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MIMMyHHas TpomBouuTtonenus (UTM) — 3abonesaHne C reTeporeHHOM KIIMHUYECKOW KapTUHOIA.
Y 6onbLUMHCTBa AeTen BnepBble BbisiBneHHas UTI ABnsieTcs caMoorpaHMyeHHbIM 0BpOKayeCTBEHHbIM
NpoLeccoM, 1 XpoHuyeckas asa 3abonesaHunsa pa3suBaeTcsi peako. KnuHuueckune nposiBneHus
B nebioTe 3aboneBaHWs CUMbLHO Pas3nMyaloTCA: OT MPaAKTUYECKU HE3aMEeTHOr0 KOXHOro
remMopparnyeckoro CMHAPOMa A0 TSKENbIX XU3HEeYrpoxaloLmx kposoTeveHuin. ObenpuHsaTas
Tepanus no3eonseT AoCTUYb TpoMbBoUMUTapHOro oTeeTa y BOMbLUMHCTBA NALMEHTOB, HO Y YacTu
AeTeil TPOMOOLIMTOMEHNA OKa3bIBAETCA PE3NCTEHTHOM K NMPOBOAMMON Tepanuu. B cTaTbe onucaH
OMbIT KITMHUYECKOr0 MPUMEHEHUS POMUMIOCTUMA Y [leTel C TAKENOW Pe3nCTEeHTHOW BrepBble
BbiaBneHHon UTT. [laHHOe nccnepoBaHne nopaepskaHo HesaBUMCUMbIM 3TUYECKUM KOMUTETOM
W YTBEPXKOEHO pelueHneM YueHoro coBeta HMUL [IOW. TaxecTb reMopparMyeckoro cCMHgpoMa
3HAYMMO yMeHbLLIanach nocrne Hayana Tepanvm POMUMIIOCTYMOM BO BCEX CyYasX. [AnUTenbHbIA NOMHbIN
(TpoMBounTbl > 100 x 10%/11) TpoMBOLMTaPHBINA OTBET BbIN AOCTUMHYT Y MATU U3 LUECTU NALMEHTOB Yepes
4-8 Hepenb OT Hauana Tepanuu. Mocne NpekpaLLEeHns Tepanun y Tpoux [eTel COXpaHAeTCs peMuccus
AUTENbHOCTBIO 0T 1 A0 3 neT. HeskenaTtenbHbIX ABNEHWI, CBA3aHHbIX C MPUMEHEHNEM POMUNITOCTVMA,
He BbIfIo 0TMEYeHO.
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Use of romiplostim for newly diagnosed immune
thrombocytopenia in children
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Immune thrombocytopenia (ITP) is a disease with a heterogeneous clinical manifestation. In the majority of children newly
diagnosed ITP is a self-limited benign disorder, while chronic ITP develops rarely. The clinical onset of ITP can occur in very
different ways: from nearly invisible skin hemorrhage to severe life-threatening bleeding. Conventional treatments promote a
response in most patients, but in a small number of children thrombocytopenia is unresponsive. In this article, we describe our
experience of the clinical use of romiplostim in children with severe unresponsive newly diagnosed ITP. The study was approved
by the Independent Ethics Committee and the Scientific Council of the Dmitry Rogachev National Medical Research Center of
Pediatric Hematology, Oncology, and Immunology. The severity of bleeding decreased significantly after the start of romiplostim
therapy in all cases. Durable complete (platelets > 100 x 107/l) response was achieved in five out of six patients 4 to 8 weeks
after starting therapy. Three children have remained in lasting remission for 1 to 3 years after the discontinuation of romiplostim.
There were no adverse events associated with romiplostim.
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pasnuuHoit cteneHn TamecTtun [1]. CornacHo cospe-
MeHHbIM npefcTasneHnsMm UTI accoummpoBaHa He
TOMbKO C YCUMEHHOW UMMYHOOMOCPENOBaHHOW ECTPYK-
Luven TpoMBOLUMTOB, HO SABMISIETCA TaKXe pe3yfbTaToM
HapyLLeHHOW NMpOoAyKuMM TPOMBOLMTOB U3 Merakapmo-
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LUMTOB B KOCTHOM Mo3re [2-4]. B oTinume oT B3pocsbIX, Y
peteit UTM 8 GonblumHcTBe cryyaes (60-75%) passvea-
€TCS1 OCTPO W pa3peLLlaeTcs B TEYEHNE HECKOJIBKUX IHEW
WNW Hepenb OT Hayana 3abonesaHus BHE 3aBUCUMMOCTU
OT NpoBefeHns crneundomyeckon Tepanuu [5, 6]. Opyras
oTnuuntenbHasa yepta UTI y pneTei — HM3Kas yacToTa
Pa3BUTUS TAXKENOW KN3HEYPOKAIOLLIEN KDOBOTOUNBOCTY:
B CPedHeM 4yacToTa pasBuTUsA Taxesbix (3—4-i cTenexu
no wkane BO3 [2]) KpoBOTEUEHMIN — HOCOBBIX, MKESTyA0u-
HO-KMULLUEYHbIX, MaTOYHbIX — COCTaBNAeT 0Kono 3—5%,
a YyacToTa pasBUTUSA BHYTPUYEPENHbBIX KPOBOUSMNSAHUIA —
okono 0,2-0,9% [2, 5]. Meskay uncnom TpomMBouMTOB 1
PUCKOM KPOBOTEYEHWI MMEETCS OUYEBMAHASA KOPPENsALMS:
npubnuauntenibHo 75% 3n13040B KPOBOTOUMBOCTYM Pa3Bi-
BaeTcs npu uncne TpoMboumtos MeHee 10 x 10°/n [2].

MpMHMMasa BO BHMMaHMe 3T 0COBEHHOCTU, MHOrKe
aBTOPUTETbI PEKOMEHAYIOT NPU BMEPBbIE BbIABIIEHHOM
WTI, He conpoBOXAalOLLENCS BblpaMeHHbIM remMop-
parnyeckMM CUHAPOMOM, MPULEPKMUBATLCA TaKTUKK
HabniopeHus («watch and wait»). B cnydasx Tame-
noro TeyeHus 3aboneBaHus, KOTOpPOE XapaKTepusy-
eTcs, B MepBylo ovyepefb, NPM3HAKAMU KINHUYECKM
3HaUYVMON KPOBOTOUMBOCTU Ha hoHe TPOMBOLMTONEHUM
meHee 20-30 x 10°/n, Tepanveit 1-i nuHum ansa getei
OCTaloTCS BHYTPUBEHHbIE UMMYHOrMobynuHbl (BBUT) B
KypcoBOW 03e 1-2 r/Kr Macchl Tena U rioKOKOPTUKO-
ctepounbl (TKC) B ctaHpapTHoi nose 1-2 mr/kr/cyT B
3KBUBAsEHTe MPefHVN30/I0Ha B TeueHne 2—4 Hepenb C
MOCTENeHHON OTMeHON. BeposTHOCTL HOpManu3aumu
M 3HAUMMOTO MOBBILLIEHMS uYncna TPoMboLUMTOB Mpu
npumerennn BBUIM n TKC opnHakoBa — okono 70-90%
[2, 3, 5-7].

BmecTe ¢ TEM B KNMHWUYECKOW NpaKTUKe perynspHo
BCTpeyvaloTcs criyyawm Tskenoro gebiota UTI ¢ cumnTo-
MaMy KPOBOTOUYMBOCTM W/UMIM MOBbILIEHHOW YrpO30i
pa3BUTUA KPOBOTEYEHUA Ha (DOHE IKCTPeMasnbHO
HM3KOro Yncra TPOMOOLMTOB, KOTOPbIE PE3UCTEHTHBI K
npenapataM 1-i nuHuM. ObbIYHO B NOAOBHBIX Cryyasx
MPVMEHSIIOT MOBTOPHbIE KyPCbl BbICOKMX 103 [KC (nekca-
MeTa30H, METUNMPELHU30IOH) UMK KOMBUHWMPOBaHHYIO
Tepanuio BBUIM + TKC. WHorga ¢ uenbio KynvpoBaHus
TSKENbIX KPOBOTEYEHUIN UCMOSb3YIOT 3aMeCTUTeSbHble
TpaHcdy3umn TpoMboKoHUeHTpaTa [2]. 3T Mepbl MoryT
MOMOYb BPEMEHHO KYNMPOBaTb 3MU30[ KPOBOTEYEHMS,
HO He MO3BOJIAIT [OCTWUYbL CTabunbHOro TpoMboumTap-
Horo oTBeTa. Kpome Toro, nnutensHas Tepanus [KC
MOXKET BbITb COMPSKEHA C MHOKECTBOM HEKeNaTenbHbIX
3 hekTOoB.

lMpenapaTbl BTOPOW 1 MOCMEAYIOLLMX JIMHWA TEpanum
WTIT ncnonb3yloT € Lenbio NOBbILLEHWA Yucna TPOM-
BOLMTOB Yy MaUMeHTOB C XpoHudeckoi UTM (> 12 mec.
OT Hauana 3abonesaHusa) UnK, Mo KpanHei Mepe, Npu
AnuTensHocTn 3abonesanus bonee 6 mec. CnneHak-
TOMWS y [leTel BbINOMHAETCA ropa3fo pexe, Yem y
B3pOCSIbIX, U MPaKTUUYECKM HMKOrOa He paccMaTpyBaeTCs

Bonpoch! reMaTonori/OHKOMOM M 11 MMMYHONATONOM MM B NeAMaTpIK
2020 | Tom 19 [ Ne 1| 18-26

B Ka4eCTBe BapuaHTa Tepanuu B nepBble MecsLbl 3abo-
nesanus. B uenom npu UTI y pneTeir B nopasnsioLem
BonbLlUMHCTBE CryyaeB TepaneBTUYECKUIA BbIDOp AenaioT
B MOJSIb3y MEAMKAMEHTO3HOr0 fleYeHns, 0CoBEeHHO B
nocrnepHee BpeMs, KOra CrMCOK BO3MOKHbIX BApMaHTOB
KOHCepBaTVBHOIO JTeYeHUs PacLUMpPUIICA 3a CYeT MosB-
MEHVS B KITMHWYECKOW MPaKTUKE aroHMCTOB TPOMBOMN03-
TuHOBbIX peuenTopos (TM0-PA) [1-3].

INeyebHbin adbdpekt TMO-PA npu UTI ceasaH ¢
MHrMBrpoBaHMEM anonTo3a KNeToK-NpeLLLeCTBEHHNKOB
W ycunenmeMm TpoMbouMTONO33a NyTeM CTUMYMALMK
cneundouueckux TMNO-peLenTopoB Ha MerakapuoumTax
KOCTHOrO MO3ra, YTO MPUBOAWT K MOBLILLEHMIO KO-
YyecTBa LUMPKYNUPYIOLLMX B KpoBM TpoMbouutos bes
MMMYHOCYMNPEeCCUBHOIO OEWCTBUA, NPUCYLLEro BCEM
ocCTasibHbIM MpenapaTtaM, NPUMEHSIOLLIMMCA B JIeYEeHUN
WUTN [8]. MHorouncneHHble ny6nnkauum nocBsLLeHbl
pesynbTaTtam uccnenosanuit TMO-PA (pomunnoctuma
n anTpombonara) npu TAMeNon XpoHuyeckoin WUTI
unu anuTensHocTu 3abonesaHua bonee 6 Mec. Kak y
B3pocnbix [9-12], Tak u y netei [13-16]. Mo pesynb-
TaTaM PaHAOMU3MPOBAHHbLIX KIIMHUYECKUX UCCNeno-
BaHuN npuMeHeHne TIMNO-PA npuBoauT K NOBbILLEHUIO
yncna TpombouuToB y BONMbLIMHCTBA MaUMEHTOB,
CHUKAET YaCTOTY U TAXKECTb KPOBOTEYEHWI Y NaLIMEHTOB
C TSXKesbIM XpOHWYeCKUM TeyeHneM UTTT, koTopble He
LOCTMINY TPOMBOLMTapHOro 0TBETA NOCIE NMPUMEHEHWS
CTaHOapTHOW Tepanuu, B TOM 4ucfe Nocne CrfeH3K-
Tomuu [17, 18]. KpoMe TOro, y MHOMMX peumnueHToB
TMNO-PA ypnaeTca OTMEHUTb BCE OCTaslbHble UMMYHO-
CynpeccuBHble MpenapaTbl, UCNOMb3yeMble ANSA MoBbl-
LUeHWa ynucna TpoMboumnToB. EAMHMYHBIE coobLueHns
onucbiBaloT pesynbTaThl npuMeHeHus TMO-PA npwu
Briepsble BbisBneHHoW (ocTpoit) UTI npu pesncTeHT-
HOCTU K npenapaTtam 1-it nuHum [19, 20]. Ony6numko-
BaHHbIX AaHHbIX O MPYMEHEHUN POMUMNIIOCTMMA Y AETEN
B Bo3pacTe Ao 1 roaa Mbl He Hawnu. B neanaTpuye-
CKOW KnnHW4Yeckon npaktuke TIMO-PA obbluHO paccma-
TPMBaIOT Kak BapuMaHT KOHCEpPBaTMBHOM Tepanuu npu
Tawenon xpoHuueckon UTT. Mpumenenune TMNO-PA npu
3aTsskHoM hase UTII, a Tem Bonee B nepBble 3 Mec.
0T Hauyana 3abonesaHus, obcyxnaeTcs HeyacTo.

B HacToALlen cTaTbe NMpeAcTaBfeH OMbiT NpuMe-
HeHWs pomunnocTuma y aeten ¢ Taxenon UTT, pesu-
CTEHTHON K Tepanuu 1-i nuHuK, B nepsble 3 Mec. OT
Havana 3abonesaHus.

MATEPHUAIbI U METO[1bl UCCJIEQOBAHUA

Wccnepnosanune nopaepkaHo HesaBWCUMbIM 3TWye-
CKUM KOMUTETOM 1 YTBEPMKAEHO peLUeHneM YUeHoro
coseta HMUL, O OW vm. Omutpua Poravesa. Mbl npoaHa-
nu3upoBanu uctopun bonesnn 157 naumeHTOB C
OMarHo30M «MMMyHHas TPOMOOLMTOMNEHNs», HAaXOAMB-
wuxcs Ha obcrnepoBaHum n nevenun B HMULL OFOU
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uM. [IMutpusi PoraueBa MuHagpasa Poccuu. Cbop aHaMm-
He3a NMPOBOAMIIN COMfIaCHO NMPeACTaB/IEHHbIM BbIMUCHBIM
3nuKpu3aM. BceM naumeHTaM BbINOMHANMM 0bA3aTenbHble
“ccnenoBaHus, HeobxoouMble Ansa anarHocTvku T [1].
[ononHutenbHble 06cnenoBaHna MPOBOAMM MO MHANBU-
AyaribHbIM NokasaHusaM. [lnarHos v casy UTI (Bnepsble
BbISIBNEHHAs, 3aTsKHas, XPOHWUYeCKas) yCcTaHaBnMBanm
Ha OCHOBaHMM 0BLLEeNPUHATBLIX KpuTepues [1].

B aHanusupyemon rpynne Hambonbllee Konuye-
CTBO COCTaBUIN NALMEHTbI C XPOHUYECKUM U 3aTAMHbIM
(> 3 Mec.) TeueHuneM 3abonesanus (n = 129); y ocTanb-
Heix WTI 6binma BnepBble BbiABNEHA, ANUTENb-
HoCcTb 3aboneBaHuWsi cocTaBnAna MeHee 3 Mec.
(n = 28). Cpeay nauneHTOB C BriepBeble BbisBneHHon LTI
0BOE He nosyyanu cneundmyeckyio Tepanvio B CBA3M
C HeTAXemnbIM TeyeHMeM TpoMmbouuToneHuu; eule y
ofHoro pebeHka bbina 3aperucTpupoBaHa CroHTaHHas
HopManusauus uicna TpomMbountoB. OcTanbHble OeTu
nonyyanu obLenpuHATY0 Tepanuio 1-i nMHumM ¢ npume-
HeHveM Tosibko BBUI (n = 3) unm BBUT + TKC (n = 22);
y 18 13 Hux 6bIn AOCTUIHYT ONTUMarnbHbIA TpomMboum-
TapHbIN OTBET U KYNMPOBaH reMopparnyeckuii CUHLPOM,
a y 7 naumeHTtoB UTI xapakTepusoBanacb TAKeNbIM
TEYEHMEM W PE3NCTEHTHOCTBIO K MpenapaTtaM 1-# AuHuu.
YacTb AeTen ¢ pe3nCTEeHTHbIM TeyeHreM 3aboneBaHus B
XOfe fanbHenLlei Tepanuu noslyyana aroHUCT Tpombo-
MOSTWMHOBBLIX PeLenTopoB — POMUMNOCTUM. PelueHne o
Hauane Tepanuu TMO-PA ons Kasooro nauneHTa npuHu-
Marnu MHAMBUAYAIbHO.

KpuTepvem ons Havana Tepanuu 6bi0 TaKemnoe,
TpebyloLLee NOCTOAHHOM MeLMKaMEeHTO3HOW Tepanuu
TeueHune 3abofieBaHUs B COYETAHWUU C PE3UCTEHT-
HOCTbIO MM [LOCTUXEHMEM JUWb YaCTUYHOTO
KpaiiHe HenpopomxuTenbHoro (3—7 nHeit) Tpom-
BounTapHoro oTBeTa MpuM MPMMEHEHUM Tepanuu
1-# nuHum (noeTopHble Kypebl BBUI u TKC). Poautenu
BCEX MaLMEeHTOB NOANMCanu NMCbMeHHoe MHGOPMUPO-
BaHHOE corflacue Ha NpoBeLNEHNE NEYEHNS.

MbI NPOBENK PETPOCMEKTUBHOE UCCIIEA0BaHWE Nepe-
HOCUMOCTU, 3DPEKTUBHOCTH U TOKCUYHOCTU POMMUMIIO-
CTUMa B laHHOW HeBOMbLLIONM rpynne NauneHToB.

PE3YJIbTATbl UCCJTIENOBAHUA

Bcero Tepanuio poMunnocTUMOM Npu BrepBble
BbiABneHHon UTI nonyumnu 6 petei B Bo3pacTe OT
3 Mec. fo 7 neT, B TOM uncne 5 ManbyvMKoOB M OfHa
peBoyka. [nutensHocTb UTIT BO BCeX crnyyasix cocTas-
nAna MeHee 3 Mec. B Tpex crnyyasx BepOATHbIM TpUr-
repom 3abonesaHus Bbinu npodmnakTuyeckue
BaKLUMHaLMWW, B OCTasbHbIX — NEPEHECEHHbIE BUPYCHbIE
nHdekummn, B OByx cryyasx (naumentbl Ne 1 u No 3)
nopTeepskaeHHble MeTopoM MUP, — napBoBupycHas u
untomeranosupycHas (LIMB). MaunenTka ¢ LIMB nony-
yana Tepanuio raHUVKIOBUPOM.

[lo Hayanma Tepanuu KonM4yecTBO TPOMOOLMTOB Y
nauneHToB coctasnano 1-7 x 10°/n. Y Tpoux peteit
OTMeyYanu KIMHUYECKM 3HaUMMble KPOBOTEYEHMWS,;
y OCTasnbHbIX feTell B Bo3pacTe 3—5 Mec. — 3KCTpe-
ManbHyl0 TPOMBOLMTOMEHMIO M KOMKHbIA remMoppa-
rmyeckuin cuHgpom. [emorpadpuyeckue paHHble
nauveHToB u xapakTepucTukn UTI npencTasneHs
B Tabnmue.

PomunnocTuMm bbin HasHayeH 5 naumeHTaM — UHULK-
anbHO B MakcuManbHoi fose 10 Mkr/Kr/Hen.; ogHoMy
pebeHky f03y noBbiwanu noctenexHHo. 0bwas onuTtenb-
HOCTb Tepanuu cocTaBuna oT 5 po 38 Hepn. Momumo
pPOMUMMOCTMMA, OBOE AETei AOMOMHWMTENbHO MOMy-
yanu KombuHupoBsaHHyto Tepanuio: [KC + puTykcumab
(naumeHT Ne 1) u BBUI (MHOMECTBEHHbIE MOBTOPHbIE
kypcbl) + TKC + putykcumab (naument Ne 2); opHa
(naumeHT Ne 3) Hyskpganacb B 3aMeCTUTENbHbIX TPaHC-
hysuax TpomBokoHUeHTpaToM; oauH (naumeHT No 4)
nosly4an poMuniocTuM B KombuHaumm ¢ BBUT n Tpom-
BOKOHLIEHTPaTOM Ha NepBON Heflene Tepanuu; OLHOMY
pebeHKy mocne Havyana TepanuvM POMUMNIOCTUMOM
[ononHuTenbHas Tepanus He notpebosanock (naum-
eHT Ne 5); ogHoMmy (naumeHT Ne 6) [OMOMHUTENbHO NOTpe-
Bosarncs kypc BBUT'.

3a BpeMA neveHus y 5 u3 6 naumeHToB Bbin
AOCTUrHYT NOSHbIN CTabWbHBIN TPOMBOLMTaPHBLIN OTBET
(unmcno TpoMbouutos > 100 x 10°/n). MHTepsan oo
LOCTWKEHUSA oTBeTa cocTasun 4-8 Hepd. [InuTenbHOCTb
HabniogeHus 3a naumneHTamu B 3ToM rpynne — ot 1,5 mec.
po 3 net. Y 3 nauMeHTOB MOJSHbIA OTBET COXpaHsAeTcs
nocrie 0TMeHbl POMUMNOCTUMA B TeveHne 1; 2 n 3 net
COOTBETCTBEHHO; OAMH MaLMEHT NPOLOMKaeT NosyyaTb
POMWMNIIOCTUM; OfHA NaLMeHTKa C JOCTUTHYTbIM OTBETOM
notepsaHa AN AAMTEeNnbHOro HabnioaeHus. lMNauneHT, He
LOCTUrLLNIA CTabuNbHOrO OTBETA HA KOMBOVMHMPOBAHHYIO
Tepanuio, Npoposkmn nonyyats BBUI «no TpeboBanmio;
yepes 20 Mec. oT Havyana 3aboneBaHNsA eMy yCMeLlHo
BbIMOSTHUN CNIIEHIKTOMMIO.

TamecTb reMopparMyeckoro CMHApoMa nocne
Hayana Tepanuu poOMUMNIOCTUMOM BO BCeX Cryyasx
3HaAUMMO yMeHbluanacb. 3a nepuop HabniopeHusa B
uccnegyeMon rpynne nauneHTOB HexenaTenbHbIX
SBMEHWIA, CBA3AHHbIX C NpuMeHeHneM TIN0-PA, He oTMme-
yeHo. [InHaMumKa uncna TpoMbounToB BO BpeMs MPOBEfe-
HUAM Tepanuu NpefcTaBreHa Ha PUCYHKE.

KIMMTMHNYECKOE HABJTIOAEHUE (nauwveHT Ne 5)

MarnbumK posKLEH OT BTOPOW BepeMeHHOCTH, BTOPbIX
CPOYHbIX POJOB MYTEM KecapeBa CEYEHUS C HOpMaslb-
HbIMW MacCO-pPOCTOBbLIMU NoKa3aTensMu. [pu BbINUCKe 13
pofnoMa unucso TpomboumToB cocTaensno 275 x 107/n.
B BospacTe 2 Mec. pebeHKy npoBefeHa BakUMHaLuWA
NpOTMB BMPYCHOro renatuta B n nHeBMokokka. Yepes
2 Hepn. pebeHok BbiN rocnMTanMa3npoBaH B CTaLMOHap
Mo MEeCTYy »KWTenbCTBa B CBA3M C anobamu Ha noss-
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Tabnuua

NeMorpacdmueckme faHHble NAaLUEHTOB U XapaKTePUCTUKNM UMMYHHOI TpoMboLuTOneHuu
Table

Patient's demographic data and characteristics of Immune thrombocytopenia
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PucyHok

IuHaMuKa uncna TpoMbouMTOB Y NaUUEHTOB BO BPeMs Tepanum
Figure

Dynamics of platelet count in patients during therapy
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[mTtenbHoCTb Habnioperus, Henemm

NEHNEe MeNIKOTOUEYHOM FEMOPParnyeckom Chim Ha Koxe
C TEHAEHUMeN K BbICTPOMY pacnpoCTPaHEHWIO N pa3Bu-
TUEM KPOBOW3MMAHUI B CIN3UCTYIO 0D0NOYKY BEPXHETO
Heba. [pyrux dpmsmkanbHbix 0cobeHHOCTEN BO BpeEMS
ocMoTpa He oTMeueHo. [pu nabopaTtopHoM obcneno-
BaHWUM B 00LLEM aHann3e KPOBM BbisiBIeHa WM30MMpO-
BaHHasa TpomBouuTonenus (neikoumntsl — 7,2 x 10%/m;
HenTpodomnbl — 25%; nuMdounTbl — 69%; MOHOLMUTBLI —
6%; remornobuH — 123 r/n; TpoMbounTbl — 5 x 10%/n).
Mo paHHbIM Aopyrux obcnepnoBaHuin: Buoxmmmue-
CKWIN aHanu3 KpoBM — BCE WCCIIefoBaHHble NoKasaTenu
B Npefernax BO3pacTHOW HOPMbI; MHOPEKLMOHHBIN CKpU-
HuHr — BWY, renatutsl, MUP LUMB, 3BB, repnec He obHa-
PY)XeHbl;, YPOBEHb CbIBOPOTOYHbIX MMMYHO00YIMHOB
00 Havana Tepanuu BBUIT He onpepensncs; mueno-
rpaMMa — KOCTHbIA MO3I YMEPEHHO TMMOKIIETOYHbIN,
nonMMopdoHbIin, Merakapuoumtsl (MKLL) npenctasneHbl
B [IOCTATOYHOM KonmnyecTBe. TakuM 0bpasoM, Ha OCHO-
BaHUW [aHHbIX aHaMHe3a, IM3MKalbHOro OCMOTPa
n nabopaTopHbix obcnepnoBaHuii Bbin ycTaHOBIIEH

BoMpoch! FeMaTonorin/oHKOOr A 11 MMMYHONATONON M B NeauaTpum
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Weeks

AMarHo3 «MMMyHHasi TPOMBOLMTOMNEHNS, BNEPBbIE BbIsiB-
neHHas». YunTbiBas BO3pacT pebeHka, KpaiHe HusKoe
yMcno TPoMBOUMTOB M HapacTaloLLMA KOXHO-CM3N-
CTbI reMopparMyeckMin CUHAPOM, COCTOsIHME pacLe-
HEHO Kak Tsxernoe. B cooTBETCTBUM C OBLLENPUHATLIMM
PEKOMEHAALMAMN BEAESHUSA NMALMEHTOB C BNepBble BbISB-
neHHon WTI npuHATO pelleHWe 0 Havane Tepanuu.
Tepanuio 1-i nuHuu UTTT: BBUT B KypcoBoit fose 2 r/Kr;
MeTUnnpeaHn3onoHd — 10 Mr/kr, Ne 3; npenHU3omoH —
2 Mr/kr, per os, 21 feHb; NOBTOpPHbIA Kypc: BBUI —
1 r/kr; meTunnpenHnsonon — 30 Mr/kr, Ne 3, nposoaunu
B TeueHune 8 Hep., 6e3 adpdpekTa; uncno TpombounToB
ocTaBanocb H13kuM (max — no 19 x 10%/n), remopparu-
YECKMI CUHOPOM YMEHbLUAMCH JMLLb BPEMEHHO.
YunTbiBas oTcyTCTBME TpoMbOLMTapHOro oTBETA
nocre MNPOBELEHWA MOBTOPHbIX KypCOB Tepanuu
1-7 nuHuK, cocTosiHWe BbINO pacLeHEeHO Kak pesun-
cTeHTHoe Teuenue UTII. Mo pesynbTaTaM npoBefeH-
HOr0 MCCIefoBaHWS BbISBIIEHA HOPMasibHas 3KCNPeccus
Benka WASP. Hauata Tepanusi aroHnctamu TIM0-pe-
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LenTopoB (BbIMOSIHEHa MepBas UHBEKLMUS POMUMIIO-
ctuMa B fo3e 10 MKr/Kr). C Lenbio NoucKa BO3MOMHbIX
anbTEpPHATMBHbIX MPUYMH TpoMbouUTONEHUM NPOLOSI-
»unu obcneposanue. lpyM NOBTOPHOM MCCrenoBaHUM
MWefIorpaMMbl; MyHKTaTbl CO CHUKEHHOW KIMETOYHOCTbIO,
nonmMMopdHbl Mo cocTasy, bnacTel 5-6% pasnuuHbIx
TVHWIA BMdpdepeHLMPOBKM, MerakapuoLMTapHbIA POCTOK
paclumpeH, eanHnyHble MKL, co CKy[HOM OTLUHYPOBKOM
TPoMboLMTOB; NpU MOPCHONOrNYECKOM UCCEROBaHUM
Ma3Ka KpOBW ONMCaHbl KpyrnHble hopMbl TPOMBOLMTOB;
no paHHbiM Y3-uccnenosanus n KT opraHos BpioLuHon
MOMOCTUN NaTONOrMN He BbISIBIIEHO.

KpoBb mauueHTa bbina HampaBfieHa Ha MOJeKy-
NAPHO-TEHETUYECKOE UCCIEef0BaHNE AN UCKITIOYEHUS
BO3MOKHOIo gebioTa Apyrux nepBUYHbIX UMMYHOAeE-
PULMTHBIX COCTOAHWIA, CUHAPOMOB BPOMKAEHHOW KOCT-
HOMO3r0BOM HeLOCTaTOYHOCTU UMW BPOXAEHHBIX DOPM
TpombouuToneHnn. B cBSIsM C OTCYTCTBMEM [Aaxe
BPEMEHHOro TpoMbouMTapHOro oTBeTa Ha MPOBO-
ovmyio Tepanuio BBUI n TKC n coxpaHeHne KnuHu-
YECKM 3HAUYMMOro reMopparMyeckoro cuHgpoma 6bino
MPUHATO PeLUeHne O MPOLOSKEHNN Tepanum poMUMIIO-
cTvMoM B fo3e 10 MKr/kr B Hefenio. Yepes 4 Hed. oT
Havyana TepanMn POMUMIIOCTUMOM YMCII0 TPOMBOLMTOB
pocturno 50 x 10/, reMopparmyeckuii CUHOPOM nocTe-
neHHo paspeluuncs. MoTpebHocTW B NpoBEAeHUM JoMNoS-
HuTenbHou Tepanun BBUI n TKC ¢ MomeHTa Havana
Tepanuu pOMUMNOCTUMOM He Bbino. NauneHTa Bbinucanu
non ambynatopHoe Habrniogerue. B obweM aHanuse
KPOBM MOANEPKMBANIOCH YMCIO TPOMBOLIMTOB He MeHee
200 x 10%/n, B cBA3K C 3TWUM BbINO pPeLleHo MocTeneHHo
yMeHbLLIATh KPaTHOCTb BBELEHWS pOMUMNIIOCTUMa (Yepes
10 pHeit, 3aTeM yepes 14 aHeit) mof KOHTPOMEM uucna
TpoMmboumToB. Tepanua poMunnocTMMoM 6bina nonHo-
CTblo ocTaHoBneHa vepes 21 Hen. PebeHok HaxoguTcs
B pemuccum 3aboneBaHusa 6e3 Tepanumn bonee ogHOroO
roga. 1o pesynbTaTtaM FeHeTUYeCKUX UCCefoBaHuM
cneununyeckrx MyTaLmin He obHapyeHo, onarHos AT
MOATBEPKAEH.

OBCYXXIAEHUE PE3YJIbTATOB UCCITELOBAHUSA

TN — 3aboneBaHne ¢ [OCTATOYHO rETEPOreHHOM
KITMHUYECKOWN KapTuHOW. HecMoTps Ha To yTo Yy 6onb-
LUMHCTBA feTen 370 3aboneBaHne nMeeT BnaronpuATHbI
MPOrHO3 M TPOMOOLMTONEHUA pa3peLlaeTcs B TeYeHne
nepebix Mecaues 6onesHu, yacTb nauneHTos (23,1-
47,3%) cTtpapnaet oT TpoMboumToneHun bonee 6 Mec.,
a 10-20% — 6onee 12 mec. [5, 21]. KnuHuueckue nposis-
neHua B febioTe 3aboneBaHns Takxke MOTYT CUSbHO
OTNNYaTLCS — OT NPaAKTUYECKN HE3AMETHOIO KOKHOMO
reMopparmyeckoro CMHAPOMa [0 TAMKesbIX KpoBoTe-
YyeHun. PUCK pasBUTUS KU3HEYTPOKaIOLLMX KPOBOTE-
YEeHUI y feTel B LIeSIOM OLEHUBAETCS Kak HU3KUMI, HO
npenckasaTb BEPOATHOCTb Pa3BUTUS TAXKENON KPOBOTO-

UMBOCTM B KaXKOAOW KIIMHMYECKON CUTyaLun LOCTAaTOUHO
CMOKHO. [pn 3TOM APKMI remMopparmyeckuin CUHLPOM
B nebiote UTI y peTei mnapLlero Bo3pacTta — OOWH U3
KpuTepues BnaronpusiTHoro ncxona 3abonesaHus [6].
OTBET Ha MPOBOAMMYIO Tepanuio Toxe BapuabeneH, a y
HEKOTOpPbIX MaLMeHTOB TPOMBOLMTONEHNSA OKa3biBaETCS
pPe3nCTeHTHOW K 0bLenpuHATON Tepanuu. McTuHHas
pesucteHTHocTb UTI K npenapaTtam 1-1 nuHWK, Bepo-
ATHO, CBSi3aHa C PasfINYHbIMKM NaTOreHEeTUYECKUMM
MexaHu3MaMu pasBuTua aToro 3abonesanus [21, 22].
BmecTe ¢ TeM He cnepyeT 3abbiBath, uto UTI ocTaetca
OMarHO30M WCKITIOYEeHUS; BO BCEX CIlyYasix OTCYTCTBUSA
oTBeTa Ha UTI-cneunduyeckyio Tepanmio PeKOMeH-
LyeTcsl NpoBefeHne LOMOSHUTENbHOrO 0bcefoBaHus
C Lenblo UCKIIIYEHUS BO3MOMHbIX anbTEPHATUBHbIX
npvunH TpoMbouuTtonenun [5, 23]. Boibop Tepanes-
TUYECKOW TaKTUKW B Cryyasx PEe3UCTEHTHOCTU HEeOoA-
HO3HaueH. YuuTbiBas, 4To y bonblumHcTBa aeten UTI
“MeeT braronpusTHbIA NPOrHO3, CAINLLKOM arpeccuBHas
TaKTWKa Tepanuu He BCcerpa onpaspaHa. B cesasu ¢ aTum
B cnyyasx Taxenoro gebiorta LTI B coueTaHum ¢ pesun-
CTEHTHOCTbIO K obLienpuHATon Tepanuu 1-i1 NuHWK
npuBeKaTeNbHbIMW BbIFAAAT anbTepHaTuBHbie bes-
onacHble TepaneBTUYECKMe Noaxoapl, Hanpumep, bonee
paHee HasHaueHue TMO-PA [19].

B npencTaBfneHHoOW rpynne nauveHTOB BMepBble
BbifsBneHHas WTI xapakTepusoBanacb npusHakamu
TSKENON KPOBOTOUMBOCTY MMM MOBbLILLEHHBIM PUCKOM ee
pasBUTUA Ha POHE IKCTPEMASIbHO HU3KOrO Yncna TPOM-
6oumnTos. [pn 3TOM He BbINO0 0TMEYEHO CKOMbKO-HUDYLb
MPOAOSTKUTENBHOr0 OTBETA Ha ODLLIENPUHATYIO TEpPanMIO.
B kauecTBe panbHenLLIero KOHCEPBATUBHOIO NEYEHNS C
LieS1blo MOBbILLEHMS Yncna TpoMboumToB Ao BesonacHbIx
3HaYeHW LWecTn AeTaM Bbina nHUUMMpOBaHa Tepanus
C NPUMEHEHNEM POMUMNIIOCTUMA. YuuTbiBas Heobxoau-
MOCTb BbICTPOro fOCTMKEHUA 6e30MacHOr0 3HaYeHUs
yucna TPoMboOLMTOB, NPAaKTUUECKM BO BCEX Cryyasx
npenapaT MHUUMaNbHO HasHadvanu B gose 10 MKr/Kr.
HecMoTpsi Ha NpUMEHEHWE MaKCUMarbHbIX [03, BCE AeTH
NepeHoCUnn Tepanuio yaoB/IeTBOPUTENBHO; Hexena-
TenbHbIX ABMEHUN, CBA3AHHbIX C MPUMEHEHWEM POMU-
nrnocTuMma, He 3adnkcupoBaHo. B ogHoM criyyae npwm
COBMECTHOM Ha3HaueHun ¢ BBUIT oTMeueH OQHOKpaTHBbIN
anuson TpombBoumtosa (> 400 x 10°/n). B GonbluMHCTBE
Cry4yaeB yOOBETBOPUTESbHbIA TPOMBOLMTAPHBIN OTBET,
KOTOPOro paHee He yaaBanocb [OCTUYL MpU MpuMe-
HEeHUW CTaHAapTHOM Tepanuu, Bbin NonyyeH B CPEQHEM
B TeueHue 4 Hep. [IpvHMMasn BO BHMMaHue, 4To Bob-
LUMHCTBO MaLMEHTOB NOMyYyarno He MOHOTepanuio poMu-
M0CTUMOM, @ KOMBMHUPOBaHHYIO Tepanuio, AOCTOBEPHO
OLEHUTb 3CPAEKTUBHOCTL POMUMIIOCTUMA MOXHO He BO
BCEX Cly4yasX. TeM He MeHee y BOMnbLUMHCTBA AeTel Bbin
nosyyeH cTabusbHbIA OTBET, KOTOPOro paHee He yaaBa-
10Cb AOCTWYb Ha CTaHAAPTHOWM Tepanuu, a y HEKOTOPbIX
— pemuccua UTM (> 6 mec. bes Tepanum). Bo3aMoskHO,
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FemMmatTonorwus

Takom acpdeKT MOKHO 0OBACHUTH CMOHTaHHLIM BOCCTa-
HOBJSIEHWEM KONMYyecTBa TPOMOOLUMTOB, @ MPUMEHEHWE
TMNO-PA nvwb NO3BONUNO AOMKAATHCA OTCPOYEHHOIO
oTBeTa.

B maHHOM rpynne Kypc poMMniocTMMa OKasancs
MeHee MPOAOJIKUTENbHbIM, B OT/IMYMU OT Crlyvaes
KInMHM4Yeckoro npumeHennsa TMO-PA npu xpoHuyeckon
WUTM y peten, korpga Tepanuio NpUXoauTCa MpPonos-
)aTb rofamu. Kpome Toro, y 5 naumMeHToB, YyeTBepo un3
KoTopbIX Bbinn B Bo3pacTe [0 1 ropa, 0LHOBPEMEHHO
C HayanoM Tepanuu poMUMNIIOCTMMOM MPOAOIIKANCS
omdbdepeHUmnanbHO-AMarHOCTUYECKUIA MOUCK C LiEMbIO
WCKIMIOYEHUS APYTrMX BO3MOXHbIX MPUYMH TpoMboLuTO-
nexHuun. NMockKonbKy U30nMpoBaHHas TpoMbouMToNeHus
y OeTeil HepenKo MOXeT bbiTb 0ebi0TOM BPOMAEHHbIX
CUHOPOMOB KOCTHOMO3rOBOM HEfOCTaTOYHOCTH, Nprob-
PETEHHOW anfasuy KPOBETBOPEHUSA U MEPBUYHbBIX UMMY-
HOBEMULIMTHBIX COCTOSHWI, NMPU KOTOPbLIX AIMTENIbHOE
npuMeHeHve TKC MoxeT nNpuBecTU K MHAEKLMOHHBIM
OCIOHEHWSIM, 3TO CTasno LOMNOSHUTENbHbLIM apryMEHTOM
B nosib3y Bbibopa Tepanuv npenapatamu, He obnapaio-
LLIMMM MMMYHOCYNPECCUBHBIM AencTBmeM. Bo Bcex npo-
aHanM3npoBaHHbLIX CryYasX aflbTePHATVBHBIE MPUYMHDI
TPOMBOLIMTONEHNUN HEe BbISIBIEHDI.

3AKJTIOYEHUE

PomMunnoctiM — aroHMcT TpoMBOoNoaTUHOBLIX peLen-
TopoB — 6e3onacHbIn BUL KOHCEpPBATMBHOW Tepanuu,
KOTOpPbIN MOXeT 3HEKTUBHO NOBbILLATL YNCIIO TPOM-
BountoB [0 He30nNacHOro 3HayeHWss He TOJSIbKO MNpM
XxpoHuueckon UTT, Ho n B paHHeln dhase 3aboneBaHus
NPV PE3NCTEHTHOCTM K 0bLLenpuHsaTon Tepanmu. C ogHoM
CTOPOHbI, MPYMEHEHNEe POMUMNIIOCTMMA NPU BhepBsble
BbIsIBMIEHHON hase 3aboneBaHust N03BoMsAeT nlbexaTb
Ha3HaYeHWst AIUTeNIbHOM MMMYHOCYNPECCUBHOW TEpanum
WM OTOABMHYTb ee Ha bonee MospHWe CPOKM, Korpa

3aboneBaHne CTaHET XPOHMYECKUM; B psiie Crny4vaes
MOXHO [OXAATbCA OTCPOYEHHOr0 BOCCTAHOBIIEHUA
KonunyecTBa TPOMBOLMTOB; C LLPYroN CTOPOHbI — MOKET
obecneunTtb 6onee BesonacHbIM NEPUOA OKMOAHUA
pe3ynbTatoB foobcrnenoBaHuin, HeOBXOOUMbIX AMA
UCKITIOYEHWS anbTEPHATUBHBIX MPUYMH TPOMBOLIMTONEHUN
¥ MPUHATWS PELLEeHNs O fanbHENLLIEeR TaKTUKe Tepanuu.

[Ons peten c TAxenon ernepsble BbisBNeHHOW T,
C KPOBOTOUMBOCTbIO MMM HeMnpencKa3yeMon yrpo3ou
pasBUTUS KPOBOTEYEHUN Ha DOHE 3KCTpeManbHOon
TPOMBOLMTONEHUN B COYETaHUM C PE3UCTEHTHOCTHIO
K 0DLLENpMHATON Tepanuu, KIIMHWUYECKM OMpPaBAaHO
KpPaTKOCpPOYHOe MpMMEHeHWe npenapaTta w3 rpynnb
TMNO-PA, pomunnocTuma.

UCTOYHUK ®PUHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT MHTEPECOB
ABTOpbl CTaTbu MOATBEPAMIIM OTCYTCTBUE KOH(PIIMKTA MHTEpecos,
0 KOTOPOM HeobXxoaMMo CoobLLUUT.
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