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B cmamwe npedcmasnen cucmemamu3zuposannbiii duacHocmuteckuii no0xoo npu mpomooyumoneruu, a maKice pe3yamamol HeOpeHus
8 2eMamon02uMecKyr0 NPAKMUKy nPomoKoaa Oug@epeHyualbHoil OUaeHOCMUKYU MpoMOOUUMONEHUIl y 83P0CAbIX NAUUEHMOG.

Cpedu 183 nayuenmos, enepsvie oopamuswuxcs ¢ PI'bBY THI] no noeody mpombouumonenuu HeymouHeHHo20 eeHe3d, OUaeH03 NepeutHoll
ummyHHoi mpomboyumonernuu (M TII) 6vin ycmarosenen moavko y 48 % nayuenmos, y 52 % mpomboyumonenus 6biaa CUMIIMOMOM Opy2oil
namoanoeuu (coomuouterue cocmasuno 1 : 1). B pesyrsmame noemoproeo oocaedosanus 118 nayuenmos ¢ mnocoremuum anamuesom UTII
npu peyuoduse 3a601e8anus Ouazno3 ovin noomeepicoer 6 85 % cayuaes, 6 15 % duaenosz UTII 6bin usmenen Ha dpyeyto HO30402Ui0.
[loayuennvie pe3ynsvmamol NOKa3vi186ar0m, 4mo 045 YCMAHO0BAEHUs UCHUHHBIX NPUHUH MPOMOOUUMONeHuu HeoOXxo0uMo nposederue pacuiu-
PEHH020 OUAHOCMU1ecK020 NOUCKA CO2AACHO NPOMOKONY, NPeocmasieHHoMY 6 Hacmosujeil pabome.

JMughhepenyuanvhyio duaznocmuky 045 pazepanuteHus NepeuuHol UMMYHHOU U 6MOPUYHBIX MPOMOOYUMONeHUl ciedyem npoeoodums
He moAbKo 6 Debrome 3a004e6aHuUs, HO U NPU peyuduge yice ycmarosreHHol parnee UTII.

Karouesvte caosa: mpomboyumonenus, nepeuHHas UMMYHHAS MPOMOOYUMONEHUSL, 6MOPUMHAS UMMYHHAS MPOMOOUUMONEHUS, NPOMOKOL
dughghepenyuanvHoill duazHocmuKu mpomooyumoneHuu
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Differential diagnosis of thrombocytopenes
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The article presents a systematic diagnostic approach for thrombocytopenia, as well as the results of practical implementation of thrombocy-
topenia diagnostic protocol in adult patients. Among 183 patients first admitted to HRC with unspecified origin thrombocytopenia, primary
immune thrombocytopenia (ITP) was established only in 48 % of patients, while in 52 % of cases it was a symptom of another pathology
(the ratio was 1 : 1). As a result of re-examination of 118 relapse patients with long-term history of ITP diagnosis was confirmed in 85 %
of cases, in 15 % the diagnosis has been changed to a different nosology.

The results show that to establish the true causes of thrombocytopenia is necessary to conduct an extensive diagnostic search according
to presented protocol.

Differential diagnosis between primary immune and secondary thrombocytopenia should be carried out not only in the onset of the disease,
but also in the relapse of an earlier established ITP.

Key words: thrombocytopenia, primary immune thrombocytopenia, secondary immune thrombocytopenia, protocol of thrombocytopenia dif-
ferential diagnosis

Bsepnexue

TpomOGoLMTONEHUS SIBJISIETCS] YACTO BCTPEYAIOLIUMCS
TreMaTOJIOTUICCKIM CUMITTOMOM TIPH Pa3INYHBIX IaTOJI0-
TUSX, OTJIMYAIOIIMXCS KaK MaTOTEHETUYECKH, TaK M KITH-
HUYECKH, YTO TPeOyeT MPOBEACHMS PACIIMPEHHOTO AUar-
HOCTHYECKOTO TTOMCKA. YCTaHOBJICHNE UCTUHHBIX ITPUIMH
TPOMOOIIUTOIIEHNH UMEET BaXKHOE 3HAUCHHE, TTIOCKOJIbKY
TaKTHUKA BeACHUS OOJTBHBIX MOXET CYIIICCTBEHHO pa3JiM-
yatbcsa. MexayHapoaHasi padouast rpyrna Ha KoHceHcyc-
Hoi1 KoHbepeHnH B 2008 I. ¢ y4eTOM TOTO, YTO TPOMOO-
LIMTOTICHUSI B OCHOBHOM pPa3BUBACTCSI 10 MMMYHHOMY
MEXaHU3MY, ITPeIIOXKIIIA KJIaCCU(UITMPOBATH UMMYHHYIO
tpombonuronenuio (MUTII) kak mepBUYHYIO U BTOpUU-
Hyl0. bbU10 Takxe MpeaIoXKeHO UIMONIAaTUYECKYIO TPOM-
OOIIMTOIIEHUYECKYIO ITypIIypY, Wiau 00je3Hb Bepibroda,

0003Hauarthb Kak rnepsuuHyo UTII, a tepMmuH «TpomMOOLIM-
TOIICHUS» YIIOTPEOJISATh MPU KOJUYECTBE TPOMOOIIMTOB
menee 100,0 x 10°/x [1, 2].

Ilepsuunasa HTII s1BnsieTcsl ayTOMMMYHHBIM 3a00J1€Ba-
HHUEM, XapaKTePU3YIOIINMCS N30IMPOBAHHOMN TPOMOOIIH-
ToNeHuel (KOJIMYEeCTBOM TPOMOOIIMTOB B Tiepudepuue-
ckoii kpoBu MeHee 100 x 10°/11), Ipu OTCYTCTBUU APYTUX
MIPUYMH WM HapyIIeHU, KOTOPBIE MOTYT OBITh CBSI3aHBI
C TPOMOOLIUTOTNIEHUEH.

Bmopuunaa HTII siBnsieTcsi CAMIITOMOM JAPYIUX ayTO-
MMMYHHBIX 3a00JIeBaHUI: CUCTEMHOI KPaCHOM BOJTYUaHKU
(CKB), antudochomumnuaroro cuaapoma (APC), pes-
MaTtougHoro aptputa W Ap. [lo maHHBIM JTUTEpaTypHI,
COOTHOIIICHHE ITIEPBUIHOIM M BTOPUYHBIX TPOMOOIIUTOIIE-
Huit cocrabisieT 80 K 20 %, 0IHAKO BBISIBICHUE HOBBIX
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MPUYMH CHIDKEHMSI KOJIMYECTBA TPOMOOLIMTOB MOXKET
IePEBOIUTD MALIMEHTOB U3 IPYIIIIbl [IEPBUYHOM B IPYIIILY
BTOPUYHBIX TPOMOOIIUTOTIEHNH [3].

B MexnyHapomHoit kinaccudukanmu 6one3Heit 10-ro
repecMoTpa 3ab0jIeBaHus, IIPOTEKAIOLIME C TPOMOOLIMTO-
TIeHME, TIPeICTaBICHbI ClleaylomMu Kogamu: D69.3 —
UaMONaTUYeCcKass TPOMOOLMTOINEHUYECKAs MypIlypa
(UTII), D69.4 — tpomboLnToneHuu, D69.5 — BropnuHast
TpoMbouuToneHus, D69.6 — TpOMOOLIMTOIIEHUSI HEYTOY-
HEHHasl.

Mlamorexe3 UMMYHHOI mpomooyumonexuu

MMmyHHasa peakuus, Jiexanmas B OCHOBE Pa3BUTHUS
TPOMOOIIUTOIICHU, SIBJISICTCSI CJIIOKHBIM MHOTOCTYIICH-
YaThIM [UKJIMYECKUM IIPOIIECCOM, B KOTOPOM IIPUHUMAIOT
yugacte B-mumdounter, T-numdonuter, NK-kinetkn,
Makpodarv, IUTOKUHBI. AHTUTPOMOOLIMTapHBIC AaHTUTE-
JIa YCKOPSIIOT KJIMPEHC TPOMOOIIMTOB M3 IUPKYJISIIUU.
CBs3bIBaHNE aHTUTE C TPOMOOITUTAMU IPUBOIUT K OTIOC-
penoBannomy peuentopom Fcy (FcyR) paspymenuro
TpoMOOUUTOB (paroutamu [4].

VYV nauuentoB ¢ MUTII BeipabaThiBalOTCSl TIaBHBIM
obpazom IgG -ayroaHTuTeNa NPOTUB [IIMKONPOTEUHOB
GPIIb/Illa mmu GPIb/IX moBepxHOCTH TPOMOOILIMTOB
[5-7]. Bo3amoxkHa BbIpaOOTKa aHTUTE APYTUX MOJIKIACCOB
IgG, xommuiementdukcupyomuxcsa IgM u pexe IgA
K MHBIM TJUKONPOTEMHAM WM UX KOMIUIEKCaM, TaKUM
kak Ib-1X-V, Ia/Ila, IV unu VI. I1ockoabKy Merakapmo-
LIUTHI BKcTIpeccupyroT rukonporenH I11b/111a, Ib u npy-
e aHTUTEHBI TPOMOOIIMTOB, OHU TaK:Ke SIBJISTIOTCS MU-
IIIEHBIO JUIST ayTOAHTUTE. Pa3pylileHre naToJorniyeckoro
KOMIUIEKCAa aHTUTEH — aHTUTEJIO ITPOUCXOIUT HE TOJIBKO
IyTeM €ro IeCTPYKIIUM (OIICOHU3AIMN) B OCHOBHOM B Ce-
JIE3eHKE, pexXe B IIEYCHM, HO TAKKE 1 ITyTEM LIMTOTOKCH -
YECKOIo M KOMIUIEMEHT3aBUCUMOTO Ju3uca. B ¢popmu-
poBaHuM UMMYHHOro otBeTa Ipu MTII cyliecTtBeHHYIO
poub urpaioT T-auMmdbonutel. OTMedaeTCsT yBeIUdeHNe
cootHomreHus cyononysiunii Th1/Th2 (CD4*-xenmepsr)
u Tcl/Tc2 (muroTokcumueckue CD8* kimeTku), HabmMoma-
eTcsl yMeHbllleHue uucia peryiasgtopHeix CD4*CD25*
T-numM@OoIUTOB, YTO TeMOHCTpUPYET aucbasanc T-Kie-
TOYHOTrO 3BeHa MMMyHHOro otseta [8, 9]. Ilocnennue
ucciegoBaHus nokasanu, yro npu UTII yBenuuuBaetcst
yuciio apyrux nontunoB T-kietok (Th17), cekperupyro-
LIMX UHTepJaeikuHbI 17. MHTEepecHO, YTO MHOI'ME XapaK-
TEePUCTUKM HMMYHHOM HUCPETYISILMU, OIMCaHHBIC
npu WTII, takue kak m3meHeHue Oamanca Thl/Th2,
noBblmeHnne Thl7 u n3ameHenue npoduneit T-KIeToK,
OTMEYAIOTCS U TIPU IPYTUX ayTOUMMYHHBIX 3a0071€BaHU-
ax [10—13].

[NaToreHeTnyecKre MeXaHM3MbI BTOPUYHBIX TPOMOO-
LIMTONEHUI 0oJsiee CJIOXHBI, YEM TaKOBbIE€ MEPBUYHOMN
WUTII. Drta clIoXHOCTh 00YCIOBJIEHA TeTePOTeHHOCTHIO
TECHO CBSI3aHHBIX MMMYHHBIX HapyleHuii. OHU XapaKTe-
PUBYIOTCST 00pa30BaHMEM HECKOIBKMX KIIOHOB aHTUTPOM-
OOILIMTAPHBIX AHTUTEN, TaK KaK ayToarpeccus U HapyIie-
HHE UIMMYHHOU PEeryJISIINU ITepBOHAYAIIBHO ITPOUCXOIST

BCJIEICTBH€ OCHOBHOTO 3a00sieBaHUs NaleHTa. B pe3yiib-
TaTe NalueHThl CO BTOPUYHOI TPOMOOLIUTONIEHUE MOTYT
WMETb MEPEKPECTHBIE MATOr€HETUYECKNE MEXAHU3MBI.

Mamorene3 HeUMMYHHOI mpoMGouumoneHuu

HenmMMyHHBIE TPOMOOLIMTONIEHUU MOTYT OBITbH 0O0-
YCJIOBJICHBI 2 MEXaHM3MaMMU: TIOBBIIICHHBIM MOTPEOJICHM -
€M TPOMOOILIMTOB B pe3yJbTaTe CIIOHTAaHHOI arperannu
B TepPMUHAJIBHBIX apTeproIaxX U KalLIsIpax, Ipu 3a00-
JIEBAHUSIX, COMTPOBOXKIAIOIIMNXCS MTOBPEXICHUEM SHIOTE-
JINS TM0O0 YTHETeHHEM Ipoindepalini KJIeTOK KOCTHOTO
MO3ra BCJEACTBUE MEIMKAMEHTO3HOIO, TOKCHYECKOTO
WINA paIualliOHHOTO BO3IECTBUS.

HeuMmyHHBIE TPOMOOLIMTOIIEHUN MOTYT CTUMYJIUPO-
BaTh M 3aIlyCKaTb MMMYHHBICE MEXaHU3MBbI B pe3ysbrare
00pa3oBaHUsI aHTUTPOMOOLIMTAPHBIX MM aHTUMEIUKa-
MEHTO3HBIX aHTUTEJ. B Takux ciydasx rmaroreHe3 TpoM-
OOLIMTONEHUM HOCUT COYETAaHHBII XapakTep.

Bmopuynble mpoM6oyumoneHuu

MexaHu3Mbl pa3BUTUSI BTOPUUHBIX TPOMOOILIUTOIIE-
HU pa3HOOOpPa3HbI X MOTYT OBITH O0YCIOBJIEHBI KaK BpO-
KISHHBIMU nedeKTaMu (HacJIeACTBEHHbBIE TPOMOOIIUTO-
IMaTuN), TaK ¥ IPUOOPETEHHOM TTaTOJIOTHCH.

B xnmHMYecKoil MmpakTUKE HEPeAKO BCTpedaeTcs
U TaK Ha3bIBaeMasl JIOXKHasI, HCe60ompomMOoyumonenus,
BO3HMKaIOIIas 3a cYeT (POpMUPOBAHUS TPOMOOIIMTAP-
HBIX arperaToB B Ma3Ke MPU KOHTAKTEe ¢ KOHCEPBAaHTOM.
Anre3ust TpoMOOLIUTOB IOJA AEHCTBUMEM 3aBUCUMBIX
OT ATUJEeHAMAMUHTETpayKcycHoit KuciaoTel (BATA)
AHTUTPOMOOLIMTAPHBIX aHTUTEI — pacIpoCcTpaHEeHHasI
MpuYMHa rceBgoTpomobouuToneHnu. OHa HabJOgaeT-
cs1 IPUOIU3UTENBHO Y 1 B3pOCIOTO 310pOBOTO YeJIOBE-
ka u3 1000 u He acconMUpoBaHa ¢ KPOBOTECUYEHUSIMU
unu tpombozamu. Ilpu 3abope KpoBU B IPOOUPKU
C LIUTPATOM Yy MaIlMEHTOB HaOJI0maeTCcsI HOpMaIbHOE
Koau4yecTBO TpoMOouuToB. [logoOHast TakTuKa 3abopa
KPOBU ITOMOTaeT M30eXKaTh BHIMMOJTHEHUS HEHYXKHBIX
JMOTIOJTHUTENbHBIX MCCIEAOBAHUMU y JTAHHOU TpyIIbl
ManMeHTOB.

Hacaeocmeennvie mpombouumonenuu XapakTepu3yroT-
Ccs HE TOJbKO CHIXXEHHEM 4YHclIa TPOMOOIIMTOB,
HO M UX BpoxaeHHoO# auchyHkuueir. C coBpeMeHHBIX
MMO3UIMI JaHHBIE TTATOJIOTUN OTHOCSTCS K TPOMOOIIMTO-
TaTUSIM, KOTOPBIE COITPOBOXIAIOTCSI TPOMOOLIUTOIIEHUEH.
K Takum 3a001eBaHUSIM OTHOCSITCS TpoMbacTeHus1 [naHii-
MaHa, cuHApoM bepHapa—Cynbe, CHHIPOM <«CEPBIX»
TpoMOOIIUTOB, cMHApoM Buckorra—Onapuya, aHoMaaus
Mag—XerrimuHa. OTAenbHO BbIIeJIeHa BPOXKIEHHAsT ame-
rakapuonureMus u anemust GaHKOHU.

Ilpuo6pemennvte mpombouumonenuu MOTyT OBITH 00-
YCIIOBJICHBI pa3HBIMU MEXaHU3MaMMU.

Ko emopuunsim neummynnoim npuobpemennovim
mpombouumoneHusM OTHOCUTCSI TPOMOOILIMTOTICHUS T10-
TpeOJIEHUsI IPU CUHAPOME AUCCEMUHUPOBAHHOTO BHY-
TPUCOCYIAMCTOTO CBEPTHIBAHUSI, TPOMOOTHUIECCKOI TPOM-
OouMTOIIeHUYECKO# mypirype (0oae3HrM MOIIKOBUIIA),
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TeMOJIMTUKO-YPEMUIECKOM CHHAPOME, TPOMOOTHIECKIX
MHUKPOAHTHOIATHUSIX Ha (hoHE 3a00JIeBaHUIA, COIPOBO-
JKIAIOIINXCS TTOBPEXICHNUEM SHIOTEINS (aTepOCKIepO3
COCYIIOB, aHEBPU3MbI, ITIOPOKHU CEPJlla, CTCHTUPOBAaHNUE
COCYyIOB, caxapHbIii madet). JlaHHbIe TTaTOJIOTUM XapaK-
TepU3YIOTCSI 00pa30BaHUEM BHYTPUCOCYIUCTBIX TPOM-
00B, OKKJIFO3UEI COCYI0B 1 MOBBILIEHHON IeCTPYKLIUEH
TPOMOOLIUTOB.

JIBa MeHee pacmpoCTpaHEHHBIX BapuhaHTa — 3TO
CeKBecTpalus TPOMOOIIMTOB U reMonuaolns. CexkBe-
cTpalus TPOMOOLMTOB BCTpevyaeTcsl MpU 3aCTOMHOM
CIIJIEHOMETAJIMU B CBSI3U C NOPTAJIbHOM TUIIEPTEH3UE
U XapaKTepu3yeTcs MX IepepacipenesicHueM 13 Imyia
LUPKYJIUPYIOLIUX TPOMOOILIMTOB B MOJIb3y CEJIE3€HOY-
Horo myaa. [eMonumonus HabI0maeTCs y NallUeHTOB,
MMePEHECIINX MAaCCUBHYIO KPOBOIIOTEPIO U MOJyYaBIINX
MHOY3MOHHYIO Tepaluio KOJUIOMIaMM, KPUCTAJLION-
TaMU U IPYTUMU CPEAAMU, HE CONEePXKALIUMU TPOMOO-
LIUTHI.

Bmopuunvsie ummynnoie npuodpemennvie mpomoouuno-
neHuu MOTYT BCTpeUYaThCsl IPU TaKUX 3a00JIeBaHUSX,
kak CKB, AD®C, peBMaTOUIHBINA apTPUT, MPU APYTUX
KOJIJTaTeHO3aX, ayTOMMMYHHOM TUPEOUIUTE, TUMQOIIPO-
JMdepaTUBHBIX 3a00IeBaHUAX, JIEKAPCTBEHHO-MHIYIIM -
POBaHHOM TPOMOOIIUTOIICHUH, TePIIeC-BUPYCHBIX MH(PEK-
LIUSIX, XPOHMYECKUX BUPYCHBIX T'ellaTUTax, MHOEKIINH,
BBI3BAHHON BUPYCOM UMMYyHoaeduinTa yenoseka (BY),
IMOCTTpaHC(HY3MOHHOM IMypIIype.

OTaenbHO BBIACTSIIOT npuodpementbie mpomooyumone-
Huu 6caedcmeue HapyuieHus NPoOYKUUU MPOMOOUUNIOE.
TUnuYHBIMM TpUMEPAMU HEAOCTATOYHOW MNPOLYKLIUU
TPOMOOIINTOB SIBIITIOTCS aIlaCTUUYECKasl aHeMMS 3a CYET
KMPOBOI MHOWIBTPALIMY KOCTHOTO MO3Ta, MUEJIOMNCILIA-
CTUYECKMIT CHHIPOM BCJISACTBHE IMCMETaKaprOIIMTOII093a,
OCTPBIii JIEHK03, XpOHUYECKIE MUEJIO- 1 JInMdormposnde-
paTUBHBIC 3a00JIEBaHUSI, METACTATUYECKOE ITOpakKeHUe
KOCTHOTO MO3Ta MY 3I0KAYeCTBEHHBIX OITyXOJISIX (CY>KEHIE
IUIaIIapMa MerakapuoIuTapHOTO POCTKa ITPOIUDepUpPyIo-
MU KJIETKaMH OITyXOJIEBOTO CYOCTpaTa), TPOMOOIIMTOIIE-
HUS1, UHOAYLIMPOBAHHAS XWUMMO- U JIyYEBOI Tepamnuen, Jie-
KapCTBEHHO-OITOCPEIOBAaHHASI PeaKIMsI, TOKCHUYECKOe
BO3IEHCTBIE (ATKOTOJIb U Ip.).

lluarHocmuyeckuil nopxon

K 6onbHbIM ¢ mpomboyumoneHuaMu

TpomOGouMTONIEHUSI KAK CUMIITOM PEruCTPUPYETCS
IpY IIMPOKOM CIIEKTpe 3a00JIeBaHUI reMaToJIoThYe-
CKOMl M HEereMaToJIOTMYECKOU MNpUpOIbl, TPeOYIOILIUX
MIPOBEACHUS CUCTEeMaTU3UPOBAHHOTO IMaTHOCTUYECKO-
ro MOMCKa U CTPYKTYPUPOBAHHOTO ITOAX0Ja, KOTOPBII
IMoApa3yMeBaeT COIIOCTAaBJICHUE aHAMHECTUICCKUX
1M KIMHUYECKMX TT0Ka3aTesieil ¢ pe3yabraraMu jabopa-
TOPHBIX MCCIAeAOBaHMIA. AHAIN3 HAHHBIX JUTEPATypPhI
M HaIll MHOTOJICTHU OTIBIT BeICHUS MTAIIMEHTOB C TPOM-
OOLIUTOIIEHUEN IMO3BOJAMIM pa3padoTaTh MNPOTOKOI
nuddepeHIMaTbHON TMaTHOCTUKY MTallUEHTOB C TPOM-
oouuTorenueii [14—19].

Mpomoxon AudhepeHyuanbHoil AUArHOCMUKU
mpomﬁuuumoneuuu: dHaMHeCcmu4yecKue, KnuHu4yecrue,
naGopamopHbie U UHCIMpPYMEHManbHbie UCCNea0BaHuA

U UX RNUHUYecKoe 3Ha4YeHue

Anamue3. [Ipu TImateIbHOM M3ydYeHUU aHAMHe3a I1a-
IMEHTa C TPOMOOIIUTOIICHNE MOKHO TOIYIUTh LIECHHYIO
nHQGOPMAIINIO, KOTOPask B 3HAYUTEILHOM CTEIIEH! 00JIeT-
YUT MOCTAHOBKY AuarHo3a. Ocoboe BHUMaHME CJIeayeT
o0palaTh:

— Ha HaJIM4re CeMEefHOro aHaMHe3a TPOMOOITUTOIIe -
HUM (HACJIEICTBEHHAs TPOMOOIIMTOIICHUSI Y B3POCIIBIX
IHATHOCTUPYETCSI HEPEIKO);

— BapHWaHT TEYCHUS TPOMOOIIMTOTICHUY WA KPOBO-
noTepu (BOepBbIC BRISIBICHHASI, XPOHWYECKAsT WA PEIIM-
TUBUPYIOLLIAs);

— COIMNYTCTBYIOLIME 3a00JI€BaHUsI, OCOOEHHO ayTOUM-
MYHHBIC, TH(hEKIIMOHHBIC WA OITyXOJICBBIC;

— HEeIABHIOK BaKIIMHALIMIO WJIA TIPUMEHEHHUE JIeKap-
CTBEHHBIX IIpeTiapaToB, HEIABHUE ITyTEIIEeCTBUS (OTaCHBI
pa3BUTHEM TaKUX 3a00JICBaHMI, KaK MAJISIPHSI, PUKKETCH-
03, Inxopanka JleHre), HegaBHMUE TpaHChY3UU, TIEPECATKY
OpTaHOB B aHAMHE3¢;

— YIIOTpeOJIeHNE aTKOTOIbHBIX Y XUHIUHCOIEPXKAIITIX
HAIIUTKOB, OCOOCHHOCTH MUTAHUSI;

— ((akTOphl pPHCKA PETPOBUPYCHBIX WHGMEKINH
WJIM BUPYCHBIX TEIIaTUTOB;

— Halmuue 0epeMEHHOCTH ISl KEHIIMH B IIPEMEHO-
nayse.

B cirygae, ecim B aHaMHE3e OTMEYAIIUCh PELIUANBUPY-
IOIIMe, KIMHUYECKU BBIPAKEHHBIC TPOMOOIIMTOIICHNM,
MPU KOTOPBIX yPOBEHb TPOMOOLIUTOB BO3BpAIIAJICS K HOP-
Me B TeUeHUE HECKOIbKUX THEH Aaxke 0e3 crieruduuecko-
0 JIEYEHM S, HEOOXOAMMO 00CIe10BaTh MalleHTa Ha ITpei-
MeT JIeKapCTBEHHO-MHAYIIMPOBAaHHOM TPOMOOIIUTOIICHUM.

O0BbeKTHBHBI 0CMOTP. BaxkKHBIMM [UIST TMATrHOCTUKU
TPOMOOLIUTOIIEHUU Oe3yCJIOBHO SIBJISIFOTCSI ITIPOBEIECHUE
00BEKTUBHOIO OCMOTpPa KOXHBIX TTOKPOBOB M BUIMMBIX
CIIM3UCTHIX 000JIOYEK, OLIEHKA reMOPpParndeckoro CUH-
IpoMa (TUI, BEIPaXKEHHOCTD) MO OTHOIICHUIO K YPOBHIO
TPOMOOLIUTOB. Y MALIMEHTOB C TPOMOOLIUTOIIEHUEN OObIU-
HO HaOJII0IaeTCs TeMOpparndecKuii CHHAPOM B BUJIE TIC-
TeXW W 3KXUMO30B Ha KOXE U CIM3UCTBIX 000JIO0YKaX.
Hannuue BHyTpucycTaBHbIX KPOBOUBIUSIHUIM WX OOLLIMP-
HBIX KPOBOU3IUSHUI B MATKME TKAaHM MpPeIiojaraeT Ha-
pyIIeHNe B KOAryISIIIMOHHOM 3BeHEe TeMOCTa3a.

O0BbeKTUBHOE (PpU3MKaAITbHOE 00CIeJOBaHNE, HAITPaB-
JICHHOE Ha BBISIBJIICHUE ITaTOJOTUM CO CTOPOHBI JPYTUX
OpPraHoB M cHCTeM (CIUICHOMETalusl, TelaTOMerains,
JmMdaneHOnaTHs, IMaTOJIOTHSI MOJIOUYHBIX XKeJe3, Cepla,
JIETKUX, IIUTOBUIHOM KeJie3bl), HEOOXOIMMO JIsl OIlpe-
JeJICHNS TAKTUKYU TTOMCKA TIPUYUH TPOMOOIIUTOIICHUH.

JlaGopaTropHass aumarHocTuka. OOwuii anaau3 Kposu
¢ 00s13aTeIPHBIM OITUYECKUM ITOICUYETOM YKCciia TPOMOO-
1uToB (110 PoHMO), onpenesieHNeM KOJIMIeCTBA PeTUKY-
JIOLIMTOB, OLIEHKOI MOP(HOJIOTUN TPOMOOLIMTOB (MUKPO-
GOpMBI M TUTAHTCKUE TPOMOOIMTHI), 3PUTPOLUTOB,
HEUTPOUIIOB, CKOPOCTH OCeIaHUs SpUTpoLnTOB. Heoo-
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XOOMMO OOpallaTh BHMMaHME Ha HaJIMYHME arperaTtoB
TPOMOOIIUTOB, B TOM YHMCJIE IS MCKIIOUEHUS JIOXKHOM
TPOMOOLIMTOIIEHUH TIpU 3a00pe KPOBU C UCMOJIb30BaHUEM
B KauecTBe KoHcepBaHTa DJITA.

Ilumoanoecuueckoe uccaedosanue mazka nepugpepuue-
ckoli kpoeu. VicciemoBaHue MasKa mepubepudecKoit
KPOBHM JI0 CUX ITOp OCTaeTCsl HanboJiee BaXKHBIM JUAarHO-
CTUYECKUM MEPOIIPUSITHAEM IIPU TPOMOOIIUTOIICHUH, TaK
Kak IpaBWIbHAS U TIIATEJbHAsI OLIEHKA MOP(MOJIOTUHN
KJIETOK BCeX 3 POCTKOB KPOBETBOPCHUS JAcT HYKHOE
HampaBieHne audpdepeHInaIbHO-IUATHOCTUIECKOMY
IMOMCKY, TTOAPOOHO OMHUCAHHOMY M IIPEACTaBICHHOMY
B BuIe aaroputMa B ctathe R. Stasi [14] (puc. 1).

BaxxHoe mmarHocTuueckoe 3HaYCHNE MMEIOT pa3-
Mep TPOMOOIIUTOB, XapaKTepUCTUKa ux rpanyi. [Ipu
TPOMOOLIMTONEHUHN, OOYCIOBIEHHON IOBBIIIEHHBIM
pa3pylieHrueM KJIEeTOK, Hapsay ¢ TPOMOOIIUTaMU HOP-
MaJbHOTO pa3Mepa YacTO HaOIIOZAIOTCSI MHKPO-
1 MakKpo@OpPMHEI.

BoisgiBieHue OmHOTUITHONM (pakiuy TPOMOOILIMTOB
0OJIBIIIOTO pa3Mepa IpearoaraeT HaTnu1e HacaeICTBEH-
HOI MakpoTpoMOoLUTONEHUU. bojibllive TpOMOOLMUTHI
ceporo 1BeTa npu okpacke 1o Paiity—IumM3e cBugerenb-
CTBYIOT O CMHIPOME «CEPbIX» TPOMOOLIMTOB, BCTpEYaIO-
IIMXCSI OPU ayTOCOMHO-IOMMUHAHTHOM HACIEACTBEHHOM
MaKpOTPOMOOILIMTOIIEHUU CO CKJIOHHOCTBIO K KPOBOTO-
YUBOCTU T10 TIPUYMHE OTCYTCTBMS WU 3HAYUTEIHHOTO
CHIDXEHUSI B TPOMOOIIMTAX KOJIMYECTBA o.-IPaHyJI.

I1pu TpoMOOLIMTONIEHU, OOYCIOBJICHHOI HEA0CTATOY-
HOM IIPOAYKILIMEHN, HAIIPUMED, MOCIE XMMUOTEPAIIUN, TPOM-
OOLIMTHI UMEIOT HOpMaJibHbINM pa3mep. [1pu Muenonucruia-
CTUYECKOM CHHAPOME TPOMOOIIUTHI Pa3IMIHOTO pa3Mepa
(BCTpeuaroTcsl TMTaHTCKUE (POPMBI) M 9aCTO COIEpIKaT MaJlo
rpanyi. [Tpu cunapome Buckorra—Omnnpuya u X-clLerieH-
HOI TPOMOOIIUTONICHUH, KOTOPBIE O0YCIOBICHBI MyTallUsI-
MU reHa WAS, peructpupyroTcst MUKPODOPMBL.

TpoMOoLUTOIIEHUSI HEPEIKO COIPOBOXK/IaeT OHKOreMa-
TOJIOTMYECKHE 3a00jeBaHMS (JIEMKO3BI M JIMM(MOMBEI),

TpomGouutonerus / Thrombocytopenia

A

Crunanve / Platelet clumping

MccnenosaHne mMaska nepudepuyeckon
kposw / Examine peripheral blood smear

HacnepacTeeHHas TpomboLyutoneHus /
Hereditary thrombocytopenia

Y

A

McespoTpomboLmTOneHns /
Artifactual thrombocytopenia

VcTuHHas Tpombouutonerms /
True thrombocytopenia

[wranTckue TpomboLmThI +/-
> neiKkoLuUTapHble BKIOYeHNs /
Giant platelets + WBC inclusions

v v

v v

BnacTbl, sgpocogepxalLye
3puTpPOLMTI, Mensrepos-
ckast aHoManus HeTpodu-
OB, AaKpUoLMThI 1 ap. /

Y Blasts, nucleated RBCs,

Pelger-Huet anomaly,
TTNIYC; OBC-cuHapom /

LLnsouutbl /
Schistocytes

MukpoccepouuTsl,
CrvMnaxvne, Unm arriTuHa-
Lns 3pUTpOLNTOB /
Microspherocytes, RBC
clumping or agglutination

TumcpounTo3, aTnnnyHbIe V3onupoBaHHas
NUMEOLUTBI, HERTPOUnes, TpomboumToneHuns /
TOKCKYecKas 3epHNCTOCTb Isolated thrombocytopenia
HelTpocunos u ap. /
Lymphocytosis, atypical \
lymphs, neutrophilia, toxic
granulation etc.

WTM, AT, BUY, BI'C,

dacryocytes etc.
TTP/HUS DIC

y

Helicobacter pylori, TUT,
[OBC-cunapom, I'T u ap. /

BeposiTHo nepsuyHoe
HapyLLeHre hyHKLWM
KOCTHOrO Mo3ra /

JIAT, GrunmnpybuH,

BepositeH cuHopom
OBaHca /
Consider Evans syndrome

ITP, DITP, HIV, HCV,

BeposrHa ucpeiws / H. pilori, HIT, DIC, GT etc.

Consider infection

ranTtorno6uH, MB, AYTB,

D-aumepsl, pubpuHoreH / Probable primary BM

LDH, bilirubin, haptoglobin,
PT, aPTT, D-dimers,
fibrinogen

disorder

A

Y

y

Puc. 1. Areopumm duaenocmuku nayuenmos Ha 0CHOBAHUU MA3KA nepugeputecKkoil Kpogu.

Acnupauysi n Gruoncus
KocTHoro moara /
BM aspirate and biopsy

Mpsimas npoba Kymbea,
YPOBEHb PETUKYMOLMTOB,
NAr, 6unupybun /
DAT, reticulocytes, LDH,
bilirubin

CO3, C-peakTuBHbIit Benok,
peHTreHorpadusi rpyaHoi
KNeTKM, BUpYCONornyeckoe

pan ap. /
ESR, CRP, CXR, virology,

nccnenoBaHue, reMokynbTy-

[InarHocTuka 0CHOBbIBAETCS
Ha KM1HUYeCcKOM
obcnenosaHum /

Investigations based on
clinical assessment

blood cultures etc.

Cokpawenus: AYTB — akmusuposarroe uacmuuroe mpombonaacmurosoe epems; BIC — eupyc eenamuma C; BUY — eupyc ummynodegpuyuma uenosexa;
THUT — eenapunundyyuposannas mpomoboyumonerus; I'VC — eemonrumurxo-ypemuueckuii cunopom; IBC — duccemurupoganHoe Hympucocyoucmoe ceep-
moteanue; UTIT — ummynnas mpomboyumonernus; JIJATI — rakmamoeeudpocenasa; JIUTII — nexapcmeennas ummynHas mpomboyumonerus, [1B — npo-

mpomounosoe epems; COD — ckopocms ocedanus spumpoyumos; TTII — mpombomuueckas mpomooyumoneHu1eckas nypnypa

Fig. 1. Algorithm of diagnostics based on peripheral blood smear.
Abbreviations: aPTT — activated partial thromboplastin time, HCV — hepatitis C virus, HIV — human immunodeficiency virus, HIT — heparin-induced thrombocytopenia,
HUS — hemolitic-uremic syndrome, DIS — disseminated intravascular coagulation, I'TP — immune thrombocytopenia, LHD — lactate dehydrogenase, DITP — drug-
induced immune thrombocytopenia, PT — prothrombin time, ESR — erythrocyte sedimentation rate, TTP — thrombotic thrombocytopenic purpura
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HO IIpY 3TOM HMKOTIIA He ObIBAeT eMMHCTBEHHOI HAXOMKOIA.
HeobOxomMo o0paTuTh BHMMaHWE Ha HecelMbUIecKue
OTKJIOHEHUSI OT HOPMBI B JieiikoopmyJie (Harpumep, Heli-
Tpodmys, TMMOOLIUTO3, JICHKONECHUS 1 1Ip.), KOTOPBIE ac-
COLIMUPYIOTCSI C TPOMOOIIUTOIIEHUEH M BCTPEYarOTCS
IIPY MHOTHX COCTOSTHUSIX. Hammame rummocerMeHTpOBaHHBIX
HetitpodmoB (I1enprepoBckast aHOMaIMS) JaeT OCHOBAHIE
3aro0I03pUTh MUEJIOAUCIUIACTUYECKII CUHIPOM, HaINJMe
TEMHBIX TPYOBIX TpaHyJT (TOKCHYECKast 3epHUCTOCTD) B HEli-
TpodUIax — CerCUC, aTUITMYHBIX JIMM(POLIUTOB — BUPYCHYIO
nHbeKImo. Hammane neiikormTapHbIX BKIIIOYSHMI (TeTblia
Heme) M OONBIIOTO KOJMYECTBA KPYITHBIX TPOMOOLIUTOB
JTOJDKHO TTOCITYKMTh OCHOBAaHMEM JIJIST TIATEJILHOTO HCCITe-
JIOBaHUS, YTOOBI UCKTIOUNTE MYH9-3aBrcHMyTO BpOKIEH-
HyIo MakpoTpoMmobouuTorneHuio [20].

DparMeHTbI PUTPOLIMTOB B Ma3Kax TeprepruuecKoit
KPOBH (IITM301IMTHI) YKA3bIBAIOT HA TPOMOOTUUECKYIO MUKPO-
aHTHONATHUIO (TPOMOOTHYECKAsT TPOMOOIIMTOIIEHIYECKAST
IypIypa / TeMOJUTUKO-YPEMUIECKUIA CUHAPOM) WM CHH-
JIPOM THCCEMUHUPOBAHHOTO BHYTPUCOCYIMCTOTO CBEPThIBA-
HMs (Koarynonartust motpedneHusi). CoueTaHre TPOMOOII-
TOMEHNHM ¢ MMKPOCHEPOIIMTO30M IIPEAIIoiaraeT CUHIPOM
DBaHca, MOXeT HaOMoAaThCsT M TIPU TPOMOOTUYIECKUX MU~
KPOAHTMOIATHSIX. MaKpOIMTO3 ¥ TUIePCETMEHTUPOBAHHOCTD
HEUTPOMWUIIOB TIPE/IToaraeT HeI0CTATOYHOCTh BUTaMKHa B ,
WM (HOJIMEBOM KMCIIOThI, HATMINE TAaKPUOITUTOB — MUEIIO-
Gubpos. Anpoconepxalliie S3pUTPOLIUTHI KOCBEHHO YKa3bl-
BalOT HAa FeMOJINTUYECKYIO aHEMUIO 1 MUeJIO(HOpOo3, a 0OHA-
PY;XeHUE BHYTPUKIICTOYHBIX ITApa3sUTOB (HAIIPUMEp, IIPU
MaJISIpUN) CBUIETEIBCTBYET 00 MH(MDEKITUN.

B 3aBCMMOCTH OT KIIMHUYECKOM KapTUHBI Y U3MEHE-
HUI B Ma3Ke TieprudepruiecKoii KpoBY ITPU TPOMOOLIUTOITE-
Hu 1uddepeHINaTbHO-IMarHOCTUYECKOe 3HaYeHNE Me-
0T CJICAYIOIIME PyTUHHBIC METOIBI MccenoBaHus [ 14—19].

Buoxumuueckuii anaauz Kpoeu ¢ ompencieHHEM BCEX
OCHOBHBIX ITAPaMETPOB IUTST OLICHKH COCTOSTHUSI BHYTPEHHUX
OpPraHOB U BBISIBJICHUST COITYTCTBYIOIIEH MaTOJIOTUHM KPOBHU
(o011t 6e10K, acrmapTaTaMuHOTpaHcdepas3a, aTaHMHAMK-
HoTpaHcdepasza, OUIMpyOrH O0IIMIA U ero (hpaKIuu, Kpea-
TUHWH, MOYEBHMHA, IeIouHast hocdaraza, raMma-Iitora-
MIUITPAHCIIENITUIA3a, JIAKTATACTUAPOTeHA3a, TII0K034).

Koazyaoepamma (aKTUBUPOBAHHOE YaCTUIHOE TPOM-
0OIUIaCTUHOBOE BpeMsl, IPOTPOMOMHOBBIA MHAEKC,
TpOMOMHOBOE BpeMsl, ¢pubpuHoreH, aHTutpoMouH III,
GuObpUHOMUTUYECKAST aKTUBHOCTb, PacTBOPHUMBIE (hu-
OpUH-MOHOMEPHbIE KOMILIEKCHI, JI-nuMep, akTUBHOCTb
npoterHa C), arperauus TPOMOOIIUTOB C aJeHO3WH-
nudocdaTom, KoutareHoM, pUCTOMUIIMHOM U aJpeHa-
JIMHOM UISI OUEHKM (YHKIMOHAIBHOIO COCTOSTHUS
CBEPTHIBAIOIIEH CUCTEMBI K TPOMOOIIMTOB.

Koaunecmeennorii ummynoxumuveckuii anaius Kpoeu
IIJIST TMaTHOCTUKY TIEPBUIHBIX WA TIPUOOPETEHHBIX M-
MYHOAE(UIIUTHBIX 3a00JIeBAaHUI W COCTOSTHUIA, TIPU KO-
TOPBIX MOXXET U3MEHUTLCS TAKTUKA JICUCHUS.

Ilumoaoeuueckoe u eucmoaocuueckoe ucciedoeanue
KOCHMHO020 M032a 00SI3aTEJIBHO JUIST UCKITIOUCHUST OCTPHIX
JIEFK030B, TNMGonpoar@epaTuBHBIX 3a00JIeBAHUI, M-

enoaucruiactuueckoro cunapoma (MIAC) u amnactuye-
CKOI aHEMMHU, METACTA30B OITyXOJIEM B KOCTHBIA MO3T U JIp.
Hnst UTII xapakTepHO IIOBBILLIEHHOE WM HOPMaJlbHOE
KOJIMYECTBO METaKapHOIIMTOB, UX HOPMAaJIbHbIC WJIM TH-
raHTckue (hopMbl 06e3 Mopdoornueckx anoManumii. [Tpo-
BeIICHNE TPETIaHOOMOIICUY ITOKA3aHO ITPU PEIIUIUBUPYIO-
mmx 1 pe3nucTeHTHBIX (hopMmax UTTI, y maumeHTOB cTapiie
60 JjieT, Mpy MajioM YKCJIe MEraKapyuOLIMTOB B MUEIOIPaM-
Me, TTIOMO3PEHUN Ha BTOPUYHBII TeHE3 TPOMOOIIUTOTICHUM.

Bupycoaoeuueckue uccaedosanus HeOOXOTUMBI IS
UCKJIIOUeHUs1 3a00JieBaHUI BUPYCHOM MPUPOABI, IPOTE-
KalIINX ¢ TPOMOOIIUTONEHHUE. DTO HCCICTOBAHUS
Ha BUY, antutena K supycam rernatuta B u C, nuarHo-
CTUYECKMIT MOHMTOPHUHT ceMeiicTBa repriec-supycos (IgM
n IgG). C uenblo onpeaeneHust BAPYCHOM HArpy3Ku IIpo-
BOJIMTCS UCCJIENOBAHUE METOJIOM MOJMMEPA3HOM LIETTHOMU
peakiny B pexKUME peaJTbHOTO BpEMEHHU.

Huarnocrtuka Helicobacter pylori y 60JIbHBIX C TaCTpH-
TaMH W SI3BEHHOI OO0JIE3HBIO XeJlyaKa M IBEHAIIlaTH-
NEePCTHOU KMUIIIKU.

Ilpamas npooa Kymoca ipoBomutcst y OOJIBHBIX C aHe-
MUEU 1 PETUKYJIOLUTO30M U1 UICKJIIOYEHMST ayTOUMMYHHOM
TreMOJIUTUYECKOM aHeMuH U cruHapoma PDuiepa—DBaHca).

Mapxkepst mpom6oguauu OIpeaCIISIIOT IIPU OTSITOIICH-
HOM TpPOMOOTHYECKOM aHaMHE3e, HaJIMYMM arperaTton
TPOMOOLIMTOB B Ma3kKe KpPOBU, HOPMAJbHOI arperauuu
TPOMOOLIMTOB MpPU IN1yOOKOU TPOMOOLIUTONIEHN M.

Cneyutuyeckue mpomGouumaccoyuupoBaHHbie aHmumena
*  BbicOKMIA TUTP TPOMOOLIMTACCOLIMMPOBAHHBIX
aHTUTEN K IIMKOIPOTEMHAM MeMOpaHbl TPOMOO-
LIMTOB SIBJISICTCS JOTIOJTHUTEJILHBIM TTOKa3aTesIeM,
YKa3bIBAaIOIIM Ha UMMYHHBIN reHe3 TPOMOOIIN-
TOIICHWH, a TIOBBIIIICHNE INIMKOKAIUIIMHA — T10-
KazaTesleM pa3pylieHHsI TPOMOOLIMTOB. AHAIU3
Ha aHTUTPOMOOIIMTapHBIC AHTUTEJIA HE XapaKTe-
pU3yeTCsT BBICOKOI YyBCTBUTEILHOCTBIO, XOTS €TO
cneunduyHocTh gocruraer 90 % [21, 22].
*  BonmuaHOUYHBIN aHTUKOATY/ISTHT, aHTHYKJICApHBIC aH-
TUTENIA, aHTUTEeNIa K HATUBHOW (IBYCIIMPaTbHOI)
HHK, antutena x xapmuomumuHam (IgM u IgG)
1 aHTUTeNA K B-2-mmkonporenny 1 (IgM u IgG) mo-
3BOJISIIOT 3a110103puTh 1 otBepruyTh CKB 1 ADC.
*  AHTUTHTENA K TUPEOMTHOM TIEPOKCHIA3e CIIyKaT Te-
CTOM JJIs1 UICKITIOUCHMSI ay TOMMMYHHOTO THPEOMINTA.
Yavmpaseykoeoe uccaedosanue uau KoMHnoIOMEPHYIO
momoepaguro (K1) opeanoe Gpromnoil nosocmu u 3a6pro-
WUHHO20 npocmpancmea, pewmeernozpaguro uau KT opeanoe
2pyOHoll KaemKu HA3HAYAIOT JUISI MCKITIOUEHUS IPYTUX
3aboneBaHuil (IuMbONpoIudepaTUBHBIX, OITyXOJei
U 1Op.), IPOTEeKaIINX ¢ TpoMOomuToIreHuei. pyrue
obcnenoBaHus (330(aroracTpoayoIeHOCKOIS, MAMMO-
rpacust, KOJOHOCKOIIUS U Ap.) TIPOBOIST ISl UCKITIOUE-
HUSI OHKOJIOTUYECKUX 3a00JIeBaHUA.
Iexp uccaenoBannst — OlLIEHKA Pe3yIBTaTOB IIPUMEHE-
HUSI MPOTOKOJIa [ depeHINATbHON TUarTHOCTUKY TPOM-
OOLIUTOIIEHUI B KIMHUYECKOI MpaKTUKE.
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Mamepuanbl u Memopbl
B Hacrogiee nccienoBanue BkiaodeH 301 manmeHr,
BIEPBBIC OOPATUBIINIACS B HAYIHO-KIMHUIECKOE OTIeIe-
HUe ctaHgapTu3anuu MetogoB Tepanmuu GI'BY «lemaro-
JIOTUYECKUIA HaydHBI LIeHTp» Mun3apasa Poccun 3a ne-
puon ¢ suBaps 2014 mo centsa6pr 2016 . (32 Mmec)
C TPOMOOLIMTOIICHNE HEYTOUYHEHHOTO reHes3a (n = 183)
u ¢ MHorosieTHUM aHamHe3oM UTII (n = 118).
st nupdbepeHmanbHOM TMarHOCTUKY TTPUMEHSITN
pacIIMpeHHBI MPOTOKOJ OOCIIeNOBaHMUs ITallMEHTOB
C CUMITTOMOM TPOMOOILIMTOIICHUH, TIPEACTABJICHHBIN B Ha-
CTOSIIIIEH CTaThe M OCHOBAaHHBIN Ha HallmoHaIbHBIX KITH-
HUYECKUX PEKOMEHIALMSIX 10 TMATHOCTUKE W JICYCHUIO
WUTII B3pocabix ot 2014 1. [23]. IuarHo3z UTII ycranas-
JINBAJIM Ha OCHOBAHUM CJICAYIOIINX KPUTEPHECB:
*  M30JMpPOBaHHASI TPOMOOLIMTONEHMUS MEHEe
100,0 x 10°/11 KaK MUHUMYM B 2 aHaJIM3axX KPOBU;
*  OTCYTCTBHE MOP(HOIOTUYECKUX U (DYHKIIMOHAIb-
HBIX aHOMAaJIUil TPOMOOIINTOB;
*  OTCYTCTBME IAaTOJOTHUM JUMQOIINTOB, IPaHyI0-
LIUTOB ¥ SPUTPOIIUTOB;
*  HOpMaJIbHBIC TTOKA3aTe/IM TeMOTJIOOMHA, SPUTPO-
LIMTOB ¥ PETUKYJIOLIUTOB, €CJIU HE OBLIO CYIIECT-
BE€HHOI KpOBOIIOTEPU,
*  MOBBIIICHHOE WJIM HOPMAaJIbHOE KOJIMYECTBO MeE-
rakapuoIMTOB B MUEJIOIPAMME;
*  HOpPMaJIbHBIE pa3Mephl CEJIe3CHKM;
*  OTCYTCTBHE JAPYTUX MATOJOTUICCKUX COCTOSHUIA,
BBI3BIBAIOIINX TPOMOOILIMTOIICHUIO;

*  HaJW4YME aHTUTPOMOOIIMTAPHBIX AHTUTE B BBICO-
KOM TUTpe (HOpMaJTbHBIN TUTP He nckmovan UTII).
Xapakrepucruka nanueHToB. bonbHbie (N = 301)
OBLIN TTOIpa3aeaeHbI Ha 2 TPYIILL: 183 marmeHTa ¢ TpoM-
OoruTOoNneHNEe HEeYTOUYHEHHOTO TeHe3a (1-s1 rpyrma) u 118
nauueHToB ¢ peuuauBom UTII ¢ uenblo onpeneaeHust
TaKTUKM JaJTbHEUIIel Tepanuu (2-s rpyIiia).

MeauaHa Bo3pacTa NalMeHTOB B 00euX IpyIlax co-
craBuia 36 yier (18—83 roma).

B 1-ii rpymniie cOOTHOIICHUE MY>KYMHBI/>KEHIITMHBI
cocraBwio 1 : 2. [lo aHaMHeCTUIeCKIM JaHHBIM CHIXKE-
HHE KOJIMYECTBA TPOMOOIIMTOB B MeprepruIecKOoil KpOBU
Ha0JII01aI0Ch B repuo oT 1 10 96 Mec, B cpeaHeM 36 mec.

Bo 2-i1 rpyrmime COOTHOIIEHHWE MY>KUMHBI/KEHIITHBI
coctaBuwio 1 : 4. CpenHsis JUIMTETbHOCTh 3a00JI€BaHUS
108 (3—552) mec. Bee matieHTHI 2-11 TPYIIITHI 10 OOpaIieHIsI
B 'HLI mo moBomy U TTI momyyanu tepammio 1—3-it TMHUIA.
VY 17 (14 %) nanueHToB 3a60JeBaHUEe Je0I0TUPOBAJIO B IET-
CKOM M TTIOIPOCTKOBOM Bo3pacte (<18 JieT), ocTaabHBIM (N =
101, v 86 %) nuarHo3 ObL1 yCTaHOBJIEH B Bo3pacte > 18 jieT.

Yucao TpoMOOIIMTOB B TeMOrpaMMe TIpY ITIepBUIHOM
obpameHun B 'HILI y nanieHTOB 00€MX TPyIIN MpeacTaB-
jeHo B Tabiu. 1. B 1-it rpymnne mnpeoGiagaiyd MmalydeHTbI
¢ ypoBHeM TpoMmbouLuToB 6ojee 50 x 10°/1 — 87 % cnyua-
eB. Bo 2-i1 rpynne cpeau nanuenToB ¢ UTII B mogaBiis-
foieM OosblIMHCTBe ciaydaeB (94 %) HaGiaiomanoch
CHIDXEHHE YPOBHS TPOMOOIIMTOB HIDKE OE30I1aCHOTO
(<50 x 10°/1) ¢ reMopparu4eCKUM CUHAPOMOM pPa3HOM
cTerneHu BhIpakeHHOCTU. Cpeu ManneHToB 1-if rpynimel

Tabmuua 1. Pacnpedenenue nayuenmos 6 uccaedyemvix epynnax no KoAu4ecmsy mpomooyumos

Table 1. Distribution of patients in the studied groups by number of platelets

Yucao nauuentos, n (%)

Ipynna
<50 x 10%x (50-100) x 10°/a >100 x 10°/n CymmapHo
ll_s? 23 (13) 123 (67) 37 (20) 183 (100)
o 111 (94) 7(6 %) 0 (0) 118 (100)
Ta6muna 2. Pacnpedenenue nayuenmos 6 uccaedyemvix epynnax no Cmenenu pa3gumusi 2eMoppauecKoeo CUHopoma
Table 2. Distribution of patients in the studied groups by hemorrhagic syndrome severity grade
Yuc10 nanuenTos, n (%)
Ipymna
0 crenenn I crenenn II crenenn II-IV cremenn CymmapHo
]l;ﬂ 92 (50) 61 (33) 30 (17) 0 (0) 183 (100)
21 14 (12) 79 (67) 23 (19) 2(2) 118 (100)

2nd
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reMOpparn4ecKuii CMHIAPOM VY ITIOJIOBMHBI IAIIMEHTOB

(50 %) orcyrcTBOBal Aaxe MPU YPOBHE TPOMOOLIMTOB

Menee 50 x 10°/n. [ToBogom Uit obGpallleHust UX K remMa-
TOJIOTY ObIJIa CJIy4aiiHO BBISIBIEHHAS] TPOMOOILIMTOIIEHNUS,
TOrJa Kak BO 2-# TPYIINE B ITOAABISIONIEM OOJIBIINHCTBE

(88 %) — remopparu4eckuii CMHIPOM: TeMOpparuy Ha KO-

K€ W CJIMBUCTBIX, B 2 % cilydaeB — KU3HEYTPOXAIOIINe
KPOBOTEUEHUS (MATOUHOE U XKEJIYTOTHO-KHUIIIETHOE).

P ACIIPEACJICHUE TMTalIMCHTOB I10 CTECIICHU BBIPA>KECHHO-

CTH TeMOPParnyecKoro CMHApoOMa B 00enx IpyIinax rmpej-
CTaBJIEHO B TA0JI. 2.

Pesynbmambi

Bce mauueHTsl 06enx rpymn Mpoxoaujiu 00cienoBa-
HHE COTVIACHO PaCIIMPEHHOMY IIPOTOKOJTY, IIPeACTaBICH-
HoMy B HalmoHagbHBIX KIMHUYECKUX PEKOMEHIAIINSIX
no nuarHoctuke u jgeyeHuto UTII y B3pocibix, pazpado-

TaHHOMY B 2014 1.

Ha ocHoBaHuu pe3yabTraToB oOcienoBaHusi B 1-it
rpymrme y 88 (48 %) naLueHToB ObLI YCTAHOBJIEH AMArHO3
WTII, a B 95 (52 %) ciny4asix uMena MeCTO BTOPUYHAsI

TPOMOOIIUTOIICHUS Pa3IMIHOIO TeHe3a.

HauGosee yactoit mpuynHOM BTOPUYHON TPOMOOIIU -
TOIICHUH SIBJISIICSI CHHIPOM TOBBIIIIEHHOTO TTOTPEOICHMS

MoTpebnenus / Consumption
lecTaumoHHasn / Gestational
Bupyc-accounnpoBanHas / Virus-associated
3[0TA-accoummnpoBaHHas / EDTA-associated
JNlekapctBeHHas / Drug-induced

BupycHbi renatut C/ Hepatitis C virus
AOC/ APS

JIN3/LPDs

BNY / HIV

Uunppo3s neyenn / Cirrhosis of the liver

CKB /SLE

MAC / MDS

OT/AL 1,0%

Cknepopepmusa / Scleroderma

0,5 %

AyTOUMMYHHbI Tupeonaut / Autoimmune thyroiditis 0,5%

C TPOMOOTEHHBIMU OCITOXHEHUAMK — Y 16 (9 %) manmeH-
ToB. Cpenu HuUX y 14 (8 %) — Ha doHe KapAuoBacKyJisip-
HOIi IIATOJIOTUHU U AuadeTndeckoi anruonatuu — 2 (1 %)
namueHTa. AyToMMMYHHBIE 3a00J1eBaHUsI, ITPOTEeKAIOIINe
C U30JIMPOBAHHOI TPOMOOLIMTONIEHUEM, TMAarHOCTUPOBA-
Hbl y 13 (7 %) mauuentoB, u3 Hux CKB —y 4 (2 %),
ADC — y 7 (4 %), ayTOUMMYHHBIII TUPEOUOIUT —
y 10,5 %), ckneponepmus —y 1 (0,5 %). Bupycaccoru-
MpoBaHHasi TpoMOoLUTOTIeHUsT BbisiBIeHA B 12 (7 %)
CiIyvasix , JeKapCTBEHHO-UHIYLIMPOBAaHHASI TPOMOOLIMTO-
neHust — y 8 (4 %) mainuMeHToB ¢ KapIuoJOTHIeCKUMU
3a00JIeBaHUSIMU, HAXOISILMXCS HA JJIMTSIbHOM JICYCHUMN
AHTUKOATY/ISIHTAMU, KAPAMOTPOIIHBIMU ¥ TUITOTEH3UBHbI -
MM JIEKapCTBEHHBIMU IpernapaTamu, B 7 (4 %) ciydasix
BbIsIBJIeH BUpycHbIi renatut C, B4 (2 %) ciyvasix — Lup-
P03 IeYeH! HEBUPYCHOI atnojioruu, B 4 (2 %) — obHapy-
xkeHa BUU-undexuus. B4 (2 %) cinyyasx 1uMdonpoim-
(epatuBHOe 3aboneBaHue, B 2 (1 %) oCTpblid JIeiiKO3
u B3 (2 %) canydasx MJIC neGroTHpoBaIn C TPOMOOLIMTO-
neuuu. Y 14 (8 %) XeHI1uH, y KOTOPbIX TPOMOOLIUTOIIE -
Hus ObuU1a BeisiBiieHa Bo Bpems II—III tpumectpa Gepe-
MEHHOCTU, ObUI YCTaHOBJIEH IMAarHo3 reCTalMOHHOM
TpoMOoLuTOneHUur. BocctaHoBAEHME YPOBHS TPOMOOLIM-
TOB II0CJI€ POAOB OKOHYATEJIbHO ITOATBEPAMIIO AMATHO3

9,0%
8,0 %
7,0%
4,0 %
4,0 %
4,0 %
4,0 %
2,0%
2,0%
2,0%
2,0%
2,0%

Puc. 2. Pacnpedenerue no Ho30102usm cpedu nayueHmos co MopuHHol mpomooyumoneHue.
Coxpamenus: APC — anmugpocgoaunuonwiii cundpom, BUY — eupyc ummynodepuyuma uenrosexa, JIN3 — aumepponpoaugepamusnoe 3abonresanue, MJAC —
muenoducnaacmuyeckuii cunopom, OJ — ocmpetii neiikoz, CKB — cucmemnas kpacrnas eoauanka, 31 TA — smusenouamunmempaykcychas Kucioma

Fig. 2. Distribution of patients with secondary thrombocytopenia by nosologies.

Abbreviations: AL — acute leukemia, APS — antiphospholipid syndrome, EDTA — ethylenediaminetetraacetic acid, HIV — human immunodeficiency virus,
LPDs — lymphoproliferative disorders, MDS — myelodysplastic syndrome, SLE — systemic lupus erythematosus
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TOpUYHble /
Secondary
15 %

BropuuHble /
Secondary
52 %

Puc. 3. IIpoyenmroe coomnouierue nayueHmos no 8MOPUUHbIM U NePEUHHOL
ummynnoil (UTI) mpomboyumonenusm 6 ucciedyemvix epynnax

Fig. 3. Percentage of patients with immune (ITP) and secondary
thrombocytopenias in the studied groups

BoO Beex cirydasnx. DI TA-accounmpoBaHHasI JIOKHAsSI TPOM-
OoLMTOIeHYsI BbIsiBJIeHa Y 8 (4 %) MallMeHTOB, Y KOTOPBIX
IIPY MOJCYETE YPOBHS TPOMOOIIUTOB 110 MeTomy DoHno
B TeMorpaMMe HaOII0maloch HOPMAaJbHOE KOJUYECTBO
TpoMboLmToB (>150 x 10°/11), uTO Camo 1o cebe oIpoBep-
raJio IMarHo3 TPOMOOLIMTOIICHU M.

PacmipeneneHue mandeHTOB IO HO30JOTUSIM Cpeau
MNalMeHTOB CO BTOPUYHOI TPOMOOLIMTOIIEHUEH MIpeIcTaB-
JIEHO Ha puc. 2.

Bropyto rpynmy coctaBuiu 118 manueHToOB, UMe-
omue aiuTenabHbiit aHamHe3d WMTII u monyuaBiiue
cnenuUUIeCcKyro TEPauIo 110 ITOBOIY TPOMOOIIUTOIIE-
Huu no obpamenusg B THI. Cpenn Hux paHee ycra-
HoBaeHHbIN nuarHo3 UTII 6611 moarBepxkaeH B 100
(85 %) cnyuasx, a'y 18 (15 %) maumeHTOB AMArHo3
WTII 6pu1 M3MEHEH Ha APYTYIO HO30JIOTHIO B PE3YJIb-
TaTe MPOBEACHHOI0 0OCIeIOBAHMS 10 PACIITUPECHHOMY
IIPOTOKOJTY.

IMokazanusimu K nepecmotpy auarHosa UTII ¢ uenbio
TOKCKA UHOM MPUYHUHBI TPOMOOLIMTOIIEHUY SIBUJIMCH PaH-
HUI PELNUINB, PE3UCTEHTHOCTD K ITTIOKOKOPTUKOCTEPOU-
mam (I'KC), Hamnume reMopparmyeckoro CHHIpoOMa
npu 0e30MacHOM YPOBHE TPOMOOLIUTOB, TPOMOO3BI
B aHaMHe3e, OTCYTCTBHE 3(PdeKTa OT CIUIEHIKTOMUM.
I1pu moBTOPHOM 00CIIETOBAHNM Y 4 TTALIMEHTOB BBISIBJICH
ADC, y4 — MIC, y 2 — CKB. B ge6iore 3aboeBaHus
Yy HAX UMejIa MECTO M30JMPOBaHHAS TPOMOOIIUTOIICHMS
C TeMOpparudecKuM CHHAPOMOM, B CBSI3U C UeM BCE TTallM-
EHTBI MOJTYyYaJIN TePaIuIo MPEAHU30JI0HOM, a 3 MaleHTa
B Bo3pacte 20, 22 1 25 J1eT ¢ IMarHo30M PeLUUINBUPYIOLIEi
WUTIT neunnuch I'KC HeomHOKpaTHO M JJIUTENILHO.
ITo anaMHeCTHUECKUM TaHHBIM Y 3TUX OOJIBHBIX C IETCKO-
To BO3pacTa OTMEUAIMCh XPOHMYECKHE YaCTO PeIIUINBH-
pywoIie WHQPEKIIMOHHbIe 3a00jieBaHMS (ITHEBMOHMUS,
OpOHXUT, TaliMOpuUT, OTUT). [Ipr UMMMYHOXUMHUUYECKOM
aHaIM3e CHIBOPOTKY KPOBU Y 2 IMAIIMEHTOB BBISIBICH IIEP-
BUYHBI UMMYHOIEC(UIIUT (CeIEKTUBHBIN meduiut IgA),
y 1 marmenTa ruriep-IgM-cunapom. B atux caygasx UTTT
pa3BUJIACh BCJICACTBUE BPOXKICHHON TUCPETYIISILIMU UM-
MYHHOI cUCTeMBI. Y 2 TTaiiieHTOB B Bo3pacte 40 u 44 nerT,
Habmoaasiuxcs ¢ guarHo3oM WTII, BeisiBaeHa Hacien-
CTBEHHasI TaTOJIOTHS — aHOMasT Masi—XerrinHa (6a3o-
(ubHBIE BKIIIOYEHMSI B HelTpoduiiax, oOHapyXeHUe

BropuuHble TpomboumnTonenun / Secondary thrombocytopenias
Wt/ ITP

49 %
45 %

38 %
33%33%

25%
23 %

19% 18 %
15%

Jlo 30 net/ 31-40 net/ 41-50 net / 51-60 net /
Younger than 31-40 years 41-50 years 51-60 years
30years old old old old

Crapuue 60 net /
Older than 60 years

Puc. 4. Pacnpedenenue nayuenmos no 603pacmHoiym epynnam npu 6moput-
HbIX U uMmyHHoI hepeuyroil (U TIT) mpomboyumonenusx

Fig. 4. Distribution of patients with secondary and immune (ITP)
thrombocytopenias by age

TTOTIOTHUTEILHBIX XOP/I B CepIle, XapaKTepHBIX [UIS TaH-
HOI1 maTojorun) u TpoMbacteHus [ltaHIMaHa.

Takum oGpazoMm, B 1-ii rpyIre cpeau MalUMEeHTOB,
BIIEPBBIC 0OPATUBIINXCS K TEeMATOJIOTY I10 TTOBOIY TPOM-
OOLIMTONEHUU HEYTOUHEHHOro reHesa, auarHo3d MTII
YCTAHOBJIEH TOJbKO y 88 (48 %) mauueHTOB, a y 95
(52 %) TpombOoLUTONEHUSI OblIa CUMIITOMOM ApPYroi
narosiornu. CooTtHouenue yucia mnauueHTos ¢ UTII
K YMCITY OOJbHBIX TPOMOOIIMTOIICHUE BTOPUYHOIO Te-
Hesa cocTaBwio 1 : 1.

IIpoueHTHOE cooTHoOleHWe mNanueHToB mo MTII
1 BTOPUYHBIM TPOMOOLIMTOIICHMSIM B KaXKIOH TpyIIie
MpecTaBIeHo Ha puc. 3.

CormnocrasiieHe yucia maunueHTos ¢ guaraosom UTTT
U CO BTOPUIHBIMU TPOMOOIIUTOIICHUSIMHU 10 BO3PACTHBIM
rpyrmnaM (puc. 4) mokasajo, 4To BTOpUYHAsT TPOMOOLIM -
TOIIEHUSI, B OCOOCHHOCTH Ha (hOHE OHKOTEeMAaTOJIOTHUYEC-
CKUX 3a00JIeBaHUIA, B 2 pa3a Jalle BCTpeuaeTcs y ImareH-
ToB ctapiie 60 et (38 % nipotus 19 %).

3akniouenue

PazHooOpasue reMaTosiornyeckux U HEreMaToJ0ru-
yecKMX 3a00JIeBaHUM, TIPOTEKALIUX C TPOMOOLIUTOIIE-
HHUEW B TeMorpamMMe, IIPeICTaBIeHHOE B HACTOSIIIEM HC-
crnenoBaHny, BkouwBiieM 301 TmanmeHTa, yKa3bIBaeT
Ha TO, YTO CUMIITOM M30JIMPOBAHHON TPOMOOIIMTOIICHUHN
He Bcerja paBHO3Ha4yeH auarHosy neppuuHoit MTII.

Hwu3zkuit ypoBeHb TPOMOOLIUTOB MOXET SIBJISIThCSI pe-
3yJIbTAaTOM LIEJIOr0 psila COCTOSIHUI U OBbITH OOYCIOBJIECH
MHOKECTBOM PA3IMYHBIX ITATOTCHETUUECKNX MEXaHN3MOB.
PanHee ycTaHOB/IEHHE ITPUUYMHBI TPOMOOLIUTOIIEHUH 3a-
YacTYIO SIBJISIETCS PEILaOIMM B BHIOOPE TAKTUKU U TIOCTH-
XKEHUU ycrexa JiedeHusd nauueHrta. [Ipumepamu Moryt
OBITh OCTpHIit eiiko3, MJIC, ADC unmm TpoMOOTHYECKasT
MHMKPOAHTHOMATHSI, KOTJa COOTBETCTBYIOIIYIO TEPaITUIO
HEoOXOAMMO Ha3HAUYMTh He3aMeIJIUTEIbHO.
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[lepBoHauaTbHBI MOAXOA K AMATHOCTUKE IPUIMH
TPOMOOITUTOIIEHUM OCHOBBIBACTCS HA aHAMHE3¢ IMallMeHTa
(ero (hOHOBBIX 3a007I€BAaHUSX U TIPEIIIECTBYIOIICH MeIKa-
MEHTO3HOI TepaIn), 00beKTUBHOM (PM3MKATHHOM OCMO-
Tpe, THIATeJIbHOM M3yYeHNH Ma3Ka IieprdepruiecKoii KpoBH,
JIOTIOJTHUTEILHBIX JIA0OPATOPHBIX M MHCTPYMEHTATbHBIX
ncciaenoBanmsax. [IpoBeneHrne AMArHOCTUYECKMX TECTOB
Ha one npuema I'KC cHmkaeT nHOOPMaTUBHOCTD Pe3yJib-
TatoB. [1loaToMy npu HEOOXOAMMOCTH HEMEIJICHHOTO Ha3HAa-
YeHUSI TePAITIY ITPY TPOMOOIIUTOIICHUH Y TeMOPPArIecKOM
cuHApoMe pekoMeHayercs no HasHaueHuss [KC BagTue
aHaJIM3a KPOBU Ha JOMOJHUTEIbHBIC MMMYHOJIOTTICCKIIC
nccaenoBanus (tectsl Ha CKB, AOC u ap.). Llutonormye-
CKO€ 1 THCTOJIOTMUECKOEe MCCIIeMOBaHNE KOCTHOTO MO3ra
HEO0OXOOUMO 11 TTALIMEHTOB C TPOMOOLIMTONIEHUEN HesiC-
HOTO TeHe3a. B KIMHMIeCK1X peKOMEHIAIINSIX ITPY U301~
POBaHHOI TPOMOOITUTOIICHUH MBI TIpejIaracM IIPOBEICHIC
LIMTOJIOTMIECKOTO MCCICIOBAHUS KOCTHOTO MO3ra Ha MO-
MEHT ITOCTAaHOBKH JMArHO3a y MallMeHTOB BCEX BO3PACTOB,
TUCTOJIOTUYECKOE MCCICIOBAaHME Yy TAIMEHTOB CTaplie
60 JieT, BBUIY TOrO YTO U30JIMPOBAHHASI TPOMOOLIUTOIICHUST
MOKET BBICTYIIATh B KauecTBe repBoro nposieieHus MIC.

OO0cnegoBaHNe TAallMEHTOB IIPU TPOMOOIIUTOIICHUM
He SIBJISIETCS] OMHOKpaTHOM Tpouenypoii. [lpeacrasieH-
Hble JaHHbIE MOATBEPXKIAIOT, YTO I U depeHInaTb-
HOW AMArHOCTUKU MePBUYHOI 1 BTOPUYHOKM TPOMOOLIM-
TOIICHUM TTOBTOPHOE OOCJICIOBaHME CIICAYET IMPOBOINUTD
He ToJIbkO B nebrore, HO u npu peuuaue MTII. Ero
clleqyeT MOBTOPSATH TIPU «IIOTepe» OTBETa Ha JIeYeHUe,
MIPY HAJTUIUU PE3UCTCHTHOCTH K TePariu, TP COMHEHM-
SIX B IMATHO3€ WM IIPU TTOSIBJICHUH IIPU3HAKOB, HE XapaK-
TepHbIX Wwis mepBuuHoit UTTI (Hampumep, aHeMUM HexKe-
J1e301e(PULIMTHOTO XapaKTepa, JCHKOICHNH, YBSTMICHUN
COD, Hammuuu TpoM0OO30B M Ap.). IlammeHTH 4yacTo
He TIPOXOISAT TIIATEeJIbHOE OO0CJIeIOBaHUE Ha IIPEAMET
BTOPUYHOUW TPOMOOLIMTOIICHWM, M IIaTOTreHEeTHUYecKast
MMPUYMHA MOXKET OBITh CKpPhITa B KJIMHUYCCKON KapTHHE
U OCOOEHHOCTSIX T€UEeHUST OOJIE3HU.

J71s1 ycTaHOBICHHST UICTUHHBIX TPUYUH TPOMOOITTO-
TMEHUH HEOOXOIMMO MPOBEACHNE PACIIMPEHHOIO AUAarHO-
CTUYECKOTO IMOMCKA COTJIACHO MPOTOKOJILY, IIPEACTaBICH-
HOMY B HACTOSIIIIei1 paboTe 1 OCHOBAaHHOMY Ha MaTepHaiax
HauunoHanbHBIX KIMHUYECKUX PEeKOMEHIALMIA 10 auar-
Hoctuke u jeyeHuro UTII y B3pocibix.
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