUTCS
oA AUHAMUYECKUM HAOJIIOJeHUEM COBMECTHO CO
CME)KHBIMY CIIEIITUATUCTAMY B CBABHU C TYTOYXOCTHIO
u nporpeccupyroium Hehputom. [Tanuent ¢ AJITIC
OJyYaeT UMMYHOCYIIPECCUBHYIO TEPAIINIO0 CUPOJIU-
MYCOM U 3aMECTUTEJHHYI0 TePalnio UMMYHOTJIO0Y-
JuHaMmu ¢ xopoiuM addexrom. ITarmuenTka ¢ myra-
nueii B rene CTLA4 moaydaeT cmermupUUIecKyio
Tepamnuio abaTalenToM ¢ 3aMeCTUTeIbHOI Tepanuei
uMMyHOrJIOOyInHaMu. IlammeHTaM C CHUHAPOMOM
Kazabaxa—MeppuTT ¥ TeMaHTHOMATO30M MeYeHU

YyCIIeIIHO IIpOBe€JeHa Tepallud IIPOIIPaHOJIOJIOM C m
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HopManmsanuelr konudectBa Tp. ITamuenty ¢ JIX
OBLIM TIPOBENeHbI KYPChl XMMUOTEPATINN U TIOBTOP-
uoie TT'CK, HO, HeCMOTpSA Ha CIEIUATN3UPOBAHHOE
JeueHue, MAIeHT yMep OT IPOTPecCuu OCHOBHOTO
3a00JIeBaHUSA.

O6cy:xnenue

IIpo6aemoit muarHoctuku npu HWTII kak
Yy BBPOCJBIX, TaK U JeTell ABJIAETCSI OTCYTCTBUE
HAJEeKHBIX TaTOTHOMOHUYHBLIX IIPU3HAKOB, IIOJ-
TBEPIKJAIOIUX WUJIN WCKJIIOUAIOIINX JaHHOe 3a00-
neBaHue [13]. Hecmorpsa Ha To, uro UTII asnaerca
TeTEePOTeHHBIM 3a00JIeBaHUEM, Yy IeTell MUarHOCTHU-
Ka BriepBble BoiaBaeHHO UTII uare Bcero He mmpen-
CTaBJIAET HUKAKUX CJOKHOCTell um He TpedyeTr pac-
ITUPEHHOTO AMaTrHOCTUYECKOTOo Ioucka. Tepamua
TMEePBOHM JIMHUU II03BOJIAET NOCTUYHh CTAOMIBHOTO
TPOMOOIMTAPHOT'0 OTBETA ¥ OOJILIIIMHCTBA AeTel [6].
Tem He MeHee UacCTh JieTeil, T0Z00HO B3POCIBIM, Pas-
BUBAaET TAMKEJI0e XPOHUUECKOE MJIN PE3UCTEHTHOE K
Tepanuu TeueHue WTII. HeymoBiaeTBOpUTEJIbHBIHN
OTBET HAa JIeUeHNe MOJKeT ObITh CBABAaH HE TOJBLKO C
WCTUHHOMN PE3UCTEHTHOCTHIO OOJIE3HUM K TepaImuwu,
HO W, BO3MOJKHO, C IPYTUMU, aJIbTE€PHATUBHBIMU
MPUYMHAMU TPOMOOIUTOIEHNN y mamueHTta [8].
C mespio moucka 3ab0JieBaHMIT, IPOTEKAIOIINUX IO
mackoit UTII 1 compoBOKIAIOIITUXCI TPOMOOIIUTO-
neHuel, TpedyeTcsaA paCIIMPEHHBIH IUATHOCTUYE-
CKUU IIOUCK.

ITo pesynbraTam aHaamsa MeIUITMHCKUX
JOKYMEHTOB CEeJeKTUPOBAHHOM TI'DYIIBI IAIlVEeH-
TOB, HampaByieHHbIX B PI'BY «HMUIL AT'OU uwm.
HOmvurpusa PoraueBa» ¢ pmarmozom WTII, moutu
y 20% mamnueHTOB OBIJ 3amON03peH W/UJIU IIOJI-
TBEPJKAEH aJbTepHATUBHBINA auaruos. OOparraer
Ha ce0sa BHUMaHUE BO3PACT AeTell B ATOU I'pymIe K
MOMEHTY Hauaja 3aboJieBaHUs, KOTODPBIA OKasaJi-
csA HECKOJILKO MJiafine (MeguaHa 2 roma), 4eM JJid
manueHToB ¢ «uctuuHOoM» WTII (Mmemmana 7 jet).
V:Ke ¢ mepBOTO rofia JKU3HU Y MHOTUX IAIlUEHTOB
oTMeUaJiach TPOMOOIIUTOIIEHU PA3IMUHOI CTEIIeHN
TAMKECTH, IO MOBOAY KOTOPOII IPOBOAMJIOCH Jieue-
Hue, HanpaBieHHoe Ha UTII ¢ orcyTcTBHEM TPOM-
GOIIUTapHOTO OTBETA UJIU NOCTUKEHUEM JIUIIH Bpe-
MEHHOT'0 YaCTUYHOI'0 OTBETA. BOJBIITMHCTBO U3 3TUX
IManueHTOB MMEeJ0 K MOMEHTY IlepecMoTpa Aua-
THO3a XPOHUYECKOe TeueHHe 3a00JIeBaHUA, PeKe
3aTAKHOE WJIN PE3UCTEHTHOE K OOIIEeNPUHATOMY
JeueHUio. J[OTOJHUTENbHBIE METOABLI HCCJIeLOBa-
HU, HallpaBJIeHHbIE Ha BBLIABJIEHUE aJIbTEPHATUB-
HBIX IPUYUH TPOMOOITUTONIEHUY, IIO3BOJINJIN B PALE
cJIyyaeB BepU@MUIIUPOBATH JUATHO3. B HEKOTOPBIX
caydaax auddepeHnrasbHasdg AUarHOCTUKA OKa-
3ajlach HECJIOKHOII, HalpuMep, IPUCOeIUHEHUE
ayroummyHHOro remosusda K WTII opu mgmarso-
cTuke cuHApoMa Puinepa—oOBaHCa, UIU CHUNKE-
HUe 06as3aJbHOTO YPOBHS CHBIBOPOTOUHBIX MMMYHO-
rio0ynuHOB B KpoBu (06e3 tepanmum BBUI) mpwu
UC, nnu nmpoBegeHne KOCTHOMO3TOBO TYHKIIUH,
TMO3BOJIMBIIINX OOHAPYMKUTH CYKEHUE POCTKOB
KPOBETBOPEHUS UM OJACTHYIO HHPUILTPAIIUIO.
B npyrux ciaydasx moTpe6oBaUCh JOPOTOCTOSAIINIE

¥ He Bcerjga IIMHUPOKOINOCTYIHbIE MMMYHOJOTHUYE-
CKUe, IIUTOTeHeTHUYeCKNe U MOJIEKYJIAPHO-TeHe-
TUUYECKUEe WCCJIeNOBaHUsA, KOTOPhIe 00eCIeunBaiOT
TOUHYIO BepuUKaIuio 3a60IeBaHNA.

B oraimune oT B3poCaBIX MAIIUEHTOB, Y KOTOPHIX
nmpu auddepeHnaIbHON UATHOCTUKE XPOHUYE-
ckux peaucTeHTHBIX (popMm MTII uacTto BHIABIAIOT-
ca MIC u cucremuas KpacHas Boauanka (CKB)
[13, 14], B Hamrem HaOJMOAeHUY HanbOIee YaCThIMU
IVarHo3aMUu OKasaJucCh aljasuu KPOBETBOPEHUsd,
yarie — BposkaeHHble (opmbl u MIIC, KoTOpBIE Y
JIeTell 3a4acTyi0 MOT'YyT MaHU(peCTUPOBATh ¢ U30JIN-
poBaHHOIT TpoMbonuToneHneit. TaKkiKe TpU JOIOJI-
HUTEJIBHOM O00CJeIOBAaHUU OBLIM NUATHOCTHPOBA-
ubl Bropuunble UTII, pegkue (hopMbI BPOKAEHHBIX
TPOMOOITUTONIEHU T, TEMAHTOMATO3 TIeYeHU, BHIAB-
JIeH cayudai pa3Butud JIX mocie CIJIeHOKTOMUN, a Y
TanueHToB ¢ cuHapoMoM JlayHa GBI TUATHOCTUPO-
Bax OMJI. B nanHy0 rpynmny nanueHToB He IOIaIn
HEKOTOpPhIe APYTrue CJIydau Pa3BUTUSI TPOMOOIIUTO-
nenuii, Hanpumep, npu BUY-undexnuu, ITHT u
ceMeMHOI TPOMOOIIUTONEHUN C TPEIPaCIOIOMKEH-
HOCTBIO K JelikozaM. OmZHaKO HEOOXOJUMO IIOM-
HUTb, UTO OTU U APYTHUE COCTOAHUSA TAKKe MOTYT
MPOABIATHCA M30JIUPOBAHHOIN TPOMOOITMTOIIEHUEHN
U ommuO0YHO TpaKToBaThcAa Kak «ATII».

OueBUAHO, UTO TpoBemeHUe auddepeHIIATb-
HO-AUarHoctuueckoro momcka mpu WTII Heobxo-
IUMO He TOJILKO Ha dTale NePBUYHON AMarHOCTUKYU
P BUEPBBIE BBLIABJIEHHOW TPOMOOIIUTOIIEHUU, HO
u B 6oJiee AJIUTEIbHBIE CPDOKU, KaK, HATPUMED, IPU
TIOCJIeIOBAaTEJILHOM PasBUTUU cuHApPOMa Puirepa—
JBaHca, KOrJa ayTOMMMYHHBINI TeMOJU3 MOJKET
Pas3BUTHCA Uepe3 HECKOJIbKO MeCcAIleB UK JasKe JeT
nociie UTII, unu npu BpOKIeHHBIX (hopMax arijia-
3uu KpoBeTBopeHud u UJIC, mpu KOTOPHIX TPOMOO-
IIUTOIIEHUA MOJKET OBITh JOJITOe BpeMsA eIUHCTBEH-
HBIM NOPOsABJIeHUEM 3abojeBauHus. CBoeBpeMeHHaA
BepudUKamua Juarsosa, 6e3ycJaoBHO, HeoOXoauMa
I BbIOOpA TAKTUKU TEPAlUM B 3aBUCUMOCTHU OT
MIPUYUHBI ¥ TAKECTU TPOMOOIIUTOIEHUN.

3aKJaro4eHue

WTII - nprobpeTeHHOE TeMaTOJIOTHUECKOe 3a00-
JeBaHUe, XapaKTepuaylollleecsa KN30JUPOBAHHBIM
cHuykeHueM KoJsudectBa Tp. UTII mo-nmpesxuHemy
OCTaeTCcs AUAarHO30M MCKJIIoueHusa. Ha Jr060M aTatme
IUATHOCTUKU, JIeUeHUA U HAOJIIOMeHUs 3a MallieH-
TaMu, 0COOEHHO IIPU AJIUTEJTHHOM U PE3UCTEHTHOM K
OOIIEIPUHATON Tepaluy TeUeHNU 00Je3HU U HAJU-
YUM KAaKUX-JIN0O MOIOJHUTENHHBIX KINHUYECKUX
uau j1abopaTOPHBIX NMPU3HAKOB, HE XapaKTEPHBIX
nns UTII, BasKHO MOMHUTH O HEOOXOAUMOCTH IIPO-
nomkeHuda auddepeHINAaIbLHO-IMAIHOCTUYECKOTO
TIOUCKA C 1eJIbI0 BepU(PUKAIM BOBMOXKHOU aabTep-
HATUBHOU IPUYNHBI TPOMOOIIUTOIEHUN.

Hcmouhuk puHaHCUPOBAHUA: He YKA3AH.

Kongaukxm unmepecoé: aémops. cmambvu nodmaeep-
Juau omcymcemeue KOHPAUKMA UHMEPecos, 0 KOMOPOM
Heo6x00uMo cooou,umb.
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HAPYHIEHUA T'EMOCTA3A IIPN IgA-BACKYAUTE
(TEHOXA-IITEHAENHA) Y AETEU U X KOPPEKIIVA

®OT'AOY BO Tlepsbiit MOCKOBCKHUY FOCYAQPCTBEHHBLIN MEAUTTMHCKNUH yHUBepcuTeT uM. V.M. Ceuenosa, Mocksa, PO

Ilexs mccaemoBaHUS: M3YUYNUTH OCOOEHHOCTU DPA3JINYHBIX 3BEHBEB CHCTEMBI IeMOCTa3a U OLIEHUTH
3¢ deKTUBHOCT, AHTUKOATYJIAHTHON M aHTHArperaHTHON Tepamuu npu IgA-ackynurte (I'emHoxa—
Ilenneiina) y mereii. MaTepuaibl U MeTOXBI MCCIETOBAHHUA: IIPOBEIEHO PETPO- M MPOCIEKTUBHOE
KJINHUYECKOe HCCIeqOBaHNe, B KOTOpoe ObLIM BKIIOUeHbI 143 manumeHTta B Bo3pacte mo 17 et ¢
IgA-Backynurom T'enoxa—Illenneiina. Onpenensiii KOJMYECTBO M arperaiMoHHYI0 aKTHBHOCTH
TPOMOOLIUTOB, KOHIeHTpanuio ¢udpuHoreHa, ypopau D-qumepa, tPA, TpomGomonynuHa, mpoTenHa

Contact Information:

Kudryashova Maria Alekseevna — Ph.D., assistant of
Pediatric Diseases Department, Medical Faculty,

I.M. Sechenov First Moscow State Medical University
Address: Russia, 119048, Moscow,

Trubetskaya str., 8/2

Tel.: (929) 624-26-18, E-mail: xvosel@yandex.ru
Received on Apr. 8, 2019,

submitted for publication on Jun. 26, 2019.

Konmarxmnas ungopmayusn:

RKyopawoea Mapus Anexceeéna — K.M.H., acc. Kad.
neTcKux 0oJsiesdHel JeuedHOrO (hakyaprera PTAOY BO
«IlepBerit M'MY um. .M. CeuenoBa» M3 PD

Anpec: Poccusi, 119048, r. Mocksa,

ya. Tpyb6enkas, 8, cTp. 2

Tea.: (929) 624-26-18, E-mail: xvosel@yandex.ru
CraTtbsa moctynuia 8.04.19,

npuHATa K nevatu 26.06.19.




