iginal studies

or

28

Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

https://doi.org/10.17650/2311-1267-2019-6-1-28-38 |

Onbim neYyeHud UMMYHHOI mpomboyumonenuu
B OmjaeneHuu oHkoremamonoruu BopoHe:KcKoil o6nacmuoi
AeMmcKoll KnuHu4yecKkol 6onbHUYbI Neo 1

H.B. IOmuna'!, M.B. Bensnckas', M.A. Conosbepa', I'.B. Tpyonukosa', E.A. Ps6oBa’,
10.C. Opunnnnkosa', E.A. Opiosa', JI.A. Ckopoooratosa', H.B. Bpexnesa', C.A. PsaooBa’,
N.JI. Brikoa', E.B. Capruna’, A.A. IlItokanos', T.B. Crenanosa?, 11.B. Ipedennnkosa’
'BY3 BO «Boponexcckas obaacmuas demckas kaunuyeckas 6oavhuya Ne 1»; Poccus, 394087, Boponec, ya. Jlomonocosa, 114;
2OI'bOY BO «Boponexcckuii eocydapcmeentblii meouyunckuil ynueepcumem um. H.H. Bypdenxo» Munzopasa Poccuu;
Poccus, 394000, Bopouneac, ya. Cmydenueckas, 1

Konmaxmmuuvie dannvie: Hamanvs bopucosra FOouna n.yudina@list.ru

Beeoenue. Ummynnas mpomboyumonenus (UTII) — dobpokauecmeennoe eemamonoeuueckoe 3a001e8anue, XapaKmepusynujeecs uso-
AUPOBAHHBIM CHUIICEHUEM YPOBHS MPOMOOUUMO8, UuMeroujee pasiuutble 8apuaHmol meueHus, mpeoyroujue Kax NPUHImMuUs CPOHHO20 me-
PANesmMuUUecK020 peuleHus, mak u KAUHU4ecKoeo Habaodenus 3a nayuenmamu. Ha coepemennom smane 6 neuenuu demeii ¢ UMMYHHOLUL
mpomboyumoneHueii, 0CO6eHHO ¢ XPOHUUECKOl (opmoil, docmueHymsl 3Ha4UmenvHble ychexu. Tepanesmuyeckue onyuy onpeodessomcs
UHOUBUAYANBHBIM NOOXOOOM K GONbHOMY U OCHOBbIBAKOMCS HA ONbIME 8PaUA-2eMAMOoN0ed.

Mamepuaavtumemodst. 3anepuodc 01.01.2013no 31.12.2017 6 onkocemamonoeureckom omoesenuu xumuomepanuu bY3 BO BOJIKBNo 1
noayuanu neqenue 153 pebenka ¢ pazauunvimu gpopmamu UTII 6 6o3pacme om 1 2ooa 6 mecsauyee do 17 nem. duaenocmuxa u cmadust 3a60-
N€6aHUsL NPOBOOUAUCH HA OCHOBAHUU COBPEMEHHbIX KAUHUHecKUX pekomenoauyuii u kaaccuguxayuu UTII. [Iposeden ananus evipasrcenHocmu
2emoppazu1ecko2o cuHopoma npu nocmarogke ouaernoza MU TII. Tpunyunst mepanuu nayuenmos 0CHOBbI8AAUCH HA NAMOLEHEMUHECKUX MO-
menmax UTII, cmaduu 3a6onesanus. boavhole ¢ énepevie gvisigaennoi UTII (n = 106, 69,4 %), nepcucmupyroweti popmoit (n = 26, 16,9 %)
HOAYMANU PA3AUMHbIE AUHUU MEPAnUU, NPe0yCMOMPEHHble KAUHUMECKUMU DeKOMEHOAUUSIMU, YaACMb NAUUEHM08 HAX0OUAUCh MOAbKO N00 Ha-
Onrodenuem spaua-eemamonoea. Xponuueckas ghopma meuenus 3abonreeanus copmuposanacs y 21 (14 %) pebenka uz 153, nezasucumo om
suda neuenus. Jlemu ¢ XpoHU4ecKol popmoil NOAYHANU PA3AUUHbIE AUHUU MEPANUU, 8 MOM YUCAe A2OHUCbl MPOMOONnoImuHa. Peuenue no
6e0eHUI0 MAKUX NAUUEHMO08 OCHOBbIBANOCH HA COBMECHHOM 00CYHCOeHUU CO CReUUarucmamu Kpynteiuux gedepaisioix yenmpos. CnaeHx-
MOMUS 3a YKA3AHHbLIL 8blide nepuod 8binoaHeHa 1 pebeHKY ¢ GblpaiCeHHbIM U XPOHUYECKUM «BAANCHBIM»> KOMHOHEHMOM 3a001€8aHUS.
0ocyxcoenue. Jleuenue UTII y demeil, Hecmomps Ha noseaeHue HOB020 KAACCA NPenapamos ¢ mapeemuovim 3Qpexmom, 6 psade cayuaes
npedcmaegasem cAoJiCHylo 3a0avy 045 epava-eemamonoea. TIpunsmue KOHKPemHO20 Mepanesmu4uecko20 peuleHis OCHO8bl8aemcs Ha bl-
PANCEHHOCMU KAUHUMECKUX U 2eMAMOA0_UMeCKUX OaHHbIX NAUUEeHMA, NOUCKe 803MONCHOL NPUMUHbI MPOMOOUUMONEHUHECK020 COCMOsl-
HUsL, a maKce UHOUBUIYanrbHom onvime epava. Ilpedomepauerue u npopuaaKkmuKa KposomeueHull y G0AbHbIX ¢ PA3AUUHbIM MeUeHUeM
HTII, 6 yacmnocmu c xponuueckoii HTII, c omcymcemeuem unyu MUHUMANbHbIM NPOSGACHUEM 2eMOPPALUMECK020 CUHOPOMA NO NPUHUUNY
«0 kposomeueHuil 6 200» 7645eMCs KOHEUHOU mepanesmut4eckoil 3aoaueil.

Sakarouenue. UTII y demeii, 6 yacmnocmu ee Xponuteckas popma, OMHOCUMCA K 0pQAHHbIM 3a001€6aHUAM, NOIMOMY ONbIM 8E0CHUS
makux 60AbHbIX MOJICem Oblmb noaeseH 8 onpedeseruu 00uell maKmuKuy ae4eHus NayueHmos.

Karouesnie caosa: demu, ummynnas mpomooyumonenus, namoeeHe3 UMMYHHOU MpOMOOUUMONeHUuU, GHYMPUBEHHbIE UMMYHORA00YAUHbL,
AedeHue UMMYHHOU mpomMOOUUmMoneHul, a2oHUcmol MPOMOONOIMUHOBLIX PeUEenmopo8, CHACHIKMOMUSL

Jas yumuposanus: FOduna H.b., beaanckas M.B., Coaosvesa M.A., Tpyonuxosa I.B., Pabosa E.A., Osuunnukosa FO.C., Opao-
eéa E.A., Ckopoboeamosa J/I.A., bpeucnesa H.B., Pabosa C.A., bvikosa H.JI., Capeuna E.B., Illmoxanros A.A., Cmenanosa T.B.,
Ipebennurxosa U.B. Onvim neuenus UMMYHHOU MPOMOOYUMONeHUU 8 omoeaeHulU oHKozemamonoauu Boponescckoii obaacmmoii demckoil
Kaunuueckoi 60avHuybt No 1. Poccutickuil scypran demckoil eemamonoauu u onkonoeuu 2019;6(1):28—38.

Experience in the treatment of immune thrombocytopenia in the Department of Oncohematology
of the Voronezh Regional Children’s Clinical Hospital Ne 1

N.B. Yudina’, M.V. Belyanskaya', M.A. Solovyova’, G.V. Trubnikova’, E.A. Ryabova’,
Yu.S. Ovchinnikova’, E.A. Orlova’, D.A. Skorobogatova’, N.V. Brezhneva', S.A. Ryabova’,
L L. Bykova', E.V. Sargina’, A.A. Shtokalov', T.V. Stepanova?, 1.V. Grebennikova’

"Voronezh Regional Children’s Clinical Hospital Ne 1; 114 Lomonosova St., Voronezh, 394087, Russia; *Voronezh State Medical
University named after N.N. Burdenko, Ministry of Health of Russia; 10 Studencheskaya St., Voronezh, 394036, Russia

Introduction. Immune thrombocytopenia (ITP) is a benign hematological disease characterized by an isolated decrease in platelet
count, with different course options requiring both an urgent therapeutic decision and clinical observation of patients. At the present stage
in the treatment of children with immune thrombocytopenia, especially with the chronic form, significant success has been achieved.
Therapeutic options are determined by an individual approach to the patient and are based on the experience of a hematologist.
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Materials and methods. For the period from 01.01.2013 to 12.31.2017, in the Oncohematological Department of Chemotherapy of the
Voronezh Regional Children’s Clinical Hospital No 1, 153 children with various forms of ITP, aged between I and 6 months to 17 years,
received treatment. Diagnosis and stage of the disease were carried out on the basis of modern clinical guidelines and ITP classification.
The analysis of the severity of hemorrhagic syndrome in the diagnosis of ITP was carried out. The principles of patient therapy were
based on the pathogenetic aspects of ITP, the stage of the disease. Patients with newly diagnosed ITP (n = 106, 69.4 %), persistent form
(n = 26, 16.9 %) received different lines of therapy, provided for by clinical guidelines, some patients were only under the supervision
of a hematologist. The chronic form of the course of the disease was formed in 21 (14 %) children out of 153, regardless of the type of
treatment. Children with the chronic form received various lines of therapy, including thrombopoietin agonists. The decision to manage
such patients was based on a joint discussion with specialists from the largest federal centers. Splenectomy for the above period was
performed for 1 child with a pronounced and chronic “wet” component of the disease.

Discussion. Treatment of ITP in children, despite the emergence of a new class of drugs with a targeted effect, in some cases is a difficult
task for a hematologist. The adoption of a specific therapeutic decision is based on the severity of the clinical and hematological data of the
patient, the search for a possible cause of the thrombocytopenic condition, as well as the individual experience of the doctor. Prevention
and prevention of bleeding in patients with different ITP, in particular with chronic ITP, with the absence or minimal manifestation of
hemorrhagic syndrome according to the principle “0 bleeding per year” is the ultimate therapeutic task.

Conclusion. ITP in children, in particular its chronic form, belongs to orphan diseases, therefore, the experience of managing such patients
may be useful in determining the overall tactics of treating patients.

Key words: children, immune thrombocytopenia, pathogenesis of immune thrombocytopenia, intravenous immunoglobulins, treatment of
immune thrombocytopenia, thrombopoietin receptor agonists, splenectomy
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Bgenenue

Nmmynnas tpombouuronenusi (UTIT) — ayromm-
MyHHOE 3a00JieBaHMEe, XapaKTepU3yIoleecs: CHIKeHUEM
Yyycia TPOMOOITMTOB BCJIEACTBUE aHTUTEI-OMOCPEOBaH -
HOW NIeCTPYKIIMM TPOMOOIIMTOB M TOBPEXIEHUSI Mera-
KapUOLIMTOB, KaK CJEICTBUE, CHUXEHUEM MPOAYKIIUU
TPOMOOIIUTOB U Pa3BUTHEM T€MOPPArMUECKOTO CUHAPO-
Mma [1]. lnarHocThYeCcKUil ypOBEHb TPOMOOIIUTOB, CBUIE-
TEJTBCTBYIOIINI O TPOMOOIIMTOIIEHUY, COCTABIISIET MEHee
100 x 10°/n [2]. KiIMHWYECKU TSKECTh MPOSIBICHUI
reMopparn4eckoro CUHAPOMa y JeTeil B OCHOBHOM KOp-
peNMpyeT C TSDKECThIO TpoMOonuToneHnn. PacrpocTpa-
HeHHocTh MTII y manieHTOB 1eTCKOTO BO3pacTa OTjinva-
€TCS B Pa3JIMYHBIX reorpapuuecknx 30Hax, HO B CpeaHEM
3a00JIeBaEMOCTD B roj cocrasisgeT 4—9 nereit Ha 100 000
JIETCKOTO HaceneHus [3].

CoBpemenHast knaccudukanus WTIT  pasnmensier
3a0oneBaHre Ha 3 ¢GOPMBI B 3aBUCUMOCTH OT TEUEHWUSI:
BriepBbie BoisiBiieHHass M TIT (muTtenbHOCTBIO 10 3 Mec),
nepcuctupyomas (ot 3 10 12 mec), XxpoHruueckas (CBbILLIE
12 mec) [4].

Otnonornyeckumu momeHtamu UTII y neteit B Kaue-
CTBE TpUTTEpa MOTYT CIYXUTh BuUpyc ODminteitHa—bapp
(BOb), uuromeranosupyc (LIMB), mapBoBupyc, BUpYC
KOpU, KPACHYXM, BETPSTHOW OCIIbI, BUPYC UMMYyHOIE(DU-
uuTta yenoseka [5—7]. CucreMHble ayTOUMMYHHBIE 3200~
JIeBaHUSI — CHCTEeMHasl KpacHasl BoldaHKa, aHTu(hocho-
JIMTIUIHBIN CUHAPOM — HEPEIKO COYETAIOTCS C NaHHBIM
3a00ieBaHEM, TIPU KOTOPOM M30JMPOBAaHHASI TPOM-

OOILIMTOIIEHUST MOXET OBITh MPEIUKTOPOM pPa3BepHYTOM
KJIMHUYECKOU KapTUHBI B TeUeHUE HECKOIbKUX JeT |8, 9].
B psne ciaydyaeB 3THOIOTUYECKUIT MOMEHT TPOMOOIIUTO-
MeHUN He UIEeHTU(hUIIMPOBAH.

WUcropuueckuit acnekt MTII kak ayTOMMMYHHOTO
3a00J1eBaHUSI MHTEPECEH C TOUKU 3PEHUS CO3MAaHUST pa3-
JIMYHBIX TePAreBTUYECKUX TIOIXOI0B U Pa3BUTUSI HOBBIX
nedeOHbIx omiuid. Tak, B 1915 . @paHK BrepBbIe TIpe-
nojioxui, yro maroreHe3 UTII cBg3aH co cHUXeHUEM
MPOMYKIIMYU TPOMOOIIUTOB METaKapUOIIUTaAMU BCIIEICTBIE
TOKCHUYECKOTOo (pakTopa, MPOAYLUPYEMOTO CEIE3EHKOM.
Brnocneacteuu  ctyneHt wmeauHctutyta P Kaznelson
panukanbHO u3MeHwn runortedy dpanka. OH Tpenro-
JIOXWJI, 4TO TPOMOOLIUTOTIEHUSI SIBJISIETCS CJIEICTBUEM
JECTPYKIIMU TPOMOOIIMTOB B CeJie3eHKE, KOTOpasl UTpaeT
kmoueByo poib B matoreHe3e MTII. B 1938 1. Tpoxann
u Jlee 5KCNEPUMEHTAILHO BBEIU CYOCTaHLIUMIO TPOMOO-
noatuHa (TPO), BeineieHHYIO U3 YIaJeHHOW Cele3eHKU
y nauueHToB ¢ UTII, kponukam. YueHble HabOogaIu
OBICTPBIN TPOMOOIIMTAPHBIN OTBET HAa BBEJIEHUE CYOCTaH-
1IMM, HO KPAaTKOBPEMEHHBI, IO KOTOPOMY OHU CHeIaIn
3akioueHue, yto UTTI siBasiercs ciencrBrueM (pyHaaMeH-
TaJbHOU naTosnoruu cene3eHku. B 1951 . W.J. Harrington
u J.W. Hollingsworth ory0i11KoBaau qUCKYCCHUIO O 1MaTo-
reHeze MTII B cBeTe KOHKYpPUPYIOLIMX MEXaHU3MOB
JECTPYKIIMM TPOMOOIIUTOB TIPOTUB WX CHUKEHHOMU
nponykuuu. B ato xe Bpems Evans ¢ kosuteramu mpen-
MOJIOXWIN, 4YTO TPOMOOMOITUYECKU (akTop — 3TO
AHTUTPOMOOLIMTAPHOE AHTUTENO, T. €. UMMYHOLJIOOYJIUH
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knacca G (IgG). B 1982 . van Leeuwen moka3sai, yTo
y manueHToB ¢ WUTII BbIpabaThiBaloTCsl aHTUTENA TIPO-
TUB 2 TpoMOouuTapHbIX TauKonpotenaos (GP) — GPIIb
u GPIIla. B 1994 1. BriepBBIe ObLI BbIIEACH U UCCIEI0BaH
TPO, npeamnonoxeHa ero KjitoueBas pojb B IaTOreHe3e
xponnueckoit UTIT [10—12].

C navazna 80-X ToJg0B IPOIIJIOro CTOJETUS PsI K-
HUYECKUX MCCIeIOBaHUM TOATBEPAWUIN, YTO TPOMOO-
LIMTOTICHUS SIBJIICTCS HE TOJIBKO CJCACTBHUEM arpeccuu
AHTUTPOMOOILIMTAPHBIX AHTUTEN, HO M aHTUTEJ IPOTUB
MEerakapMoLMTOB. [WIore3a «HEKJIACCUMYECKOTO aIloNTo-
3a» TPOMOOLIMTAPHOIO POCTKA, OCHOBAHHAS Ha y4acTUU
Ipoliecca CO3PEeBaHMSI MErakapUOIIMTOB M IPOAYKIIUKU
TPOMOOIIMTOB, NOJIyUMJIa JajibHeliiee pazsutue. [lapai-
JIEJIbHO B IaToreHe3e ¢popMupoBaHus xpoundeckoit MUTTI
HU3y4aJuCh UMMYHOJIOTMYECKUE MEXaHU3MBI, 1 PSI/I CClIe-
JIOBaHUIA MMOATBEPINII, YTO KJIacTep MOMmyasiiuii T-KiieTok
MMOJIHOCTBIO BOBJIEUEH B 3TOT MexaHu3M [13—15].

IMatorenes UTII y mereit 10 HACTOSIIEro BpeMeHU
OKOH4YaTeNbHO He siceH. CoBpeMeHHBbIC MpenCTaBICHUS
OCHOBBIBAIOTCS Ha HECKOJIBKMX COOBITHMSIX, WUTPAIOLIMX
pob B pa3iMuyHbie Nepuoabl 3adoseBaHus. [lepBuuHoe
COOBITHE TPOMOOIIMTOIIEHUM BO3HUKAET BCJIECICTBUE
OICOHM3ALIMU aHTUTeJIaMU TPOMOOLIMTOB, YTO BEICT
K ITOBBIIIEHHOM 3Kkcnpeccun Fe-penienropa u Fc-omocpe-
JIOBaHHOMY KJIUPEHCY TPOMOOILIMTOB MOHOLIMTapHO-Ma-
KpodaraabHO CHUCTEMOI, TIpeACcTaBIeHHON Makpoda-
raMd M ACHIAPUTHBIMM KJIETKaMU, IPE3CHTUPYIOIIUMU
B cejie3eHKe U reyeHu [16]. IIpomyuupyembie aHTUTENIA
(B ocHoBHoM IgG, HO B mpouecc BoBieueHbl U IgM,
IgA), unentudunupyemoie kak GPIIb/IIla u GPIb/
IX, HampaBieHBI NIPOTUB MMOBEPXHOCTHOIO MEMOpaHHO-
ro TPOMOOILIMTAPHOIO TJMKOIIPOTEMHOBOTO KOMILIEKCa
GPIIb/II1a u GPIb/IX [17—19].

[IpoucxoxmeHue  aHTUTPOMOOILIMTAPHBIX  aHTU-
Tel MMeeT MYJIbTU(daKTOpUaIbHBIM TeHe3. BupycHbie
UHGEKIIMM, B YacTHOCTU, HAIPSIMYIO CTUMYIUPYIOT
B-numdonutsl BeIipabaThIBaTh aHTUTENA TIPOTUB TPOM-
OOLIMTOB, TaK KaK COCTaB HEKOTOPBIX BUPYCOB UACHTUYEH
[JIMKOIIPOTENHY, HaXOISIIIEMYCsl Ha TIOBEPXHOCTU TPOM-
ooumnToB. BhIpaboTKa aHTUTPOMOOIIUTAPHBIX AHTUTEN
MMPOMCXOIUT C TIOMOIIBIO T-XearnepoB, CpaBHUTEIbHO
HelnaBHUE MCCAEAOBaHUS IMOKa3aJlu HEIOCPEICTBEHHO
LIMTOTOKCUYECKYIO posb T-KieTok y marueHToB ¢ MUTII,
YYaCTBYIOIIUX B JTU3UCE TPOMOOIIUTOB U MeraKapuolu-
TOB — 3TO BTOPOI1 BaxKHBIN KOMITOHEeHT natoreHe3a UTII
[20—22].

TpeTbuM KOMITOHEHTOM Teopuu TaTtoreHeza MTII,
0COOEHHO €€ XPOHMYECKON (POpPMBI, SIBISIOTCS COOBI-
THSI, TIPOMCXOASIINE HA TEPPUTOPUN KOCTHOMO3TOBOTO
KPOBETBOPEHMS, 1 C KOTOPHIMU CBSI3aH COBPEMEHHBIM
noaxon K Tepanuu xpoHundeckoit popmer MUTII. Cyie-
CTBOBaBIIast 0K0Jo 60 JIeT Teopusl O TMIlepMerakapuo-
LIATO3€ KOCTHOTO MO3Ta U KOMIIEHCATOPHOM YCUIEHHOU
MPOAYKIIMM TPOMOOLIMTOB B OTBET Ha ayTOAECTPYKIIMIO
MOCJIEeIHUX B Mepudepuueckoil KpoBU B MOCIETHUE
roIbl CYIIECTBEHHO IlepecMoTpeHa. bbulo mokasaHo,

YTO CKOPOCTh TpoaykKuuu TpoMbouuToB nipu WTII
TaKKe CHMXXEHAa U He KOPPEIUPYyeT ¢ MX IKCTpaMemy-
JspHbIM paspyiieHueM. [erepomumep GPIIb u GPIb/
IX-KOMIIJIEKC 3KCIPEeCcCUpPYIOTCS He TOJIBKO Ha MEM-
OpaHe TPOMOOILIMTOB, HO M Ha paHHUX cTaausx audde-
PEHLMPOBKM MErakapuoLuTOB. AHTUTPOMOOLIUTAPHBIE
aHTUTEJAa WHTUOUPYIOT IPOTPOMOOLIUTAPHYIO OEIKO-
Bylo (opMalyio, MPOAYILUPYEMYIO MeTaKapuoLMTaMU
M, COOTBETCTBEHHO, IPOAYKLHIO  TPOMOOIIUTOB
[13, 23]. IMocnenHue ucclemoBaHUST YJABTPACTPYKTYPHI
MerakapuouuToB y namueHToB ¢ UTII cBumerenbcTBy-
10T 00 aHOMAaJIbHOM amfoIlTO3¢ U CHIKEHWU YPOBHS
TPO — 0OCHOBHOro reMomno3TUYECKOro (pakTopa Mera-
KapHOIMTOI033a, TPOMOOIIMTO033a, UTPAIOIIIETO POIb
B TIOIJEpXKaHUU KJIETOYHOrO IIMKJIA, PEryJupyIoLIero
aroIITo3 MerakapruoLuuToB U TpoMOooLuToB [24]. [Tepuoxn
KM3HM LUPKYJIUPYIOIIUX TPOMOOIIMTOB 3aBepIIaeTcs
IecuaJipoBaHUEM — TPOMOOILIUTHI BIUMUHUPYIOTCS
peuentopamu Ashwell—Morell, pacrmonoXeHHBIMM Ha
MeMOpaHe TelaTOLMTOB, YTO HEIIOCPEACTBEHHO BIUSIET
Ha mpoaykuuio TPO, u HemocpenctBeHHO mipu MTII
MPUBOIUT K CHUKEHUIO ero npoaykiuu. Ha ocHoBaHUM
3TOTO ITATOTEHETUUYECKOr0 MeXaHM3Ma HOBOE ITOKOJICHUE
npenapatoB — aroHUCThl TPO-pelienTopoB — SBIsIeTCS
OCHOBHOIM MUIIE€HbBIO HAYYHBIX MCCJICIOBAHUMN y AETEU
¢ xpounyeckoit UTII [23—-26].

B pasButum UWTII reHeTMyeckuil acrekT urpaer
OIIPENeICHHYIO pPOJib M CBs3aH C Ae(PEeKTOM TIeHOB,
OTBEYAIONIMX 3a IMPOAYKIHMIO BOCHAIUTEIbHBIX ILIUTO-
KMHOB. Satoh ¢ KoJuieraMu MokKasajM, YTO MOJUMOP-
¢u3Mm B rene TNFB (+252GG) BnusieT Ha TIPOAYKIIUIO
T- u B-xknerkamu TNFB, BIusIOLIEro Ha ayToOpeakTH-
Bauuoo T- 1 B-ki1eTouHOTro 0TBeTa HAa MEMOpaHe TPOM-
0OLIUTOB. ABTOPHI MPEAMNOJIOXUIN, YTO DTOT ITOIU-
MoOpdU3M MOXET HurpaTh poJib B WMHIAMBUAYaJIbHOI
MpeapacrnojioXKeHHOCTU K 3aboneBaemoctu MTII.
HenaBHue MonIeKyJISIpHO-TEHETUUECKIE UCCIeTI0BaHUS
MoKa3aju, 4YTO TeTepPO3UTOTHBI BapUaHT T€HOTHUIIA
TNFB accouuupoBaH ¢ TiepcucTupymouieii (gopmoii
WUTII. Ten CNR2 »skcmpeccupyeTcsl Ha pas3IMYHBIX
KJeTKaX MMMYHHOH CHUCTeMBI, IPUHUMAaET ydyacTHUe
B 6anmaHce Thl- 1 Th2-KIeTOYHBIX MEXaHU3MOB, UHTU -
OMpyeT MPOBOCTAIMUTEIbHYIO MPOAYKIINIO IIUTOKUHOB.
Bapuant rena CNR2 onucan npu (popMHUPOBaAaHUU
xpoHnyeckoii ¢opmel MTII y nereir. LluToreHerum-
yeckue uccienoBanuss B pasputum MTII, ocobeHHO
B MeXaHu3Me (POPMUPOBAHUS €€ XPOHUUIECKOIl (POPMHI,
MO-BUAMMOMY, MO3BOJISIT YIIPABISITh 3TUM MHPOLIECCOM
¥ TIOMOTYT pa3pabaTbIiBaTh HOBbIC TApreTHHIE IMperapa-
THI JJISI TePAIIMU TSKeJIbIX (hopM 3aboneBaHus [27—29].

Jleuenue nauuenToB ¢ UTII nipeacraBisier CIOXKHYIO
3aJady, HECMOTpsl Ha CYIIEeCTBYIOIIME KIMHUYECKUE
peKOMEHIaIu1, pa3HO00pa3re TeparneBTUUECKMX OIMIINIA,
pellleHrne KOTOPBIX 3aBUCUT OT IPoheCcCHOHATbHOTO
MHEHHS Bpaya-TeMaTojora M KOJUIEKTUBA OTHCJICHUS
reMaToJIOTUU B 1LIeJIOM, UMHAUBUIYaJbHBIX OCOOCHHOCTEM
MalyeHTa, MO3ULINY €r0 POIUTENICH.
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MarepuaJibl 1 METOIBI

3a nepuon ¢ 01.01.2013 mo 31.12.2017 Hamu TipoBeneH
aHaIM3 KIMHUYECKUX CiaydaeB pasnuyHbix (opm MTIT
y gereii, mpoxusaiommx B BopoHexe m BopoHexkckoit
00JIaCTM, HaXOOUBIIMXCA Ha JICYEHWU M HaOIIOAeHUN
B OHKoremarosorudeckom otaeneHun bY3 BO «Boponexk-
cKasl o0JIacTHas IeTCKasl KJIMHU4YecKast 0oabHULIa No 1».

3a maHHBI IepUOJ B OTAENIeHUE ObUIN TOCITUTAIN3Y -
poBanbI 153 pebenka B Bo3pacte oT 1 roga 6 mMecseB 10
17 net. ®opma UTII guarHocTupoBajach Ha OCHOBaHUM
COBpeMEHHOI Kiaccudukauuyu 3abojeBaHUsI — BIEpP-
Bble BBISIBIIEHHAsI, IIEPCUCTUPYIOIIAS U XPOHMYECKAsI.
CornacHo KJjaccuUKallMK 3a BhILIEYKa3aHHBIM TTepHOI
B OT/IEJIEHUY HAXOOWINCh Ha teueHuu 106 (69,4 %) nereit
¢ Bepsble BoisiBieHHoM UTII, 26 (16,9 %) — ¢ nepcucTtu-
pytoweii popmoit, 21 (13,7 %) peGeHOK ¢ XpOHUYECKOM

dopwmoii 3a6oneBanus (puc. 1).

B Bnepseble BbisBneHHas ATl
Newly identified ITP

& Mepcuctupytowas UTM
Persistent ITP

Il Xponwnyeckas LTI
Chronic ITP

Puc. 1. Coomnowenue pazauunvix popm UTIT
Fig. 1. The ratio of various forms of ITP

Mbl npoaHanM3upoBaIu 3a00JIeBa€MOCTb BIIEpPBbIE
BoIsiBieHHON opmoii UTII B pervoHe, pe3yabTaTbl
MpeacTaBIeHbl Ha puc. 2.
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Puc. 2. 3abonresaemocms énepesvie gvisienenno UTIT

Fig. 2. Incidence of newly identified ITP

Tabmuua 2. Pacnpedenenue nayuenmos no noay

Table 2. Distribution of patients by gender

CornacHo rpaduky, M300pakeHHOMY Ha PUCYHKe,
roguyHasi 3a00eBaeMoCTh BriepBbie BbisiBaeHHON UTII
B BopoHexXcKkoM permoHe MMeeT ompeacsieHHBbIE KoJje-
0aHUsI, COOTBETCTBYIOIIME OOIIUM CTAaTUCTUYECKUM
IAHHBIM, C HEKOTOPOM TEHACHLMEU K YBEIUYECHUIO
3aboneBaeMocT K 2017 1.

B Tabn. 1 mpexacraBiieHO pacripeieiieHue MalueHTOB
coriacHo coBpeMeHHo# kinaccudukaunm UTII.

Taomana 1. Yucao nayuenmos ¢ pazauunvimu gpopmamu UTIT

Table 1. Number of patients with various forms of ITP

BriepBbie BbIsIBJICHHAs
Newly identified

25 21 14 17 29

TMepcuctupyromas 1 9 6 5 5
Persistent

XpoHuueckas

Chronic . J J 5 2

% XpOHI/.I‘-IeCKOI‘/'I bopMbI 15,3 16.6 15 18.1 5.8
% chronic form

W3 Taba. 1 BUOHO, YTO TIepexo] B XpOHMYECKYI0 (hop-
My 3a aHaJIM3UPYEMbIil IEPUOM COCTABJISIET B CPEIHEM
14 % (n = 21), 4TO MOATBEPKIAET OOIIME CTATUCTUIECKUE
nanHble [30]. Huskuii npoueHrt (5,8 %), 3aperucTpupo-
BaHHBIN B 2017 1., cBSI3aH C KOPOTKUM MEPUOIOM HAOIIIO-
nenusa nauventos ¢ UTII.

Hamu npoBeneH aHanu3 pacripeiesieHUs] pa3indHbIX
dopm UTII y nereit B BopoHeke u BopoHeskckoit o61a-
CTH TI0 TIOJTY, JaHHBIE IIPeICTaBIEeHbI B Ta0JI. 2.

Ipaduk, mpencTaBieHHBIA HA pUC. 3, IEMOHCTPUPYET
cooTHouleHue 1o 1oy namueHToB ¢ UTII pasznuuHbix
dopM, 1osIydaBIIMX JeUEHUE B OHKOTeMaTOJOTHYeCKOM
OT/IEICHUU.

CortacHO IpeacTaBIeHHbBIM JaHHBIM, MOXHO CJe/IaTh
BBIBOJI, YTO CpEOM BIIEPBbIC BBISIBJICHHBIX MAlEHTOB
¢ UTII B otnenenuu npeobnaganu Maibuuku (61,4 %)
0 CpaBHEHMIO ¢ aeBoukamu (38,6 %), Kak u B CiIydasx
MEePCUCTUPYIOLIE (POPMBI — CpelM TAalMeHTOB Ipeod-
naganu Manbuuku (n = 18; 69,2 %). B rpyniie nereit co
c(OpMUPOBAHHOM XpOHUUYECKO (hopMoii 3abojieBaHUS
IIpU paclpeieeHU MO0 IOy OTMedanach TEHICHLIMS
K IIpeobiagaHuio JeBovyek — 57,2 %, yacToTa XpOHUYE-
cKux (OpM y MallbYMKOB, COIJIACHO HallleMy aHaju3y,
coctaBuia 42,8 %, 4TO MOATBEPKAAET paHee MPOBEACH-

38,6 ] 30,8 12 57,2

JleBouxku 41

Girls

Masnbuuku 65 61,4
Boys

18 69,2 9 42,8
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Bnepsble BbisBneHHas UTM
Newly identified ITP

Mepcuctupytowas UTM
Persistent ITP
B Manbyuku B 4EBOYKN
boys girls

Puc. 3. Pacnpenenue pazauunvix kaunuveckux goopm UTII no nony

XpoHudeckas UTM
Chronic ITP

Fig. 3. Distribution of various clinical forms of ITP by gender

HbIE HCCIeAOBaHUSI MO (hOPMUPOBAHUIO XPOHUYECKON
dopmbr UTII B 3aBucuMOCTH OT TTona [27].

AHanu3upys KJIMHUYECKWE TIPOSIBICHUS] BIIEPBbIE
BoisiBieHHoi WTII, Mbl pasmenund TalMEeHTOB Ha
3 rpynmbl: 1-51 — MalMeHThl ¢ MUHUMAJIBHBIM TIPOSIBIIe-
HUEM KOXHOIO TIeMOpPparnyeckoro CHUHApPOMa B BUIE
€IUHUYHBIX 3KXMMO30B W TETeXuii, 0e3 «BJIaKHOTO»
KOMITOHEHTA; 2-s1 — OOJbHBIE C BBIPAXKEHHBIM KOXKHBIM
TeMOpPParnyecKM CUHAPOMOM (C TOTaJIbHBIM TPOSIBIIE-
HUeM TIeTeXUil, DKXMMO30B Ha KOX€ M CJIU3UCTOI) 0e3
KPOBOTEUEHMUIA; 3-51 — MallMEeHTHI C JIIOOBIM MPOSIBICHUEM
KOXHOTO TeMOpParuyeckoro CUHAPOMa U KPOBOTEUEHU -
MU JII000M JIoKanuM3aluu (Yaile HOCOBBIMM, pexe U3
CJIM3UCTOM TOJIOCTU pTa, MAaTOUYHbIMMU). MBI He HabJII0-
JTajii IeTei ¢ KPOBOU3IUSHUEM B LIEHTPAJIbHYIO HEPBHYIO
cuctemy. JlaHHbIe peacTaBieHbI B Ta0JI. 3.

Tabauna 3. Beipascennocms cemoppazuuecko2o cunopoma npu nOCMynAeHuu
demeli ¢ enepevie gviserennoil UTIT

Table 3. Severity of hemorrhagic syndrome in the admission of children with
newly identified ITP

MuHUMaIbHbBIE TPOSIBJIECHUSI
reMOpparu4eckoro CHHIAPOMa
Minimal manifestations of
hemorrhagic syndrome

BeIpaskeHHBIE TPOSIBIICHUST 43 40,6
reMopparn4ecKoro CHHAPOMa

Pronounced manifestations of

hemorrhagic syndrome

«B1axHbI» KOMITIOHEHT 25 23,6
“Wet” component
|

W3 Tabu. 3 cienyet, 4To cpeu BIepBble MOCTYMUBIIUX
nereit ¢ UTII npeobyiaganu aeTu 6e3 «BaaskHOT0O» KOMITO-
HEHTa, HO C BBIPAXKEHHBIM KOXHBIM TeMOpparudecKum
CUHIPOMOM, TIPUMEPHO OJHY TPETh MAIlMEHTOB COCTAB-
JISUTA €T C MUHUMAJIbHBIMUA TeMOPpParusiMu (eauHIY -
HbIE 9KXUMO3bI U TIETEXUH).

TsoKenblii TeMopparnyeckuii CUHIPOM B BUIE pac-
MPOCTPAHEHHOTO KOXXHOTO KOMITOHEHTa U KPOBOTEUECHU I
Habmonancst y 23,4 % (n = 25) BnepBble MOCTYMUBIINX
B OTJCJIEHUE ICTEH.

ComracHO KJIMHUYECKMM PEKOMEHIALMSIM, JAUarHo3
WUTII craBuicgd mo MPUHLMITY AUMArHO3a WCKIIIOYEHUS.
YuuTeiBasi aHaMHe3 MAllMEHTOB, AacCCOLMWPOBAHHBIN

C TIPOSIBJIEHUSIMU MH(EKIIMOHHOIO Tpoliecca, OOJIbHBIM
IIPOBOIMJIOCH BHMPYCOJIOTMYECKOE MCCIIeAOBaHUE METO-
oM nojumepasHoii enHoit peakiuu (ITLP) Ha Bupycs
repreca 1, 2, 6-ro Tunos, LIMB u BObB. I1pu BeIsiBIeHUN
JAHHBIX aHAMHe3a WIM Xajl00, CBSI3aHHBIX C ITaTOJOTHUEeH
JKEJIyIOYHO-KUIIEYHOIO TpaKTa, MallMeHTaM BBIIOJIHSI-
Jlack JabopaTopHas BepudUKaAUMS XeJIUKOOAKTEepHOM
nHdpekunu. Jdeodror UTII mocine BakimHauuu (MHTEp-
BaJ 2—3 Hed) 3a aHAJIM3UPYEMbBI Iepuoj HaOIromancs
v 7 (4,5 %) GONbHBIX.

HccnenoBaHue KOCTHOTO MO3ra IPOBOAMIOCH IALlM-
€HTaM, Y KOTOPbIX KIMHUYECKH U 110 TaHHBIM YJIBTPa3BYy-
KOBOTO HCCJIEIOBAHMUSI OTMeEYalach YMEpeHHas CILIe-
HoMeranus, nTuMdaneHonaTus, a Takxke TeM OOJIbHBIM,
KOTOPBIM IUIAHUPOBAJIOCH IIPOBEIECHUE ITIOKOKOPTUKO-
uaHoi Tepanuu. I[lalnmeHTaM MOAPOCTKOBOIO BO3pacTa
BBIOOPOYHO TpoBoauaock ucciaegoBanne ANA-npodpu-
JIs1, MCKJTtovasicst anTudochonunuaneiii cunapoMm. Hamu
MHULIMAJIBHO HE BBIMOJIHSIOCH UCCIIE0BAHIE AHTUTPOM-
OOLIMTApHBIX AaHTUTE M3-3a OTCYTCTBMSI JJaOOPATOPHOTO
ompeleieHus, JJdaHHOE HCCIeIOBaHME ITPOBOAMIOCH
JIETSIM C y3Ke TTocTaBieHHbIM quardo3om MTTI B kauecTBe
MOHMTOPHMHTA B (beJepajbHbIX IeHTpax B MockBe.

IIpu BbIOOpE TeEpaneBTUYECKON TaKTUKUA y JAeTeil
¢ BriepBbie BoisgBIeHHONH MTII HaMu y4uThIBaJicsl BO3pacT
MaLMEeHTOB, CBSI3b C MH(MEKLMOHHBIM 3IM30JI0M, XEJIU-
KobakTepHOI MH(pEKIIME, a TaKKe TOCTaTOUHOe obecIie-
YeHWe BHYTPUMBEHHBIM MMMyHornooyauaoMm (BBUI) nHa
MoMeHT noctaHoBku nuarHosa UTIT (BBUI oteuecTBeH-
HOIO IPOM3BOJACTBA KaK TepaleBTUUYSCKMII KOMIIOHEHT
HaMU He MCIToJIb30BaJics ). [laHHbIe 0 BRIOOPY MperapaTa
y aeteit ¢ UTTI paznuyHbIX (popM mpeacTaBieHbl B Ta0I. 4.

Taomaua 4. Bapuanmo: mepanuu y demeii ¢ pazausnvimu goopmamu UTIT

Table 4. Therapy options in children with various forms of ITP

BBMUT (0,8—1 r/kr)
Intravenous
immunoglobulin
(0.8—1 g/kg)
JlexcameTa3oH 28 7 2
(30—40 mr/M2, 4 nH9),

ITyJIbC-KypC

Dexamethasone

(30—40 mg/m?, 4 days),

pulse rate

Ha6monenue 15 9 6
(cuMnTOMaTUYeCKast

Teparnus)

Observation

(symptomatic therapy

Hnrtepdepon-a 0 2 2
Interferon-a

Purtykcumab 0 8 2
Rituximab

Barpombonar 0 4
Eltrombopag

Pomurioctum 0 4
Romiplostim

CIIeHIKTOMUST 1

Splenectomy
|
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B cnyuasix octpoit UTII y GonablIMHCTBa MallUEHTOB
Tepanueil BeIOOpa sBAsIoch BBeneHue BBUT 3apyOek-
HOro npou3BoacTBa (1 = 63). Mbl KCIIOJIB30BAIN PEXUM
BBeneHus B go3e 0,8—1 r/Kr B TeueHue 1—2 mHei, oTBET
olieHUBaJics Ha 3—5-1 neHb. [Ipy HemocTaTOYHOM TeMa-
TOJIOTMYECKOM OTBETE Ha 3—5-11 IeHb Y YacCTH MalMeHTOB
(ripu ypoBHe TpoMmbouuToB MeHee 40 x 10°/11) Kypc Jieue-
HUSI TIOBTOPSUTM, CyMMapHO He Oojiee 2 KypcoB. Tepa-
nmusgs BBUI Hambosee mpeamodTuTeIbHO MPUMEHSIACH
y JeTeil MJIadIiero Bo3pacTa (muiamiie 7 JIeT), a Takxke
y mauneHToB, 1e010T UTII y KoTOopbIX ObLI acCOLMMPOBAaH
¢ MHGEKIMOHHBIM 3M13010M, BaKIIMHALIMEH WIX BbIpa-
JKEHHBIMU O4araMy XpOHUYECKOM MH(bEKINK (I1aTOJOTHs
JIOP-opraHoB, XeIyn0o4yHO-KUILIEYHOTO TPaKTa).

VY 28 malneHTOB MHULIMAJIbHO HAMU UCIIOJIb30BaINUCh
[JIIOKOKOPTUKOUIbL: 4-IHEBHAsl MyJIbC-TepaIusl AeKca-
MeTa30HOM B 103e 20—40 Mr/M2, KypChl ITIOBTOPSLIU Yepe3
28 nmHel, MaKCUMaJIbHO MPOBOAMIN OT 2 10 6 KypCOB.
JlanHas Tepanus Oblja 0oJiee TIpeANOYTUTENbHA Y IeTeil
crapiero Bo3pacta (ctapiie 10 jeT), B caydyasx «Uauo-
natudyeckoro» Bo3HukHoBeHust UTII. Ilepen Hayamom
[JIIOKOKOPTUKOUIHOM Tepamuyu BCEM AETSIM IIPOBOAM-
JIOCh MCClIeIoBaHMe KOocTHOro mosra, y 2 (7,1 %) nauu-
eHToB nuarHo3 UTII ObLT UCKIIOUEH: B TIEPBOM CJydyae
JIMarHOCTUPOBaHa MPUOOpPETEeHHAs aljlacTUYecKasl aHe-
MMSI, BO BTODOM — CHCTeMHasl KpacHasl BoiuaHka. [1pu
HCIIOJIb30BAHUU BBICOKOAO3HOM MYJIbC-TEpAllMi HaMu
He OTMEYEHO TOKCHYECKMX 3(P(OEKTOB TITIOKOKOPTU-
KOUJOB KaK B Pa3BUTUM CTEPOUIHOM TUIECPIIMKEMUM,
TaK ¥ B yyallleHUY MHGOEKIIMOHHBIX 3ITU30/10B Y JaHHBIX
OOJIbHBIX.

B cnyuae nepcuctupyromieii popmer UTIT y 8 nereit
MbI MCIOJIb30BaJIM TEPAII0 PUTYKCUMAOOM B CTaHAapT-
HoM 103e 375 mr/M?2, oT 2 10 4 BBEIEHUI, ITOJTHBII FreMaTo-
JIOTMYECKUIA OTBET OTMEUEH Y 2 OOJIbHBIX. Y MalleHTOB,
paHee OTBETUBIIMX Ha JeKcaMeTa30H, HO c(hopMUPOBAB-
LIKX TIEPCUCTUPYIOLIYIO (POPMY, MbI TAKKE MCIIOJIb30BaIN
MyJIbC-KYpChl, HO He Oojiee 2. B manbHeiilieM Bce 3Tu
0oibHBIE chopMUpoBanu XxpoHndyeckoe teyenue MUTTI.

besycnoBHO, OCHOBHYIO TepaleBTUYECKYIO IIpO-
0JeMy COCTaBIISIIA TIALIMEHTHI C XPOHWYECKOM (popMoii
WTII, ¢ 2013 o 2017 . ux uucio coctasuio 21 (13,7 %).
BoAbIIMHCTBO M3 HMX KOHCYJIBTUPOBAaHHI B (penepalib-
Hbix neHtpax — HMUWUIL ITOU um. Imutpusa PoraueBa

Ta6muna 5. Pesyrvmamosr mepanuu
Table 5. Results of therapy
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u Poccuiickas aetckas kimHudeckas oonpHuia (PAKD),
TeparieBTUYeCKasi TAKTUKA OIpeAessiach KOJUIETUaIbHO.
W3 Tabn. 4 BugHO, 4TO B ciydasx xpoHndyeckoiit MTIT mbr
He ucrnoyib3oBanu BBUT, MuHMManbHO IpUMEHSIIN IEK-
caMeTa30H, pUTyKcuMabd U MHTep(GEepOH-0, YacTh Malu-
€HTOB HaXOAWJIWCh B rpymre HabmoneHus. B 1 ciayuyae,
MOJIHOCTbIO pedpakTepHOM KO BCEM BHUAAM Tepaluu,
pebeHKy Oblla MpoBeieHa CILICHIKTOMMUSI.

Aronuctel TPO 3a ykazaHHBII TTepuo ObIIM Ha3Ha-
YeHBI 8 TaleHTaM: pOMUTUIOCTUM — 4, 3aTpomMboriar —
4 nersam. Bce OonbHBIC, MOMyYaBIIMe TEPAITUIO TOTIOMMU-
METHKaMM, ObUIM KOHCYJIBTUPOBAHbI B (helepalbHbIX
LIEHTpax, ITOJIyYeHHbIC PEKOMEHIALNK ITO3BOJMUIN 00e-
CIIEYUTh MX IperapaTamMu s amMOyJaTOPHOIO IpreMa
B paMKax 3akKoHa 00 op¢aHHBIX 3a00ieBaHUSAX (CTaThs
16 ®3 Ne 323 or 21.11.2011, nocraHoBieHue I[lpaBu-
teabeTBa PO No 890 ot 30.07.1994). Pe3synbraThl TEpanuu
npeacTaBjeHbI B Ta0JI. 5.

IIpencraBnsieM 3 KIMHUYECKUX CJIydast IallMEHTOB
¢ xpoHunyeckoii ¢popmoit UTII, HaxonuBIIMXCST Ha Jieue-
HUU B HallleM OTIEJICHUU, TPEOYIOIIMX Pa3IMYHbIX Tepa-
MEeBTUYECKUX TOIXOI0B.

Kmmamgeckwuii corygaii Ne 1

Maavuux K. K., poduncs 16.08.2009. Bnepsvie nocmynun
8 OHKO2emamonoeuyeckoe omoenenue 6 cenmsope 2012 e.
C BbIPANCCHHBIMU NPOSBACHUSMU 2eMOPPACUYECKO20 CUHOPO-
Ma 6 gude KONCHO20 KOMHOHEHMA, 00UAbHO20 PeyUOUBUDYIO-
e20 Hoco8020 KposomeueHus. 3aboresanue 0eOrOMUPO8aL0
6 ageycme 2012 e., koeda enepabvie ObiAU OMMeYeHbl NOsiéAe-
HUe IKXUMO308, NeMeXUil, «GAANCHbIID> KOMNOHEHM.

Pannuii anamunes — 6e3 ocobenHocmeil, mama pebdeH-
Ka cmpadanra aumgomoil XooxucKkuna ¢ HebAa2onpusimuovim
UCXOOOM.

Ilpu nepsuunom ocmompe bIPANCEHHBII AHEMUYECKUI
cuHopom (nocmeemoppaeuyeckas avemus). lemoppaeuue-
CKULl CUHOPOM NPeOCmasaeH MHONCECMEEHHbIMU IKXUMO3A-
MU U nemexusmMu HA Kojxce U CAUBUCMOU pmd, YMepPeHHbIM
HOcogbiM KposomeueHuem. [larvnupyemces wieilnas epynna
aumehoysnos do 1 x 1 cm, anacmuueckoil KOHCUCMEHUUU,
2eNamoCnaIeHOMe2aiuu Hem.

Obwuii anaausz kposu (OAK) om 26.09.2012: eemoeno-
oun — 77 2/n, spumpoyumot — 3,61 < 10'2/a, mpomoboyumo: —
34 x 10°/a, neiikouyumsr — 9,6 x 10°/a, nasouxosoep-

Pomuruioctum 4 )
Romiplostim

DnrpoMbornar 4

Eltrombopag

1 — monHbIi OTBET
1 — full response
2 — YaCTUYHBIN OTBET
2 — partial response
1 — oTcyTcTBUE OTBETA
1 — lack of response

3 — 9aCTUYHBII OTBET

2 3 — partial response
1 — oTcyTcTBUE OTBETA

1 — lack of response
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note — 1 %, ceemenmosoepiuie — 68 %, s03unoguavt — 0,5 %,
aumpoyumot — 23 %, monouumot — 8,0 %, 6azogpusvt — 0 %,
ckopocmb ocedanus apumpouumos (CO3) — 5 mm/u.

Muenoepamma om 26.09.2012: kocmmbiil M0O32 ymMepeHHO
00eam KAemOUHbIMU INeMEHMAMU, NOAUMOPPHYLIL, 3peno-
Kaemounwlii. Ommenaemes cHudICeHue AeiK0-3pumpooiacm-
HO20 OMHOWIEHUs 3G CHem SUNONAA3UU MUEAOUOHO20 pada
¢ 3adepickoil co3pesanus. Ommeuaemcs 0oavuLoe Koau-
Yecmeo Meeakapuoyumos pasHoil cmeneHu 3perocmu Oe3
OMUHYPOBKU MPOMOOUUMO8.

Bupyconoeuueckoe uccaedosanue (I1IIP) — ompuya-
menvHblil pesyrbmam, peakyus Kymbca — ompuyamenvras.

Ilocmaesaen duaenos: HTII, enepevte evinsaennas. Ilpo-
8edeH Kypc 6bicok0003H020 BBHUI ¢ meuenue 2 oneii ¢ kau-
HUKO-2eMAMOA0UHECKUM VAYHUICHUEM: 2eMOPPACUYeCKUil
CUHOPOM KYNUpo8a, ypogers mpomoboyumos — 53 < 10°/a.

B nocnedyrouwem pebeHok HeOOHOKPAmMHO NOCMYNAn
6 omaoeneHue OHKOEMAMOA0UU ¢ HCAN00AMU HA INeMEHMbL
2eMOPPAaCUMEeCKOl CbINU HA KOJICHBIX NOKPOBAX, 00UAbHble
Hocosble kposomeuenus. TIposodunacy mepanus nyasc-Kyp-
camu 0eKcamemasoHa ¢ HenoaHbIM KAUHUKO-2eMAmoaoeu-
YecKUM OMEemoM — KYNUPOBAHUEe KPOBOMEHeHUsl, KPAMKO-
CpouHOe nogbluleHUe YposHs mpomobouumos 0o 40—50 < 10°/a.

B mapme 2013 e. pebenok eochumanusuposat ¢ Hzmaii-
N08CKYH)  0MCKYH) 20POOCKYI0  KAUHUYECKYH) OO0AbHULY
(Mockea) ¢ duaenozom: nepcucmupyrowas HTII. [lpu
obcaedosanuu om 14.03.2013: yposenv anmumpomooyu-
mapHvix anmumen — 620 % (nopma — do 200 %), é ummy-
HON02UYECKOM — 00CAe008aHUU  OMMEUAN0Ch — CHUMICEHUE
T-aumgpoyumos, T-xeanepoe, B-aumgpoyumos, noswiuie-
nue T- u HK-xaemok, crHuxcenue IgA. Pexomendosana
mepanus 2-ii aunuu, ¢ mas 2013 e. HazHaveH Kypc oaHa-
301a 6 meyeHue 6 mec. Ha ¢pone nposodumoeco seuenus
COCMOsIHUE 0CABANOCH MANCEAbIM — 2eMOppaU4ecKuil
CUHOPOM ¢ NepUoOU1eCcKUM HOCOBbIM KPOGOMEUeHUeM, YUMo
mpeb08ano 20CNUMANU3AUUU 8 OHK02eMAMOA0UHeCKOoe
omdeneHue.

B Hosiope 2014 2. peberok eocnumanusuposan 6 omaoe-
AeHue OHe8Ho20 eemamonoeuveckoeo cmayuonapa PHKE
(Mockea) ¢ Oduaenosom: xponuueckas HTII. CoenacHo
peKomeHOayusm, Oviaa HazHaveHa mepanus 3-i AUHUU —
azorucm peyenmopog TPO pomuniocmum 6 003e 3 mke/ke
¢ ackanayueil 0o 7 mMKe/Ke, AedeHue nposoouUsocs 00 OKmsi-
ops 2016 e. Ha gpone mepanuu 3-il aunuu omeem Ha neveHue
He OuaeHOCMUPOBAH, YPOBEHb MPOMOOUUMOE Koaebaics
6 npedenax 10—25 x 10°/n, nepuoduuecku omme4aniucs Heo-
OUNbHBIE HOCOBbIE KPOBOMEUECHUS.

Yuumoieas noanyr pedhppaxmeprocms Kk npogooUMOotl KOH-
cepeamueHoll mepanuu, Halu4ue nepuodu4ecKux Kpogomeue-
HULL, KOANE2UANbHO NPUHAINO PellieHle 0 NPO8eOeHUU CHACHIK -
MoMUU ¢ NPe08apUmenbHOl OMMEHOU POMUNAOCMUMA.

B gpespane 2017 e. peberok eocnumaiuzupogan 6 Xupyp-
2UYeCKUll CIAYyUoHap, 20e 8blNOAHEHA CHACHIKMOMUS, y0a-
AeHue 000a804HOU D0AbKU CeNe3eHKU, 8 DAHHEM Nocieonepa-
YUOHHOM nepuode yposeHs MpomMOOyUmos 6nepesie 3a 8pems
HAOA0eHUs 0CCIMAHOBUACS 00 HOPMANbHBIX 3HAYEHUI, N0~
HAsl KAUHUKO-2eMAaMOA02UHeCKasl PeMUCCUSL COXPAHANACH 00
urons 2017 a.

C konya urons 2017 e. y nayuenma ommeuancs peyuous
MpomMOOYUMONEeHUL ¢ NOSBACHUEM KOJCHO20 2emMoppaeuye-
CK020 cuHdpoma Oe3 KposomeueHull Ha (hoHe ocmpoii noau-
CeeMeHMAapHOll NHe6MOHULL, 8 AHAAU3e KPOBU — MPOMOOUL-
monenus 11 % 10°/a, nocae Kynupoeanusi 0CnaiumenbHo20
npoyecca omme4ancs CamoCmosmenbHblil, Ho Kpamxo8peMeH-
Hblil N00BEeM YPOBHS MPOMOOUUMO8 00 HOPMAAbHBIX 3HAUEHU.

C uronsn 2017 e. ommeuanoce cmoiikoe CHUdCeHUe YPOGHS
mpomboyumoe do 15—20 < 10°/a, 6e3 kposomeuenuii. Pebe-
HOK 3aouHo KoHcyavmupoean ¢ HMHUI] JTOU um. mu-
mpus Poeauesa, pexomendosano arbmepHamugHoe AeHeHue
azonucmom TPO snmpombonaeom. C Hosops 2017 e. Hauama
mepanus «<nepeKaioueHUs» MoNOMUMEMUKO8 HA IAMPOMOO-
nae 6 maxcumanwvroil dose 75 me/cym. Ha dannoii mepanuu
ommeyaemcs yMepPeHHOe NPOsGAeHUEe 2eMOPPACUYecK020
CUHOPOMA, «BAAJICHBLI> KOMNOHEHM 8 8Ude HOCOB020 KPOBO-
meueHus pedKuil, HeoOUAbHbLI, NOCAeOHUll 3NnU300 6 Mmae
2018 2. 3a nepuod c nosaopa 2017 e. no aseycm 2018 o. —
O0OHOKPAMHAS 20CRUMAAU3AYUS 8 OHK02EMAMOA02UHECKOe
omadeneHue.

lemamonoeuneckas dunamuka 3abonresanusi npedcmas-
JNeHa Ha puc. 4.

Ha dannbiii momenm pebeHoK nocmosHHO Habaodaemcs
epanom-eemamonoeom. Tepanus sampombonazom 6 0o3e
75 me/cym npodoasicena.
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Fig. 4. Patient platelet count number 1, depending on the therapy

Kmmaugeckwmii corygaii Ne 2

Maavuuk C.K., poduacsa 20.07.2009. Bnepgoie nocmynun
6 oHKo2emamonocuveckoe omoenenue 6 mapme 2017 e. Ana-
MHe3 3a001e6aHUs C8UOeMeNbCMB08aA 0 e20 CHOHMAHHOM
Hauane: 8 meueHue HeCKOAbKUX OHell Ha (POHe OMHOCUMeNb-
H020 04a20noayuUs NOSGUAACH 2eMOPPACUMECKAs Cbinb HA
Koxce (axxumossl, nemexuu), amoyramopro 8 OAK eviséne-
HO cHUMCeHue mpomboyumoes do 12 x 10°/a.

Anamues ycusnu — b6e3 ocobeHHocmell.

Ilpu nocmynnenuu eemoppazuueckuii CUHOPOM npeo-
CMagAeH IKXUMO3AMU, NemexusMu, KpoomeveHuil Hem.
Tlepugpepuueckue aumgpamuueckue y31vl He yeAuUeHbl.
Tenamocnaenomeeanruu nem.

BOAK: cemoenobun — 1102/, spumpovumot — 4, 14> 10%/a,
mpomboyumor — 12 x 10°/a; aeiikoyumor — 5,0 x 10°/a,
nanouxosdepnvie — 1 %, ceemenmosdeprvie — 53 %, 203u-
Hoghunvt — 1,5 %, aumepoyumor — 34 %, monoyumer — 8,0 %,
oazoghunvt — 0 %, pemuryroyumot — 10 %, COD — 7 mm/u.
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Bupyconoeuueckoe uccaedoéanue (anmumena xk BIB,
IIMB, epynne eepneceupycos, eenamumy C) memodom
ummyHoghepmenmuoeo anaausza om 05.04.2017 — ompuya-
meavHo. Peakyus Kymbca — ompuyamenvras.

Kaunuueckuii duaenos: HTII, enepevte evisasaenHasl.

Ilposeden kypc BBUI 6 doze 0,8 e/ke ¢ noarojcumens-
HbIM 3ghpeKkmom: ypogeHb mpomooyumos Ha S5-ii dewb —
82 moic/n, 8binucan Ha ambyAaAMOPHbLI PEICUM.

B mae 2017 e. 6HO8b ommeuanocy cHudicenue YpoeHs
mpomoboyumos 6 OAK do edunuunvix. Peberox noemopro
20CNUMAanU3Uposan 04s AeveHus u oocaedosarus. Ilposede-
HO uccaedosanue kocmuoeo mozea om 04.05.2017 — meea-
KapuoyumapHwlii pocmox npeocmagne eOUHUYHbIMU Meea-
Kapuoyumamu, 6e3 8UOUMOl OMUHYPOSKU MPOMOOUUMOS.
Pebenky npogedena kombunuposarnnas mepanus BBUI
u nyavc-kype dexcamemasona 20 me/m? ¢ meuenue 4 oueil,
C 2eMAMON0UMECKUM OMBEMOM — YPOBEHb MPOMOOUUMOS
184 x 10°/a, HO ¢ kKpamKoepemeHHbIM d(heKmom, CHUMNCEHUE
Ypo8Hs mpomoboyumos yepe3 3 Hed. B cea3u ¢ smum nayu-
eHmy npogedeHo 3 JONOAHUMEAbHBIX NYAbC-KYPCa OeKcame-
ma3zona 6 dose 20 me/m?, 6 urone 2017 e. duaeHocmuposana
nepcucmupyrowias popma UTII.

B aseycme 2017 2. npogedena koMOUHUPOBAHHAs mepa-
nus: HenpepulHulil Kypc NpeoHu3040Ha 8 003e 2 Me/Ke
8 meueHue 3 Hed ¢ NOCMeneHHOl OMMeHOlU u 2 UH@Y3UuuU
pumykcumaba 375 me/M ¢ HedeabHbiM nepepvieom. B pe3yno-
mame NpPoBe0eHHO20 AeHeHUs YPOBeHb MpOMOOUUMOs He
npesoiuian 40 x 10°/a, KOXUCHbLI KOMNOHEHM YMEPeHHbLl,
KPOBOMeEHeHUs. Hem.

B okmsabpe 2017 e. pebenok koHncyavmuposan ¢ HMHUI[
JTOH um. Imumpus Poeauesa, nauama mepanusi pomunio-
CMUMOM UHUUUAABHO 6 003e 5 MKe/Ke noodkoxcHo. Tepanus
aconucmom TPO npoeodumcs u Ha MOMeHM HANUCAHUSA
cmamou. [loanwlil eemamonoeuueckuii omeem omme4aics
nocne 5-20 egedenus npenapama.

Junamura ypoeHs mpomboyumos npedcmaenena Ha puc. 5.
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Tyrbc-kypeb! r >
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Puc. 5. [unamuka yposns mpomooyumos y nayuenma Ne 2 na ghone mepanuu

Fig. 5. Dynamics of the platelet level of patient number 2 during therapy

Kimmamgeckwmii coryqaii Ne 3

Meeouxa b.A., podurace 18.01.2001. Bnepevie nocmy-
nuna 8 omkoeemamonoauyeckoe omoenenue 6 mae 2016 e.
C BbIPANCEHHBIM 2eMOPPACUMECKUM CUHOPOMOM — Nemexu-
ANbHAS CbINb HA HUNCHUX KOHEUHOCMSAX, MAMOUHOE KPOGO-

meuenue. lemoppaeuecKuil CUHOPOM OMMEHAACs ¢ anpens
2016 2., c mamouHbiIM KpOBOMEUEHUEM 20CNUMANU3UPOBAHA
8 eUHeKoN02UYecKkoe OomoeneHue, 8 CeA3U C BbiPANCEHHOL
mpomoboyumonenuell 8 AHAIU3aX Kposu nepeeedena é chneyll-
aausupogartoe omoenrenue bY3 BO BOJAKD Ne 1.

Tpu nocmynaenuu eemoppacu4eckuli CUHOPOM 8bIPANCEH
8 BUOE KOJCHBIX NPOAGACHUIL, «BAAICHO20» KOMNOHEHMA Hem.
Anemuueckuii cunopom neekuil (nocmeemoppacuveckuil),
2eNamoCnAeHOMe2aiuu Hem.

B OAK: eemocnooun — 127 e/a, sapumpovuumer — 3,85 %
10"%/n, mpomboyumor — 43 < 10°/n; aetikoyumor — 9,5 % 10°/a.

Muenoepamma uz 2 mouex om 03.06.2016: meeakapuo-
UUMapHwlil pOCMoK npeocmagneH eOUHUYHbIMU Me2aKapuo-
yumamu, 6e3 NPU3HAKO8 OMUIHYPOBKU MPOMOOUUMO8.

Anmumena K [-2-eaukonpomeury CyMMapHvie Om
06.06.2016 — 63,95 E/l/ma (npu nHopme menee 20 EJl/mn).
Aumunykneaproie anmumena om 06.06.2016 — noaoxucu-
menbHble.

Koncyavmuposana epavom-kapouopeemamonoeom — 0au-
HbIX 3a cUCMeMHoe 3a001e6aHUe COeOUHUMENbHOI MKAHU Hem.

Knaunuueckuii ouaenos: HTII, enepevle 6visae.aeHHas.

Yuumvieas msocecmsv  eemoppacu4eckoeo  CuUHOpoma
U OauHble 00c1e008aHUS, DPebeHKY Ha4yamo nposedeHue
nyavc-kypcoe dekcamemasona 40 me/m> ¢ meuenue 4 ouei
¢ uHmepaanom 6 28 oueil.

Ilocae 2-20 nyavc-kypca Oexcamemasona 00CMUHYM
NOAHBIL  2eMAMONOUMECKUL  OMEem,  COXPAHANOUSULICS
6 meueHue 6 Mec mepanuu 0eKcamemasoHoMm, NPOEedeHO
6 noaHbix Kypcos. OCA0dCHeHUI 2AHKOKOPMUKOUOHOU mepa-
nUU He OMMe1anocy, UHPEKYUOHHble INU300bL He Pecucmpu-
PO8AAUCH.

Kaunuko-eemamonocuveckas pemuccus —CcOXpaHsnach
6 meueHue 2 mec, 6 dexaobpe 2016 e. eemoppasutecKuil Cut-
dpom peyudusuposan.

Knunuueckuii ouaernos: nepcucmupyrouwas UTII

TloemopHo KOHCYAbMUPOBAHA 8PA1OM-KAPOUOPEEMAMO-
n02om 6 dekabpe 2016 e.: yuumoieas aHamues, KoAeOAHUS
U nogvluleHue aHmumen K [3-2-eauxonpomeuny 1, y pebenxa
umeem mecmo anmughocghoaunuoHslii CuHOpoM KaxK conym-
CcmeyruUll OUaeHO3.

Ilposeden kypc nyabc-mepanuu  OeKcamemasoHOM
Ne 7 6 doze 40 me/M?, docmuenym noauwlii KAUHUKO-2eMa-
mosnoeuueckuit omeem (OAK: mpomboyumor — 206 x 10°/a),
DPEMUCCUSI COXPAHSNACH 8 medeHUe 3 Mec, peyuoue eemoppacu-
YecK0eo CUHOPOMA (KOMCHO20 KOMIOHEHMA) U CHUMICEHUE YPOG-
Hs mpomboyumos 0o 11> 10P/n ommeuensvt ¢ anpene 2017 e.

Knunuueckuii duaenos: xponuneckas HTII. Anmugpoc-
dhoaunuonwtii cunopom.

Yuumvieas omeem Ha eAKOKOPMUKOUOHYH) Mepanuio,
conymcmeyowuil 0uaeHo3, pebeHKy npogedeHo 3 Kypca
KOMOUHUPOBAHHOU Mepanuu — nyabC-Kype 0eKcamemaso-
Ha ¢ pumykcumabom 375 me/m? ¢ unmepgasom é 28 oueli.
TlosmopHo docmuerym noauwlil KAUHUKO-2eMAMON0UHeCK UL
apghexm, coxpausrouuiicss Ha MOMEHM HANUCAHUS CINAMbUL.

lTemamonoeuveckas OuHamuxa yYpoeHs MmMpomMOOUUMO8
6 3asucumocmu om mepanuu npeocmagaeHa Ha puc. o.

Munamurka ypoens anmughocghoaunudnolx anmumen
npedcmasnena Ha puc. 7.
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Mynbc-Kypchbl AeKcameTasoHa
Dexamethasone pulse courses

Puc. 6. Junamuica koaunecmea mpomooyumos na ghore npogooumoti mepanuu

My yp + pUTy Ne 3
Dexamethasone pulse courses + rituximab number 3

Fig. 6. Dynamics of the number of platelets during therapy
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e YPOBEHb @HTUTEN K B-2-rnukonpoTenny, Ea/n == Hopma, Ea/n
Level of antibodies to 8-2-glycoprotein, U/l Norm, U/l

ﬂ Mynbc-kypckl AekcameTasoHa

Ny yp + puty Ne 3
Dexamethasone pulse courses Dexamethasone pulse courses + rituximab number 3

Puc. 7. Junamuka yposus anmugocghorunuonsix anmumen y nayueHma
No 3 6 3asucumocmu om mepanuu

Fig. 7. Dynamics of the level antiphospholipid antibodies of patient number 3,
depending on therapy

OocyxaeHue

IIpencraBieHHble HAMU KJIMHUYECKHUE CIydaud IEMOH-
CTPUPYIOT pa3inyHoe KiamHudeckoe TeyeHue MTII
M pa3HbIil OTBET Ha Tepanuio. B 2 HaOmoaeHUSIX maluueHTaM
ObLTM Ha3HaueHbI aroHucTel TPO, HO B 1-M cityuyae 310 ObLTa
xponnueckas UTIT «co craxkem», a BO 2-M — yxKe epCUCTU-
pytomast UTTT ¢ OGpICTpbIM MOTydeHUEM TeMaTOJIOTUYeCKO-
ro orBeTa. TpeTuii KIMHUYECKMI Clyyail TTOATBEPXKIACT
noJyioxkeHue, uro auarHo3 UTIT — nuarHo3 uckioyeHusl.

BoiBoapl

HanbHeitmee n3yyenue naroreneza MTII, ocobeHHO
TEHETUYECKUX 1 UMMYHOJIOTUYECKHUX aCTIEKTOB, BJICUET 3a
co0boit Koppekiuio Kinaccudukaunu Gopm 3ad01eBaHus,
HOBOII METONOJIOTMM BEACHUS ITallMEHTOB. YJUTHIBas
HAKOTUICHHBIN KIIMHUYECKUI OTIBIT B IETCKOW reMaToJio-
TMM, HeoOXoArmMa pa3paboTKa HOBBIX TEpareBTUYECKUX
MOAXOIOB, Kacaloluxcsd Ha3HaueHus aroHuctoB TPO,
B 3aBUCUMOCTH OT popMbl TeueHuss UTII, onTumuzaims
KOMOMHMPOBAaHHBIX METOJOB JICUCHUsI, a TaKXke pa3pa-
00TKa BO3MOXHBIX HOBBIX TAPTETHHIX ITPEIapaToB.

OIBIT KaXKI0M reMaToIOrMYecKOi KIIMHUKY Ype3BbIYaitHO
BaKeH, TaK KaK IMO3BOJISIET y4aCTBOBATh B ONTMMM3ALIY Tepa-
neBTMYecKux rmoaxonos B ieueHun M TTT, ocobeHHO ee XpoHU-
4yecKoii (hopMbI, B pa3pabOTKe METOIOB MEIMKO-COLMATLHOM
peadMIMTalMK MALKUEeHTOB ¢ pa3muuHbiMU opmamur UTTI.
Coznmanue obmiero perucrpa naueHToB ¢ UTII, ocobeHHO
C ee XpOHMYeCKol (hOpMOii, IO HallleMy MHEHUIO, MOXET
TIOMOYb B PEIIEHUY MHOTHX 33/1a4 B JICYCHUU TAKUX OOJIbHBIX.

NUTEPATYPA / REFERENCES

1. PywmsuueB A.I, Macuan A.A., XKykosckas E.B. u np. Jlerckas rema-
tonorus. COOpHUK KIMHHYecKHX pekomennanuil. M.: TOOTAP-Me-
nua, 2015. C. 245-262. [Rumyantsev A.G., Maschan A.A.,
Zhukovskaya E.V. et al. Pediatric Hematology. Collection of clinical
guidelines. M.: GEOTAR-Media, 2015. Pp. 245-262. (In Russ.)].

2. Rodeghiero F., Stasi R., Gernsheimer T., Michel M., Provan D.,
Arnold D.M., Bussel J.B., Cines D.B., Chong B.H., Cooper N.,
Godeau B., Lechner K., Mazzucconi M.G., McMillan R., Sanz M.A.,
Imbach P., Blanchette V., Kithne T., Ruggeri M., George J.N.
Standardization of terminology, definitions and outcome criteria in
immune thrombocytopenic purpura of adults and children: report
from an international working group. Blood 2009;113(11):2386-93.
doi: 10.1182/blood-2008-07-162503.

3. Terrell D.R., Beebe L.A., Vesely S.K., Neas B.R., Segal ].B.,
George J.N. The incidence of immune thrombocytopenic purpura in
children and adults: A critical review of published reports. Am
J Hematol 2010;85(3):174-80. doi: 10.1002/ajh.21616.

4. British Committee for Standards in Haematology General
Haematology Task Force. Guidelines for the investigation and
management of idiopathic thrombocytopenic purpura in adults,
children and in pregnancy. Br J Haematol 2003;120(4):574-96.
PMID: 12588344. doi:10.1046/.1365-2141.2003.04131.x.

5. Yenicesu I, Yetgin S., Ozyurek E., Aslan D. Virus-associated immune
thrombocytopenic purpura in childhood. Pediatr Hematol Oncol
2002;19(6):433—7. doi:10.1080/08880010290097233.

6. Smalisz-Skrzypczyk K., Romiszewski M., Matysiak M., Demkow U.,
Pawelec K. The influence of primary cytomegalovirus or Epstein—
Barr virus infection on the course of idiopathic thrombocytopenic
purpura. Adv Exp Med Biol 2016;878:83—8.
doi:10.1007/5584 2015 _162.

7. Kossiva L., Kyriakou D., Mitsioni A., Garoufi A. Acute renal failure in
a child with thrombocytopenic purpura caused by acute Epstein—Barr
virus infection after treatment with anti-D immunoglobulin. Pediatr
Emerg Care 2013;29(6):748-50.
doi:10.1097/PEC.0b013e318294f3a5.

8. Bashal F. Hematological disorders in patients with systemic lupus
erythematosus. Open Rheumatol J 2013;7:87-95.
doi:10.2174/1874312901307010087.

9. Hepburn A.L., Narat S., Mason J.C. The management of peripheral
blood cytopenias in systemic lupus erythematosus. Rheumatology
2010;49(12):2243-54. doi:10.1093/rheumatology/keq269.

10. Bartley T.D., Bogenberger J., Hunt P, Li Y.-S., Lu H.S., Martin F.,
Chang M.-S., Samal B., Nichol J.L., Swift S., Johnson M.J., Hsu R.-Y.,
Parker V.P., Suggs S., Skrine J.D., Merewether L.A., Clogston C.,

Hsu E., Hokom M.M., Hornkohl A., Choi E., Pangelinan M., Sun Y.,
Mar V., McNinch J., Simonet L., Jacobsen F., Xie C., Shutter J., Chute H.,
Basu R., Selander L., Trollinger D., Sieu L., Padilla D., Trail G.,
Elliott G., Izumi R., Covey T., Crouse J., Garcia A., Xu W.,

Del Castillo J., Biron J., Cole S., Hu M.C.-T., Pacifici R., Ponting I.,
Saris C., Wen D., Yung Y.P,, Lin H., Rosselman R.A. Identification
and cloning of a megakaryocyte growth and development factor that is
a ligand for the cytokine receptor Mpl. Cell 1994;77(7):1117-24.
doi:10.1016/0092-8674(94)90450-2.

11. Kuter D.J., Beeler D.L., Rosenberg R.D. The purification of
megapoietin: a physiological regulator of megakaryocyte growth and
platelet production. Proc Nat Acad Sci USA 1994;91(23):11104-8.
doi:10.1073/pnas.91.23.11104.

12. Lok S., Kaushansky K., Holly R.D., Kuijper J.L., Lofton-Day C.E.,
Oort P.J., Grant F.J., Heipel M.D., Burkhead S.K., Kramer J.M.,
Bell L.A., Sprecher C.A., Blumberg H., Johnson R., Prunkard D.,
Ching A.F.T., Mathewes S.L., Bailey M.C., Forstrom J.W., Buddle

1 2019

L7 ]
@
—

I stud

Origina

37



Original studies

38

Poccuiickuii xypHan JETCKOW TEMATOJIOTUY u OHKOJIOTUU

M.M., Osborn S.G., Evans S.J., Sheppard P.O., Presnell S.R., O’Hara
P.J., Hagen F.S., Roth G.J., Foster D.C. Cloning and expression of
murine thrombopoietin cDNA and stimulation of platelet production
in vivo. Nature 1994;369(6481):565-8. doi:10.1038/369565a0.

13. McMillan R., Luiken G.A., Levy R., Yelenosky R., Longmire R.L.
Antibody against megakaryocytes in idiopathic thrombocytopenic
purpura. JAMA 1978;239(23):2460-2.
doi:10.1001/jama.1978.03280500056020.

14. Rabellino E.M., Levene R.B., Leung L.L., Nachman R.L. Human
megakaryocytes II. Expression of platelet proteins in early marrow
megakaryocytes. J Exp Med 1981;154:88-100.
doi:10.1084/jem.154.1.88.

15. Vinci G., Tabilio A., Deschamps J.F., Van Haeke D., Henri A.,
Guichard J., Tetteroo P., Lansdorp P.M., Hercend T., Vainchenker W.,
Breton-Gorius J. Immunological study of in vitro maturation of human
megakaryocytes. Br J Haematol 1984;56(4):589—605.
doi:10.1111/j.1365-2141.1984.tb02184.x.

16. Johnsen J. Pathogenesis in immune thrombocytopenia: new insights.
Hematol Am Soc Hematol Educ Program 2012;2012:306-12.
doi:10.1182/asheducation-2012.1.306.

17. He R., Reid D.M., Jones C.E., Shulman N.R. Spectrum of Ig classes,
specificities, and titers of serum antiglycoproteins in chronic
idiopathic thrombocytopenic purpura. Blood 1994;83(4):1024-32.
PMID: 8111044.

18. Gernsheimer T. Chronic idiopathic thrombocytopenic purpura:
mechanisms of pathogenesis. Oncologist 2009;14:12-21.
doi:10.1634/theoncologist.2008-0132.

19. Tomiyama Y., Kosugi S. Autoantigenic epitopes on platelet
glycoproteins. Int ] Hematol 2005;81(2):100-5.
doi:10.1532/1JH97.04193.

20.Nugent D., McMillan R., Nichol J.L., Slichter S.J. Pathogenesis of
chronic immune thrombocytopenia: increased platelet destruction
and/or decreased platelet production. Br J Haematol 2009;146:585-96.
doi:10.1111/j.1365-2141.2009.07717.x.

. Ikeda Y., Miyakawa Y. Development of thrombopoietin receptor
agonists for clinical use. J Thromb Haemost 2009;7(Suppl 1):239-44.
doi:10.1111/1.1538-7836.2009.03440.x.

2

—_

1 2019 1B

22.Dmytrijuk A., Robie-Suh K., Rieves D., Pazdur R. Eltrombopag for
the treatment of chronic immune (idiopathic) thrombocytopenic
purpura. Oncology (Williston Park) 2009;23(13):1171-7.
PMID: 20043468.

23.Yadav D.K., Tripathi A.K., Kumar A., Agarwal J., Prasad K.N.,
Gupta D., Singh A K. Association of TNF-a-308G>A and
TNF-B +252A>G genes polymorphisms with primary immune
thrombocytopenia: a North Indian study. Blood Coagul Fibrinolysis
2016;27(7):791-6. doi:10.1097/MBC.0000000000000492.

24.Jamali F., Lemery S., Ayalew K., Robottom S., Robie-Suh K.,
Rieves D., Razdur R. Romiplostim for the treatment of chronic
immune (idiopathic) thrombocytopenic purpura. Oncology (Williston
Park) 2009;23(8):704—9. PMID: 19711585.

25. Sarpatwari A., Bussel J.B., Ahmed M., Erqou S., Semple J.W.,
Newland A.C., Bennett D., Pharoah P., Provan D. Single nucleotide
polymorphism (SNP) analysis demonstrates a significant association
of tumour necrosis factor-alpha (TNFA) with primary immune
thrombocytopenia among Caucasian adults. Hematology
2011;16(4):243-8. do0i:10.1179/102453311X13025568941808.

26.Makhlouf M.M., Abd Elhamid S.M. Expression of IL4 (VNTR
intron 3) and IL10 (-627) genes polymorphisms in childhood immune
thrombocytopenic purpura. Lab Med 2014;45(3):211-9.
doi:10.1309/LMBOQCSTIRXTTRZQ.

27.Ji X., Zhang L., Peng J., Hou M. T cell immune abnormalities in
immune thrombocytopenia. ] Hematol Oncol 2014;7:72.
doi:10.1186/513045-014-0072-6.

28. Cooper N., Bussel J. The pathogenesis of immune thrombocytopaenic
purpura. Br J Haematol 2006;133(4):364-74.
doi:10.1111/j.1365-2141.2006.06024 x.

29. Zhang F., Chu X., Wang L., Zhu Y., Li L., Ma D., Peng J., Hou M.
Cell-mediated lysis of autologous platelets in chronic idiopathic
thrombocytopenic purpura. Eur J Haematol 2006;76(5):427-31.
doi:10.1111/.1600-0609.2005.00622 .x.

30. Kiihne T., Imbach P., Bolton-Maggs P.H., Berchtold W., Blanchette V.,
Buchanan G.R.; Intercontinental Childhood ITP Study Group. Newly
diagnosed idiopathic thrombocytopenic purpura in childhood: an
observational study. Lancet 2001;358(9299):2122-5.
doi: 10.1016/S0140-6736(01)07219-1.

Cratbs noctynuia B penakuuio: 29.10.2018. [MpunsTa B meuats: 20.01.2019.
Article was received by the editorial staff: 29.10.2018. Accepted for publication: 20.01.2019.

\

S WINVIONIZY] nonnucka na myphan pna cmpan CHI

4

VYBaxkaeMble KOJUIETH, TIOSBMJIACh BO3MOXHOCTh
opopmuts INJIATHYIO moanucky Ha «Poccuiickmit
XKypHaJI IeTCKOM reMatosioruu u onkojorun» (P2K/ATu0O)
IIJIST CTpaH OJIvsKHero 3apyoexns u CHI'!

Bbl MokeTe BOCIOJB30BaThCSI JIHOOBIM  YIOOHBIM
pecypcoM it OHaiH-0(hOPMIICHUS TaHHOM YCIIyTH:

» www.pressa-rf.ru — opUIIUaTbHBIN CANT O0BEANHEH-
Horo katanora «[Ipecca Poccum»;

* www.press-med.ru — MHTEpPHET-Mara3uH MeAuIH-
CKMX KHUT 1 TTPO(heCCUOHATLHOM TIEPUOINKY JJI Bpaueii;

e www.akc.ru — areHTCTBO IO PachpOCTPaHEHUIO
3apy0ekKHbIX U3TAHUMA.

Wnu npuiitu B mo6oe otneneHue [loursr Poccuu
1 oopMuUTh MoAnucky mo katainory «[Ipecca Poccuwm».
Wunmexc m3manms — 93505.




