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Pe3wome

B craTbe u3/10:KeH ONBIT JieYeHUs MePBUYHOI MMMYHHOIl TpoMOouuTonenuu (UTII) B remaTonoruueckoM oTaea1eHUU
AMypckoii 00/1acTHOH KIuHHYecKoil 6oabHULbI. IIpu Hanuyuu nokazanmii K Jedenuio UTII nepBpiM 3TanoM B 00J1b-
LIHHCTBE CJIy4YaeB SIBJISIJIOCH Ha3HAYeHHe MpeIHu30/10Ha (1-2 MI/KT Beca B CyTKH B Ta0JeTKax, B TedeHue 1 mecsua), npu
He3()eKTHBHOCTH BBINOIHSJIACH CIJICHIKTOMMS WJIH HA3HAYAINCH AHTATOHHCTHI pelenTopoB TpoméonosTuna. Ilpu pe-
nuauBupoBanuu UTII nmocie CriieHIKTOMUU HCTI0JIB30BAIH PUTYKCUMA0, YTO CIIOCOOCTBOBAJIO TOCTUKEHUIO CTOHKOI pe-
MHCCHH B TAKHX CHTyanusix. Y 6epeMeHHbIX nanueHTok ¢ UTII, Hysknaomuxcs B JedeHHH, TPHMEHJIU NpenapaTsl BHY-
TPHBEHHBIX HMMYHOIJIOOYIMHOB Ha cpoke 10 20 Heaeb, mocjie 20 HeeJb NPUCOETUHSIM TEPANNIO IJIIOKOKOPTUKONIAMU
(4yae myJIbCTEPaNtI0 MeTUJPEeIHU30J0HOM WM AekcameTa3oHoM). IIpu cBoeBpeMeHHOM AuarHocTuke 3a00J1eBaHUS U
Ha3HAYEHUHU A/IeKBATHOM Tepanuy B MoAaBJsIONIeM 00JbIIMHCTBE CIy4YaeB NPOrHO3 3a00/1eBaHUs ObLT 0J1ATONPUATHBIM.

Kniouesvie cnosa: neppu4Hasi HIMMYHHas TPOMOOILUTONIEHHS, JIedeHHe.
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Summary

The article describes the experience of treating primary immune thrombocytopenia (ITP) in the hematology depart-
ment of the Amur Regional Clinical Hospital. In the presence of indications for ITP treatment, the first stage in most cases
was the administration of prednisone (1-2 mg/kg body weight per day in tablets, for 1 month), if it has been ineffective,
splenectomy was performed or thrombopoietin receptor antagonists were administered. In case of recurring ITP after
splenectomy, rituximab was used, that contributed to the achievement of stable remission in such situations. In pregnant
patients with ITPs who require treatment, intravenous immunoglobulin preparations were used for up to 20 weeks, after
20 weeks therapy, glucocorticoids were added (usually pulp therapy with methylprednisolone or dexamethasone). With the
timely diagnostics of the disease and adequate therapy administration in the majority of cases, the prognosis of the disease
was favorable.
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TpomOouuTonieHneli B OTEUECTBEHHOH JUTeparype IlepBuunast ummyHHass Tpombornuronenus (UTII, ay-
Ha3bIBAETCS COCTOSHUE, IPH KOTOPOM KOMHMUYECTBO TPOM- TOMMMYHHAs MJIHONATHYEecKas TPOMOOIMTONEHUYECKas
O0ouuTOB B mnepudepuueckoil KpoBH CHHXKAETCS MEHee Mypilypa, 0one3Hs Bepibroda) sinsercss ayToMMMYHHBIM
150x10%mn [1], XOTs B HacToOsice BpeMs MO MEXIyHa- 3a00JIeBaHHUEM, XaPaKTEPU3YIOLMIUMCS HU30JIUPOBAHHON
POAHBIM KPUTEPHUSIM TEPMHUH «TPOMOOLUTONEHUS» PEKO-  TPOMOOIUTONEHUEH MPU OTCYTCTBUU APYTUX MPUYUH UIN
MEHJyeTcsd YHOTpeONaATs NMpHU KOJIHUYECTBE TPOMOOLUTOB  HapyIIEHHI, KOTOPble MOTYT COMPOBOXAATHCS CHUKCHHU-
menee 100x10%m [10, 11]. €M KOJIn4ecTBa TPOMOOIUTOB [5].

Paznuuator TpomOonuroneHun: oOyCIOBIEHHBIE He- Huarnoctuueckue kpurepun WTIT [10, 11, 12]: 1)
JOCTaTOYHON MPOMyKIHeH TPOMOOIMTOB B KOCTHOM  H30IMPOBAaHHAs TPOMOONUTHYECKAs TPOMOOIUTONECHUSL
MO3Te, MOBBIIICHHBIM paspylleHHeM TpoMbouuToB (M- (Menee 100x10°/1) kak MUHUMYM B IBYX aHAITH3aX KPOBH;
MYHHbIC) U O00YCJIOBICHHBIC MOBBIIICHHON CEKBeCTpal- 2) OTCYTCTBHE MOP(OIOTHYCCKHX H (DYHKIHOHATIBHBIX
eif TpomOonuTOB B ceneseHke [1, 2]. C yueToM TOro, 4To  aHOMAaJUi TPOMOOLUTOB; 3) OTCYTCTBHE NMATOIOTUHU JIUM-
TPOMOOIUTONEHNS B OCHOBHOM DPa3BUBAETCS IO UMMYH-  (DOLIUTOB, IPaHyIOLUTOB U 3PUTPOLUTOB; 4) HOpMAIbHbIE
HOMY MeXaHu3My, MexxayHaponHoi paboyeil rpynmoii Ha  MOKazaTeld IeMOrIOOMHA, SPUTPOLUTOB U PETHKYIIOLHU-
KoncencycHoi kondepenunu B 2008 r. 6610 IpeAIOKEHO  TOB, ECJIU HE OBUIO CYLIECTBEHHON KPOBOMIOTEPH; 5) MOBBI-
pa3nensTb HIMMYHHYIO TPOMOOIUTONICHHIO Ha IEPBUYHYI0  MIEHHOE YUCIIO METaKapHOIUTOB B KOCTHOM MO3re; 6) OT-
u Bropuunyio [10, 11]. Bropuunas ummyHHas TpoMOO- CYTCTBHE Y MAallMEHTOB KIIMHUUECKUX MPOSIBICHUHA APYTHX
LUTONEHUS SBIISETCA CHHAPOMOM JPYTHX ayTOMMMYHHBIX — 3a00JI€BaHUH CIOCOOHBIX BBI3BIBATH TPOMOOLUTONECHUIO
3aboneBaHuil. (CKB, BupycHsle renarutsl, BUY, ocTpslii neiiko3, mue-
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JIOUCIIACTUYECKUIA CHUHIIPOM, arulacTHYecKasi aHeMus,
JIeueHHE HEKOTOPHIMU JIEKAPCTBEHHBIMH IIpenapaTtaMu U
Ip.); 6) oOHapyXeHHe aHTUTPOMOOIINTAPHBIX aHTHTEI; 8)
HOpMaJibHbIE pa3Mepsl cene3eHku. Juarnos UTII ssuser-
Csl IMarHO30M HCKIIIOUYEHUS IPYyTuX 3a00JeBaHUi COMpo-
BOXTAIOIIIUXCS TPOMOOIIUTOTICHUCH.

Brigensror octpole (TpojopKaromuecs ot 3 10 6 Me-
CsIIIeB) BCTPEYAIOIIMECS dalle y JeTell M XPOHUYIECKHE
¢opmer UTII nHaOmomaromuecs damie y B3pocibix [1].
[71aBHBIM KJIMHUYECKUM CHUMIITOMOM SIBJISIIOTCSI FeMoppa-
Tud. BBIpa)keHHOCTH TeMOpParmdecKoro CHHAPOMA pas-
JIMYHA, OT €JUHUYHBIX CHUHSKOB U HEOONBIINX METeXUi
JI0O MAaCCUBHBIX KPOBOTEUEHHUH M3 BHYTPEHHUX OPraHOB U
KPOBOU3JIMSHUHN B )KU3HEHHO Ba)KHbIE OPraHbl U LIEHTPBI.
CrHoHTaHHBII TeMOPpParndecKuii CHHAPOM Y 3THX OOJb-
HBIX Pa3BHUBAETCS MPU KOJIUUECTBE TPOMOOILUTOB MEHEE
30-50x10%11, 4to sBIAETCS MOKA3aHUEM Ul Ha3HAYEHUS
Tepamuy; pH ypoBHE TpoMbormroB Gomee 50x10%1 mo-
Ka3aHW{ K Ha4dally JICYeHUS B OONBIIMHCTBE CIIy4aeB HET
[1,4,6].

Jleuenue UTII Bxmrouaer Tpu 3tana. Ilepssiii aTan —
Ha3Ha4YCHHE TTFOKOKOPTUKOHMJIOB, B ITOJABILIONIEM OOJb-
IIMHCTBE CITyYaeB MPEJTHU30JIOH B TableTkax B jo3e 1-2
MI/KT Beca B Te€UeHHe | Mecsla WK MylbC-Tepanus Me-
TUINPEIHU3OIOHOM UJIH JieKcaMeTa3oHoM. [TokasaHusMu
K Ha3HAYCHUIO BHYTPHBEHHBIX MMMYyHOII00ynuHOB (Ig)
SBJIAIOTCS TSDKENbIE, YTPOXKAIOIMINE )KU3HN KPOBOTCUCHHS,
pody3HbIe MATOUHBIC U JKEITY{0YHO-KUIICYHBIE KPOBOTE-
YeHHUs, a TaK e MOATOTOBKa K CIuieH3kToMuu. HazHaua-

1oTcsl BHyTpuBeHHbIe Ig o 0,4 r Ha 1 Kr Beca B CyTKH B
TeueHue 5 nHed. BHyTpuBeHHbIE [g TOBBIIAIOT YPOBEHD
TPOMOOITTOB Ha HEMPOAOIDKUTENbHOE BpeMs (2-4 Hene-
JIM) ¥ IO3TOMY HE MOTYT OBITh HCIIOJb30BAHEI B KAUECTBE
JUTUTEJIbHOM 0a3UCHOM TepanuH.

Bropoii stan. [Ipu oTcyTcTBUH 3P QeKTa OT JICUCHUS
TPEIHM30JIOHOM TIPOBOIUTCS CIUICHIKTOMHA. [Ipm 3TOM
KOJINYE€CTBO TPOMOOLIUTOB HA KOPOTKOE BPEMSI MOXKHO I10-
BBICUTh BBe/IeHHEM BHYTpUBeHHbIX Ig. [locne crueHakro-
MUH PEMUCCUIO YIaeTcst JOCTUTHYTh B 80 % ciydaes [6].

Jmns nmeaenns UTII ucnonb3yroTcst aHTarOHUCTHI pe-
nentopoB TpombonostuHa (APT) — npemapars! HeUMMY-
HOCYIPECCUBHOTO JCHCTBUS, aKTUBUPYIOLIHE PELENTOPHI
TPOMOOIIOATHHA Ha TPOMOOIHTaX M MerakapHOINTaX,
CTHMYIUpYs TpoMOonmTonod3. [Ipn npekparmennn Tepa-
nuu APT ypoBeHb TPOMOOIIUTOB CHUXKACTCS 0 HCXOMHO-
T0, HO B PEIKHUX CIIyyasiX OTMEYaeTcs CTOMKas peMUCCH
[3,7, 8].

Tpetuii aTan (MUTOCTATHYECKAs TEPAIHST) TPOBOANUTCS
npu HeapekTuBHOCTH crieHdkromun win APT. B Ha-
CTOsIIIIee BpeMs MPEUMYILECTBEHHO UCTIONb3YETCS] PUTYK-
cumab (375 mr/m? 1 pas B Hezemto, 4 BHYTPUBCHHBIX BBE-
nerus). [Ipn gOCTHXEHNH PEMUCCHHU B TEIEHHUE JIBYX JIET
MPOBOIUTCS IMOACPKHUBAIOIIAS TEPAIHs.

Tpaucdysun Tpom6onmToB nipu UTII He sxenaTenbHeI,
13-32 pUCKa aJNIOMMMYHH3ALUHU, OJHAKO IPUMEHSIOTCS B
OKCTPEHHBIX CHTYAaIUAX NPH MAacCHBHOM KpPOBOTCUCHHH
WJIN OTIEPATHBHOM BMEIIATENIECTBE.

MaTepua.ﬂ bl 1 METOABI

[IpoBenen ananu3 amOynatopHeIX KapT 170 OOJIBHBIX
HTII, B Bo3pacte ot 18 mo 78 yer, HAXOAMBIIMXCS TOJ
HaOJIIOICHNEM TeMaTojiora B AMypcKoil 00JacTHOH KOH-
CyIBTaTUBHOH MOJMMKIMHUKE U HA JICICHUH B T€MaTOIOTH-
YECKOM OTIeJIeHMH AMYPCKOH 0071acTHOW KIMHUYECKOM

6onpHuUIE! 3a 13 et (2006-2018 rr.). Yame UTII auaruo-
ctupoBany y sxeHmuH (108 cirydaes), ueM y Myx4uH (62
yenoBek). Y 98 marmentoB UTII 6b11a auarHocTupoBana
B Bo3pacte a0 30 ner. BropuuHsle TpOMOOIMTONEHUH B
UCCJICIOBAaHUE HE BKITIOYAITUCH.

Pe3y.]'leaTbI u oﬁcymeﬂue

130 manuentos ¢ UTII (76 % ot obmiero gucia) Hyx-
JTAJTACH B JICYEHUH — UMEJI0 MECTO CHIDKEHHME TPOMOOITH-
toB Meree 30%10% (90 uenosek), uu 30-50%10°%/1m mpu
HaJIMYUH BBIPAXKEHHOTO reMopparnieckoro cuaapoma (40
TalUEHTOB).

ITocnennee Bpems yacro WUTII cramu nuarHoctupo-
BaTh MEPBUYHO y OepemeHHbIX — 30 mammeHTok (17,6 %).
W3 mux 19 Hyx)aanuch B Ie4eHUU. B COOTBETCTBUU C Ha-
UOHAIBHBIMU pekoMeHaanusaMu 1o JjeueHuto UTIT [4]
B MIEPBYIO OUYepe/b y HUX MPUMEHSIIN BHYTPHUBEHHBIE [g.
Tonpko Takas Tepamusi BO3MOXKHa y OEpEeMEHHBIX MHpHU
cpoke 10 20 uenens [4]. [Ipu orcyreTBun 3¢ddekra oT He-
CKOJIBKHMX KypcoB Tepanuu Ig (10 OombHBIX), Ha3HAYATH
DTIOKOKOPTHKOUABI (Tipu cpoke Gonee 20 Henmens). [Ipen-
MIOYUTAIN TPOBEJCHUE IMyJIbC-TEPAIM BHYTPUBECHHBIMH
BBC/ICHHUSAMH JICKCAMETa30HA WIIM METUIIPEAHU3O0I0HA, U
TOJIBKO MpPH OTCYTCTBHU dpdekTa (7 ManMeHTOK) Ha3Ha-
qaJ TaOJeTUPOBAHHBIN TMPETHNU30JIOH B Pa3IHIHBIX JIO-
3upoBkax. CpOKH popopa3penieHust y TaKuX MaIleHTOK
OTIpeNeNISIIN MHAUBUAYAIbHO, OT 34 1o 38 Henenb. Y Ho-
BopoxkJeHHbIX UTII He otmeuamny.

IMarmenram B Bo3pacte ot 18 o 60 met (100 wen.),
HYXXIAIONUMCS B JICUCHUU B Ka9eCTBE MEPBOM JIMHUU Te-
panuy Ha3HAYaIU TTFOKOKOPTUKOU/IBL, YAl MPEAHU30I0H
B cTaHzaptHoi no3e — 1-2 mr Ha 1 xr Beca. Ilpu orcyT-
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cTBHU 3¢ peKTa OT mpHeMa IITFOKOKOPTUKOMIIOB B TaKOM
no3e B TeueHue 1-4 Mecsmes (46 denoBek — 46 %) BBIMOII-
Hsutach cruteHakTomust. Y 38 (82 %) m3 ux umucna mocie
olepanyu yJaneHus cele3eHKH Obljla JOCTUTHYTA MOTHAS
pemuccus 3aboneBanus u UTII Gombliie He peruanBUPO-
Bana. Y 8 yenosek (18 %) mociie CriieHIKTOMUHN OTMEYall-
csl penuanB 3aboeBaHus. TakuM ITaIMeHTaM MbI Ha3Ha-
vanu purykcumad (Mabrepa «Hoffmann-La Roche Ltd.»,
Anemtous «BUOKA]») 4-6 undysuii B mo3e 375 mr/m?
ofMH pa3 B Heaexro. [Tocie 3Toro y Bcex Obl1a JOCTUTHYTA
pemuccusi. B Teuenue 2 neT UM MpOBOIMIM HOIEPKUBA-
FOLIYIO TePAIHIO0 PUTYKCUMaboM — 375 mMr/m?, 2 BBEACHHS
B 3-6 mecses. [o ucreueHuu 2 et y BceX peMHUCCHUS CO-
XpaHATIach U PUTYKCHMa0 OTMEHSITH.

[TomeITKH MPUMEHATH PUTYKCHMAO 10 (BMECTO) CILe-
HIKTOMHH HU B OJTHOM CJTy4ae HE IPHUBEIH K JOCTIKCHUIO
CTO¥KOW peMuccud. UTo COOTBETCTBYET JaHHBIM JINTEPa-
TYpPBI — pUTYKCUMa0 3 eKTHBEH TOIBKO MOCIIE YIAICHUS
ceneseHku [9].

APT npuMeHsuIM He 4acTo, B BUAY UX BBICOKOM CTOU-
MOCTH M OTCYTCTBHS B Iporpammax ¢emepaibHOro ode-
cnieueHns1. Ha3Hauamy B KauecTBe BTOPOH JIMHUH Teparuu
npu Hed(PEKTUBHOCTH JIEUCHHUS IITFOKOKOPTHKOMIAMH.
Onrpombonar (PeBoneiin «Novartis Pharmay») Obutr Ha-
3HaueH CEeMH MaIfeHTaM. PexxnM m103uMpoBaHMS WHIUBH-



JyaJbHBII Ha OCHOBaHUH KOJIMYECTBA TPOMOOIIMTOB, B Ha-
yansHOU 103e — 50 Mr 1 pa3 B cyTku. Eciu o ucreueHuro
2-3 HezeNb HauaIbHOU TEeparuy KOJIMYECTBO TPOMOOIINTOB
0CTaBaJIOCh HIKE YPOBHsI, HEOOXOIMMOT'O C KITMHUYECKOM
Touku 3peHus (50 000/MKIT), 103y YBEINYHUBAIH 10 MAKCH-
ManbHOM — 75 Mr 1 pa3 B cyTku. CTaHmapTHas KOPPEKIHs
JI03bl B CTOPOHY CHIDKEHUS WM TOBBIILICHUS COCTaBIIfA-
na 25 mr B aens. Ilpu yposue Tpom6GouutoB 200 000—
400 000/MKkn cHWXaMM 03y Mpenapara. PoMuILiocTHM
(Oumneitr «Amgen Europe B.V.») HazHayanu cemu namu-
eHTaM | pa3 B HEJeI0 B BUJIe TOJKOXKHOM HHbeKIuK. Ha-
YajbHas 1032 POMHUIUIOCTUMA COCTaBIIsLIA | MKI/KT Macchl
Tena. ExeHenenbHyto 03y pOMMILIOCTAMA MOBBIIIAIH C
marom 1 MKI/KI Macchl Telia 10 TeX MOop, HOKa KOJIMYeCTBO
TPOMOOILIUTOB y MaluenTa He qocturano comee 50x10%/m.
VY Bcex OONBHBIX NPUHMMABIIMX 00e (OPMBI PEKOMOH-
nanTHoro TTIO Ha doHe mpuema npenapaTroB KOIMIECTBO
TPOMOOLIMTOB HOpMaM30BbIBasock. [locne ormenst APT
WTII peunuBrpoBana y 7 MalueHTOB.

Bonbine TpyAHOCTH BO3HHUKAIM NPH JEUEHUU Malu-
entoB ¢ UTII crapme 60 ner (8 yenoBek) ¢ BEICOKOH KO-
MOpPOUIHOCTBIO, HAIMYKMEM CAaXapHOTO AuabeTa, cepaed-
HO-COCYIUCTBIX 3a00JIeBaHUI, CHHHIBHOTO OCTEOIOpO3a,

OXHpPEHUs U T. 1. [InmuTensHoe Ha3HauYe€HHe NepopaIbHbIX
ITIOKOKOPTUKOMJIOB TakuM OOIBHBIM KpaiiHe Hexema-
TENIbHO, B BHJY BO3MOKHOCTH CEPbE3HBIX OCIOKHEHUII.
Ilo Bo3MOxHOCTH cTapanuch Ha3HauaTh UM APT (mpu
OTCYTCTBUHM TPOMOOTHYECKUX OCIOKHEHHH B aHAMHeE3e).
Wnu ucnonb3oBany Myabc-TEPAMHIO JeKCaMeTa30HOM MU
METUINPEAHU30I0HOM B KauecTBe NepBoi nuHuU. Ilpu
OTCYTCTBUH 3(P(EKTa OT BBIICYKa3aHHON TEpaIrtuy 1 Ipo-
TUBOINOKA3aHUN K ONEPaTUBHOMY JIEUEHHIO BBIMONHANN
CIIICHIKTOMHUIO.

Knaccuueckuit cunapom @uiepa — IBaHca (coyera-
Hue UTII u ayTOMMMyHHOH TIeMONUTHYECKOH aHEMHUH)
ObLI IMarHOCTHPOBAH Y Tpex O0JbHBIX. Bo Becex ciydasx
peMuccus Oblia JOCTUTHYTA MOCIE CINIEHIKTOMHUU.

Jleranpuslii ucxon ot UTII 3a 13 ner ObL1 AUArHOCTH-
pOBaH ToJbKO y 5 manueHTos (3 %), BO BCEX ClIydyasix UMe-
JI0 MECTO KPOBOHM3IIUSIHUE B MO3T.

Takum o0Opa3oM, B HacToslIee BpeMsl HOCTYNHBI CO-
BpeMeHHbIe BEICOKOA((dekTrBHBIC MeToxb! ieueHus: MTII.
[Tpu cBOEBpeMEHHOM THMAarHOCTHKE 3a00JIeBaHus U HAa3Ha-
YEeHUU aJICKBAaTHOM TEpaluy B IOAABIIONIEM OOJBIINH-
CTBE ClTy4yaeB 3a00JIEBaHMUS [IPOTHO3 O1aroNpHUsTHBIN.

BruiBoabl

1. IlepBudHas UIMMyHHas1 TPOMOOIIUTOIIEHHS JTOBOJIb-
HO pacrpocTpaHeHHoe 3aboneBanme. 3a 13 mer Ha muc-
MIAaHCEPHOM y4YeTe y remarojora B AMypckoil oOmacti
cocrosuto 170 marmenTos ¢ UTII. M3 Hux 130 (76 % HyX-
JIATIICh B JICUCHUH).

2. Tepanus IMIOKOKOPTUKOUJAMH KaK IEPBBIH 3Tall Jie-
genust UTII 6b11a 3¢ dexTrBHA y TOTOBUHBI OONBHBIX.

3. TIpu HeaPpPeKTUBHOCTH TEpANUU TITFOKOKOPTHUKOU-
JlaMH{ BBINOJIHSUIM CIUIEH3KTOMUIO WK Ha3Hadyanu APT.

4.V 18 % manueHToB, T1e ObLT 3apeTUCTPUPOBAH pe-

B UTII mocie CrieHdKTOMUM, 0Ka3anach G GeKTHB-
HOH Tepamus pUTyKCHMaOoM.

5. UTII quarsoctupoBanu y 6epeMeHHbIX — 30 maru-
eHToK. 13 Hux 19 Hy»aanuce B JIe4eHUH, Y TAKUX TaIleH-
TOK IIpH CpoKe OepeMeHHOCTH 10 20 Heensb UCIoIb30Ba-
JIM BHYTPUBEHHBIE HMMYHODIIOOYIHHEI, tocie 20 Henenb
TpU OTCYTCTBUH 3 eKTa, T00aBIIIH TIIIOKOKOPTHKOUIBI
(gamme ImynbCc-Tepanys METHIIPETHU30JI0OHOM HIIH JIeKca-
METa30HOM).
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