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VIMMyHHasi TPOMOOUMTONEHNST — MPUOOPETEHHOe MMMYHOONOCPEIOBaHHOE 3a00JIeBaHNe, XapaKTepu3ykomeecs H30IMPOBAHHOI
TPaH3UTOPHOI MM mepcucTHpyomeit TpomoonuTonennein <100-10°/1. 3adoreBaeMOCTh MMMYHHOI TPOMOOIMTONEHHEN COCTAB-
nsieT 4—6,4 Ha 100 ThIC. 1€TEi B rOI.

Lean uccienoBanus. AHAIN3 Pe3yJIbTATOB JieUeHHs BliePBbIe TUATHOCTUPOBAHHOI UMMYHHOI TPOMOOIMTONEHNHN COTJIACHO KJIMHU-
yeckuM pekoMenaamusv D699, ony6aukoBanubiv Ha caiite Munsapasa Poccun.

Marepuansi 4 MeToabl. B ananu3 Bkmouens 13 nanuentos (46% nesouek, 54% manbuukos, cpeanuii Bo3pact 9,5 (4—17) roaa)
¢ MMMyHHO#1 TpomMOonTonenneii, nocrymuBumx B JIOKB Tepckoii o6aactu B 2023 r. Mndekuus npexmectsosaia B 9 (69%) ciy-
yasx, a BakuuHanus npotus kopu — B 1(8%). Cpeanmii nepuon or momenTa Hayaiaa nndexuun 11 (5—15) nueii. Crenens KpoBoTe-
yenusti: I — 4 (31%), I1 — 3 (23%), 111 — 6 (46%). I'ematypus Hadmoaanace B 3 (23%), menopparust — B 1 (8%) cayuasx. Cpemanuii
YPOBEHb TPOMOOIMTOB HA MOMEHT MOCTYyILIeHHst cocTasui 9,0 (1,0—86) - 10°/i1.

Pesynbratsl. 3a0oeBaemocTb coctaBuia 5,7 Ha 100 Teic. geTcKoro HaceieHusi. B kauecTBe 1e010Ta Tepanuu 1eKCaMeTa30H B 103€
20 mr/m?%, nuu 1-3, ucnoas3osaics B 54% ciyyaes; BHYTpuBeHHbI nMmMyHorno0yuH 1000 mr/kr, nens 1 — B 15%, npeann3oion
2 mr/kr, 21 nenb — B 8% u B 23% ciiyuaeB oCymeCTBIISIOCh JUHAMUYecKoe Ha0monenue. B 2 (17%) ciyyasx noTpedoBauch npe-
KpalleHne Tepanuu CTePONIAMHI M MEePexo HA BHYTPUBEHHBI MMMYHOIJIOOYJIMH B CBSA3M C HAPACTAHMEM IreMOPPArHYeCKOro CHH-
JIpoMa M/WJIH Pa3BUTHEM OCJIOKHEeHMii Tepanuu. YacTHYHBINA ¥ MOJHBIA OTBEeTHI JOCTUTHYTHI B 8 (62%) u 4 (31%) cayyasx coor-
BercrBeHHo. B 1 (8%) ciiyuae orBer He Mor ObITh onieHeH. Cymmapnast 3¢ eKTHBHOCTD Tepanuu nepBoii IMHUK cocTaBuia 92%.
3akmouenue. [Tpumenenue kamnnyeckux pekomenaanuii ID699 nokasano BbICOKYI0 3¢ ()eKTUBHOCTD 115 AOCTHKEHHUS EPBUYHOTO
0TBETA U MpeaynpexRIeHNs PenInBOB UMMYHHOU TPOMOOIMTONEHHH Y IeTeil.

Karoueevie caosa: demu, UMMYHHAA mpOMﬁouumoneHuﬂ, KAauHu4eckue pelcwweﬂaauuu, Jnevernue.

Ans untupoBanus: [onrononos N.C., MHauakaHsiH A.M., isaHoBa A.B., BonsiHckasi A.[l., HaxonHoBa E.A., PeikoB M.1O., 3aviueBa A.B. Pe-
3y/IbTathbl JIE4EHUS NaLUNEeHTOB C BIIEPBbIE ANarHOCTUPOBAaHHOW UMMYHHOW TPOMOOLMTONEHNEN: OrnpaBaaHo Jin C/e40BaHNe KIMHNYECKUM pe-
komeHgaumam? Poc BecTH nepuHaton v neavatp 2024; 69:(2): 72-77. DOI: 10.21508/1027-4065-2024-69-2-72-77

Immune thrombocytopenia (ITP) is an acquired immune-mediated disease characterized by isolated transient or persistent thrombo-
cytopenia < 100-10°/L. The incidence of immune thrombocytopenia is 4—6,4 per 105 children/year.

Purpose. To analyze the results of treatment newly diagnosed immune thrombocytopenia according to the clinical guidelines (ID699)
published on the website of the Ministry of Health of Russia.

Material and methods. The analysis included 13 patients (F—46%, M—54%, median age — 9.5 (4—17) years) with inmune throm-
bocytopenia admitted to the Tver Regional children hospital in 2023. A history of infection preceding the immune thrombocytopenia
was in 69% of cases and measles vaccination in 8%. The median period from the onset of infection was 11 (5—15) days. Degree
of bleeding was — 1 gr. — 4 (31%), 2 gr. — 3 (23%), 3 gr. — 6 (46%). Hematuria was observed in 3 (23%), menorrhagia in 1 (8%)
case. The mean platelet count at the time of admission was 9,0 (1.0—86)- 10°/1.

Results. The incidence was 5.7 per 105 children/year. Dexamethasone 20 mg/m2, days 1—3, was used in 54% of cases; IVIG 1000
mg/kg, day 1in 15%, prednisolone 2 mg/kg, day 21 in 8% and in 23% of cases dynamic follow-up was performed. In 2 cases (17%),
discontinuation of steroid therapy and switching to IVIG was required due to a hemorrhagic syndrome deterioration or/and compli-
cation of steroid therapy. Partial and complete responses were achieved in 8 (62%) and 4 (31%) cases respectively. In 1 (8%) case,
the response could not be evaluated. The summary efficacy of first-line therapy was 92%.

Conclusion. The clinical guidelines ID699 was highly effective in achieving a primary response and preventing recurrence of immune
thrombocytopenia in children.

Key words: children, immune thrombocytopenia, practice guideline, first-line therapy.

For citation: Dolgopolov I.S., Mnatsakanian A.M., Ivanova A.V., Volianskaya A.D., Nakhodnova E.A., Rykov M.Yu., Zaitseva A.V. Results
of treatment of patients with newly diagnosed immune thrombocytopenia: is it justified to follow clinical recommendations? Ros Vestn Perina-
tol i Pediatr 2024; 69:(2): 72-77 (in Russ). DOI: 10.21508/1027-4065-2024-69-2-72-77
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Honeononos HU.C. u coagm. Pe3ynbTaThl IeYeHMS MALMEHTOB C BIEPBble TMArHOCTMPOBAHHON MMMYHHOI TPOMOOLIMTOTIEHUEI: OTIPaBIAHO JIM CJIEI0OBAHMUE. .

HepBI/I‘{HaSI MMMYHHast TPOMOOLIMTOTIEHUs] — TTPU00-
peTeHHOE MMMYHOOIIOCpeIOBaHHOe 3aboJieBaHue,
XapaKTepu3ylllleecs] U30JUMPOBAHHOU TpaH3UTOPHOM
VTN TIEPCUCTHUPYIOIIEeH TPOMOOIIUTONIEHNE!, BEI3BAHHOM
MOBBIIIEHHBIM pa3pylIeHUEM U HapylIeHUEM BHIPAOOTKI
TpoMOoLMTOB. MIMMyHHast TpOMOOIIMTOIIEHUSI COIPO-
BOXIAETCSI pa3BUTUEM TeMOPParnyeckoro CHUHApoMma,
BBIPaKEHHOCTh KOTOPOTO, KaK MpPaBUJIO, KOPpeJIupyer
¢ ypoBHeM TpomboinTtoB B KpoBu [1—3]. IlepBuunas
UMMYHHasl TPOMOOILIMTOTIEHUSI Pa3BUBAETCSI BCIEACTBUE
MOBBIIIIEHHON JECTPYKIIMM M OTHOCUTEJIbHOIN HeaocTa-
TOYHOCTH MPOAYKIIMU TPOMOOIIUTOB B OTCYTCTBUE TIPU-
3HaKOB BTOPMYHOI TpomOoluToreHuu. B mormoiaHeHue
K OITOCPEIOBAaHHOMY aHTUTEJIaMU pa3pylIeHUIO0 TPOM-
ooLuTOB, KOTOpoe mpu3HaHo ¢ 50-x romoB XX Beka,
HaOII0JAIOTCS OITOCPENOBAaHHBIN T-KJIeTKaMy aIlonTo3
METaKapUOLIMTOB, MHIMOUMPOBAHUE MPOAYKLIMUA TPOM-
OOLIMTOB WM pa3pylleHue TpoMOOLUTOB T-KiIeTKaMu
[2, 3]. IlepBuyHast MMMyHHass TPOMOOIIUTOIICHUS —
HauOoJiee pacrpocTpaHeHHas] TpUYMHA TPOMOOIIUTO-
MEeHUM y JeTeil, 4yacToTa pa3BUTHUsI KOTOPOIA, MO pa3HbIM
OlLleHKaM, KoJjebsercst oT 2 10 6,4 ciyuag Ha 100 ThIc.
nereii Brox [1, 4, 5].

OKOHYATEJILHOTO MMArHOCTUYECKOTO TecTa
IIJIST UMMYHHOI TPOMOOLIMTOTIEHUN HE CYIIIECTBYET; Clie-
JIOBATEeJIbHO, TIEPBUYHAST UMMYHHAsT TPOMOOIIUTOTICHUS
NIMATHOCTUPYETCS TIOC/Ie MCKIIOUYEHUST JIOObIX TPUUYMH
TPOMOOLIMTOTIEHUU, KOTOpPbIE MOTYT €€ WHUILIMUPO-
Bath [6]. UMMyHHas1 TpOMOOLIMTONIEHUST OOBIYHO MMEET
XPOHUYECKOE TeUeHNE Y B3POC/bIX, B TO BpeMsI KaK Mpu-
MmepHo y 80—90% nereit HaGmMOmaeTcsl CIIOHTAHHAsI
peMuccusi B TeUeHUE HECKOJIbKUX HeNlesb WIM MecsIieB
rnocJe Havajia 3aboneBanus [7]. Llenbio tedeHnss MMMYH-
HOI TPOMOOLMTOTIEHUN CJIYXUT TpeKpalieHue Jo0oro
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aKTUBHOTO KPOBOTEUYEHUSI C MOCTHMKEHUEM KOJUYecTBa
TPOMOOILIMTOB, CBSI3AHHOTO C aleKBAaTHBIM I'€éMOCTa30M,
a He «HOpMaJlu3alusi» UX ypoBHs B KpoBuU. OOIIEnpu-
HSITBIE TepaTNeBTUYECKUE TTOAXO0/IbI TIEPBOI TMHUU BKITIO-
YaT Tepanuio CTeporuIaMU B Pa3IMUHBIX 103aX U PEXU-
MaX Y BBeIEeHUE BHYTPUBEHHOTO MMMYHOIJIOOYJIMHA
YyeJioBeKa, KOTOpble 00eCIeuyrBaloT U3jiedeHUe He MeHee
85—-90% meaMaTpUUYECKUX TMAIllMEHTOB C WMMYHHOI
TPOMOOILIUTOTIEHHNEN B CPOK 110 6 Mec.

Cratbsasmu  DenepallbHOro 3akoHa OT 21 HOsOps
2011 1. Ne323-d3 «O6 ocHOBax OXpaHbI 310POBbS
rpaxngaH B Poccuiickoit ®enepaunun», IloctaHOB-
neuvem [IpaButenbctBa  Poccumiickoit  Demepannu
or 17 Hog6pa 2021 r. Nel968 w apyrumu 3aKoHoOAA-
TeJbHBIMU aKTaMUW OMNpEeAeSeH TMOPSIIOK HaluCaHUs,
VTBEPKIEHUST U BHEAPEHUSI B TPAKTUKY KIMHUYECKUX
pEeKOMEHJALIMI TI0 MUAaTHOCTUKE U JICUCHUIO pas3yind-
HbIX Ho3oJstoruii [8, 9]. C 1 auBapst 2023 r. Mbl BHEIPUIU
B CBOIO MPAKTUKY KJIMHUYECKHUE PEKOMEHIALINH T10 Jieye-
HUI0 UMMYHHOI TpoMbGormuToneHun D699, onmy6iuko-
BaHHbIe Ha caiiTe MuH3zapaBa Poccum B cOOTBETCTBUU
C JeWCTBYIOIIMM 3aKOHomaTeabcTBOM [4]. B pamkax
HacTosIeil paboThl MBI TTPOAHATU3UPOBAIN PE3YIbTAT
MPUMEHEHUST KTUHUYECKNUX PEKOMEHIAIINI [1JTST JISYEHUST
MEepBUYHOM BIEpBbIe NTMATHOCTUPOBAHHOW WMMMYHHOIM
TpoMOoIIUTOTIeHUH B TBEpPCKOIi 001aCTH y ASTEHA.

XapakTtepucTuka geteii u MeToAbl UCCeaoBaHUS

B anamu3 BkimodeHsl 13 manmeHTOoB (46% neBoYeK,
54% WMallbuvKOB) C BIIepBble TUATHOCTUPOBAHHOW Iep-
BUYHON WMMYHHOW TpPOMOOLMTOIEHUEH, TTOCTYITUB-
mmx B JIOKDB Tsepckoii obnactu 3a iepuon ¢ 01.01.2023
no 17.12.2023 r. CpenHuii Bo3pacT MallM€HTOB COCTa-
Bua 9,5 (4—17) roma. CpenHuit ypoBeHb TPOMOOIIMTOB
Ha MOMEHT rocrtyruieHust gocturan 17 (1,0—86)-10°/m.
WHudekunst mpeaiiecTBoBajia MMMYHHOM  TpoMOOLIM-
tonieHUn B 9 (69%) ciyuasix, a BaKIMHALWs TPOTUB
kopu — B 1 (8%). CpenHuit mepron oT MOMEHTa Hadaja
nHpexkimu cocrabui 11 (5—15) nHeit. Bo Bcex cimyvasix,
KpOMe OIHOTO, UMMYHHOM TPOMOOILIUTONIEHU TIpe/Ie-
CcTBOBajia BUpycHasi MH(eKIMs. Bece maimeHTsl ¢ ocTpoit
pecnpaTOpHOI BUPYCHOIN MH(MeKIMen MoayJyaad Tepa-
MU0 HECTEPOUTHBIMU TIPOTUBOBOCITATUTETLHBIMY TIpe-
naparaMu 1Mo TpeboBaHulo. B omHOM ciyyae y mauueHTa
HabJroganach He3HAUMTeIbHAsE MHMUIMPOBaHHAs ITOTep-
TOCTb Ha KUBOTE C YBEJTMUEHUEM PETMOHAPHOTO ITAaXOBOTO
ymMmdarndeckoro ysna. CpemHUil YpOBeHb JIEHKOILIMTOB
Ha MOMEHT TocTyIieHust cocrasui 8,1 (7,2—15,4)-10° 1,
remorinoouna 128 (116—163) T/1 W pPETUKYIOLUTOB
1,3 (1-1,8)%. Cpennuit ypoBeHb C-peaKTUBHOTO Oeika
nocturan 9 (4—100) mr/mn. TlaTonorun B OMOXMMUIECKUX
aHaJIM3ax KpOBU He BBISIBJIEHO Y BeeX maueHToB. [1psMas
peakius Kym6ca otpuniatenbHast B 100% ciaydaes. Hesna-
YUTEJIbHOE YBEJMYEHUE CEJIe3€HKU MO TaHHbIM YJIbTpa-
3BYKOBOTO WCCJIeOBaHUS OoTMeueHo y 2 (15%) mamm-
eHtoB. KoadduimeHT macchl celle3eHKU cocTtaBuil 4,3
un 4,5 (HopMa 2—4) COOTBETCTBEHHO.
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CrerneHb BBIPAXEHHOCTH TEMOPPAarMyeckoro CHH-
IpoMa 10 IIKaje KPOBOTOYMBOCTU IS HeTeil Oblia
caenytomeii: I — 4 (31%), 11 — 3 (23%), 111 — 6 (46%)
ciyyaes [4]. T'emaTypus HaGmonanack B 3 (23%), MeHOp-
parust B 1 (8%) cnyuasax. Y 5 (38%) nmauueHTOB B aHaM-
He3e OTMEYAINCh CAMOKYITMPYIOIIMECS HOCOBBIE HEO-
OMIbHBIE KpOBOTeUYeHMs. Tepamms OCYIIeCTBIIsIach
COMIACHO KJIMHUYECKMM peKOMeHmauusiM MuH3npasa
Poccun 1D699 [4].

Pe3ynbraTbl

3aboeBaeMOCTh TEPBUUHOM, BIIEPBbIE MMArHOCTU-
pPOBaHHOI WMMYHHOW TPOMOOIIMTOINIEHUEN, CcOocTaBUIa
5,7 Ha 100 ThIC. AeTcKoro HaceneHus TBepckoit obia-
ctu. B kavecTBe mebioTa Tepanmuu JeKCaMeTa30H B J103€
20 mr/m? g 1-3, ucnosnb3oBaics B 54% citydaes; BHY-
TPUBEHHBIE MMMYHOIIOOYIMH 4enoBeka 1000 wmr/Kr,
neHb | — B 15%, npenqnusonon 2 mr/kr, 21 neHb — B 8%.
B 23% (n=3) ciydaeB OCYIIECTBISIIOCH TUHAMUYECKOE
HaOJIONeHNe y TALMEHTOB C TeMOPparu4ecKuM CHUH-
npomoM I crenenn. OMUH MaMeHT ¢ TeMOpparndecKuM
cuHIpoMoM | cTeneHn U HadalbHBIM YPOBHEM TPOMOO-
uutoB 1,0-10°/1 1Mo TpeGOBaHMIO POOUTENIEN TOMYUMIT
Tepanuio JeKcaMeTa30HOM Tocyie 4 aHeil HaOoaeHus
B CBSI3U C coxpaHeHueM TpoMbouuToneHuu III crernenun
(3,0-10°/1), TTOCTOSIHHBIM TTOSIBJIEHUEM HOBBIX IETEXUIA
Ha June. CpeaHUid TIeproa OT MOMEHTa TOCTYIUICHUS
B CTalIMOHAP IO Havyaja Teparnuu coctaBui 1,6 (1—5) mHs.
B 2 (17%) cny4asx moTpeboBaloCh TIpeKpalie-
HUEe Tepanmuu CTepougaMyd W TIepexol Ha BHYTPU-
BEHHBII WMMYHOTJIOOYJIMH B CBS3M C TIPOTPECCU-
pOBaHMEM  KOXHO-CIM3MCTOTO  TeMOpPParnyeckoro
CUHIpOMAa W/WJIK pPa3BUTHUEM OCJIOXHEHUI Teparvm.
V 1 nmanmentku 10 jet ¢ III cremeHpio remopparmye-
CKOTO CMHIIpOMa Ha 6-1 IeHb TToc]ie OKOHYaHUSI Teparun
JleKCaMeTa30HOM U TIEPBUYHOTO MOAbeMa TPOMOOIIUTOB
¢2,0-10°/1 mo 39-10°/1 HaGIOIAIKMCH TTOBTOPHOE WX CHU-
xeHue 10 6,0-10°/n, o6uinbHAas MeHOpparusi ¢ TEHIEH-
1Mel K CHUKEHUI0 KOHIIEHTpalMu reMoryiioonHa ¢ 125
no 117 r/n n 6onm B anuractpuu. [1pu 330¢paroractpo-
JIYyOIEHOCKOITUM OOHApYyKEeHbI OCTphbie SI3BbI B JBEHAI-
LIATUTIEPCTHOM KUIIKe. B CBSI3M ¢ HEBO3MOXHOCTBHIO
ITOBTOPHO Teparny CTepOUAaMH TAlMeHTKa TOJyJIriIa
BHYTPUBEHHBIII UMMYHOTJIOOYJINH B 03¢ | I/KT/CyT.
CymmapHas 3(pHeKTUBHOCTh Tepartiu MepBOii TMHUN
coctaBuina 92% (n=12). B 1 (8%) cnyuae maumeHTKa
¢ TeMopparn4eckKuM CUHIApPOMoM I cTerieHu ObLIa BBITTU-
caHa 1o TpeOOBaHMIO POIUTENEH IS JISYSHUSI B IPYTOM
VYpEXKACHUN Ha 3-M CYTKU HaOIIONEHUST U OTBET HE MOT
ObITH OlleHeH. YacTUYHBIN M TIOJHBINA OTBETHI JOCTUT-
HyTHl B 8 (61%) n 4 (31%) ciydassx COOTBETCTBEHHO.
CpeaHuii ypoBeHb TPOMOOLIMTOB Ha MOMEHT BBIITUCKU
cocraBu 70 (20—307)-10°/n, neiikouuroB — 8,5 (4,4—
22)-10°/n1, remorioonHa — 134 (117—162) r/a. CpenHee
4yucIio IHel mpedbiBaHMs B cTatimoHape — 10,2 (3,0—23).
CHuxeHue ypoBHsI TpombouutoB no I—II cre-
rmeHu Habmonanock y 3 (23%) manumeHToOB Ha IeHb +39,

OPUINHAJIbBHbBIE CTATbU

neHb +33 (mo 1l crenenu) u nenp +40 (I crenenm)
C MOCJICAYIOIIMM BOCCTAaHOBJIEHUEM 10 HOPMBI Oe3 Jieue-
HUS Ha IIeHb +65, neHb +58 u nenb +45. B 2 u3 3 ciaydaeB
BTOPUYHOE CHIKEHME HAOII0IAI0Ch Y TTALIMEHTOB, MOJTY-
YUBIIMX TEParuil0 BHYTPUBEHHBIM WMMYHOTJIOOYIN-
HoM. Ha MOMEHT HammcaHMs CTaThbM y BCEX MAllMEHTOB
BOCCTAHOBJIEH ypOBeHb TpomOouuToB Bbimie 100-10%/1
npu cpeaHem nepuonae Hadmonenus 4,0 (1,2—10,5) mec.

OOcyxaeHue

IlepBruHasgs MMMyHHasE TPOMOOLIMTOIIEHUST OOBIYHO
ropaxaer jieTeii B Bo3pacte oT | 10 7 JIeT, U B 3TOM BO3-
pacTte OTIMYaeTCs] OTHOCUTEIBHO HOOPOKAYeCTBEHHBIM
TeYeHUEeM, C JIEeYeHUEeM WU 6e3 Hero, U OOJBIINM TPO-
LIEHTOM CIIOHTaHHBIX pemuccuii. B 85-90% cayuaes
MaIeHThl JOCTUTAIOT TTOJTHON peMUucCHM yepe3 3—6 Mec
rocJie TOCTAaHOBKY auarHo3a [2]. BeposaTHOCTb criOHTaH-
HOM pPeMUCCUM MMMYHHOU TPOMOOIIMTOTIEHUN YMEHb-
IaeTcss IO Mepe YBEeJNWYeHMs] BO3pacTa TalleHTOB,
a BEPOSITHOCTb Pa3BUTUS PEUMIVBUPYIOIIECH WU XpO-
HUYECKOM WMMYHHOM TPOMOOLIMTOIIEHUY BO3pPACTaerT.
Yacrora pemuccuii B TeueHune 1 roma cocrasusieT 74%
y JeTeii B Bo3pacte 10 1 roma, 67% y iui B Bo3pacte oT |
1o 6 1et u 62% y nun B Bo3pacte ot 10 mo 20 net [10, 11].
OO61IMit aHaM3 KPOBU BBISIBIISIET U30JMPOBAHHYIO TPOM-
GOIUTOTICHUIO C HOPMaJIbHBIM YPOBHEM T'eMOTJIOOMHA,
JIMKOLUTOB U MX CyOronyisiiuii. Y geTeit MoxeTr oOHa-
PYXKMBATbCs MUKPOLIMTapHAas, TUIIOXPOMHAs aHEeMMS
C YUETOM IIUPOKOTO PACIIpOCTpaHEeHUS KeJle301eOUITNT-
HOIf aHEeMUMH KaK COITyTCTBYIolIero 3adoeBanus. [1pu ee
BBISIBJICHUHY B aHAJIM3¢ KPOBU OIpeesieHre TToKa3aTeei
MeTabojM3Ma Kejie3a TO3BOJISIET OBICTPO Pa3pelnTh
COMHEHUs B JMAarHO3e WMMYHHOU TPOMOOIIUTOTICHUM.
B mpencraBieHHOI KOropTe TMAllMEHTOB HU Y OTHOTO
He BBISIBJIEH YpOBEHb TeMOTJIOOMHA HUXKE BO3PACTHOM
HOpPMBI (CpenHuli ypoBeHb remoriaoouHa 129 r/n, petu-
KyiouuToB 1,3%).

B 2009 r. MexnyHaponHas pabouasi rpynmna (IWG)
no utoram KoHceHcycHo#t KoHbepeHun B BuueHie,
Wranusa (the Vicenza Consensus Conference, OKTsI0pb
2007 r.) mpemioxuia HOBYIO TEPMUHOJIOTHIO C IIEJbIO
MOAYEPKHYTh AYTOMMMYHHBII TTaTOreHe3 WMMYHHOM
TpoMboumTonieHuun [1]. PemeHo coxpaHuth aGOpeBua-
Typy «MUTIl», nusmenus 3HaueHue. [lon abOpeBuaTypoit
«ATIl» mompasymeBaeTcss «MMMYyHHas TPOMOOLIMTOIIE-
Hus1». O6ykBa «[1» B Hacrosiee BpeMsl o3HavaeT «Ilep-
BUYHas» M 3aMeHsieT ycrapesiiee «[lypmypa», KoTopoe
CYNTAETCS HEMOAXOMSAIIUM TEPMUHOM JUIST OTMACAHUS
KJIMHUYECKUX TIPOSBICHUN 3a00JeBaHMS, TTOCKOIbKY
CUMIITOMBI (TIOOOHBIE TypIType) B OOJIBIIMHCTBE CIIy-
YyaeB OTCYTCTBYIOT. TepMUH <«IIepBUYHAS» OTHOCHUTCS
K OTCYTCTBHMIO TIPU3HAHHOW TIPUYMHBI 3abo0JieBaHUs.
Hapsiny ¢ u3MeHeHUMEeM TEpMMHOJOTHUM, Kacarollencs
orpenesieHUs 3a00eBaHUsI, TaKKe M3MEHEHO OIpele-
JIEHUE ero pa3sauJIHbIX (a3. [TocKoIbKy HaleKHBIE TTPOT-
HOCTUYECKHUE KIMHUYECKUE U JTabopaTopHbie MPU3HAKU
MPONOJIKUTETLHOCTH 3a00JIeBaHUS ellle He OTIpeae/IeHBI,
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TPAAUIIMOHHOE OTIpeNe/ieHue «OCTpasi UMMYHHAasl TPOM-
OGOIMTONIEHUST TIEPBUYHAS» YCTYIHMIIO MECTO TEPMUHY
«BIT€PBbIC TUAarHOCTUPOBAHHAS UMMYHHAasT TPOMOOIIUTO-
MeHUS TIEPBUYHAS» , KOTOPBIN UCTTOIB3YETCS TSI OTIpee-
JIEHUST BCeX TTEPBUYHBIX CIIydaeB Ha MOMEHT MTOCTAHOBKU
nuarHosa [1, 2]. IloporoBoe 3HaueHMe KOJMYECTBA
TPOMOOLIMTOB JIJISI YCTAHOBJIEHUSI IMarHO3a OIpeaesieHO
Ha HoBOM ypoBHe 100-10°/71 BMECTO IpeXHEro Ipeziesa
B 150-10°/n[1, 4, 10].

MMMyHHast TPOMOOLIMTOTIEHUST Y IeTeii MMEeeT OCTpoe
BHe3armHoe Hayvajio, U B 61—71% ciydaeB 3a60JIeBaHUIO
MpeAIIeCTBYeT BUPYCHasE WHQEKIWS VI BaKIIWHALIUS
2—8 Hem paHee, HampuMep IPOTUB SMUIAEMUYECKOTO
napotuta, Kopu u kpacHyxu [12, 13]. 3aboneBaeMoCTh
MEPBUYHOU WMMMYHHOU TpOMOOIIMTONEHMEN Xapak-
TepU3yeTcsl CE30HHBIMU KOJIeOaHMSIMU, KaK TpaBWIIO,
COBMAJAIOIIUMHU C TEPUOIOM OCTPBIX BHUPYCHBIX 3a00-
neBaHuii [2]. B Hamiem HaOJNOneHWM aHaMHeE3 TIpe-
IIECTBYIOIIEH BUPYCHOW WH(MEKIMU WM BaKUMHAIIUU
MPOTUB KOPU B TeUeHUe OMMKAWIINIX 2 Hell OOHapyKeH
vy 69% un 7% nauyeHToB cooTBeTCTBeHHO. [Tpn aToM 31%
MallMEHTOB C TePBUYHON WMMYHHOM TPOMOOIIMTOTIE-
HUEH B Tmepuo TMpeObIBaHUs B CTAallMOHApe TOJyJalin
AHTUOMOTUKOTEPATTUIO B CBSI3M C COXPaHSIOIIUMUCS
MPOSIBIEHUSIMA WHMEKIIUY WM TIOBBIIIEHHBIMUA BOC-
MaJUTEIbHBIMU MapKepaMu B KPOBU (BBICOKUI YPOBEHb
C-peakTUBHOTO OejKa).

enu BemeHUsT IEPBUYHON UMMYHHOI TPOMOOIIUTO-
MEHUU YETKO He OTpPeesIeHbI, XOTs B TIOCJIETHEM OTYETe
MexnyHapoIHOTO KOHCEHCYca c/ieJlaHa MOTbITKA TOUHee
ornpenenutb ux. OCHOBHOE HampaBjieHUE JeUYeHUs —
MpeaoTBpallleHue KPOBOTEYeHUI M obecriedyeHue 0e3-
OTMACHOCTY TMallMeHTa IyTeM TOBBIIIEHUS KOJIUYeCcTBa
TpoMGoLMTOB y manueHTa 10 (20—30)-10°/1, 4o mOJIHO-
CTBIO COIJIACYETCS C NEUCTBYIOIIMMU KIMHUYECKUMU
pexomeHpauusamu [4, 6]. eiicTByooliye KIMHUYECKUE
pexomeHgauuu 1D699 nukryior nuddepeHIIPpOBaHHYIO
TaKTUKY B OTHOIIIEHWUU JETei C BITEpPBbIe TUArHOCTUPO-
BaHHOW TIEPBUYHON HWMMYHHOU TpPOMOOIIMTOTIEHUEN
B 3aBUCUMOCTH OT CTETIEHM BBIPAXXEHHOCTU TeMOp-
parnyeckoro CHMHApoOMa M Hajiuuus (HakToOpoB pHCKa.
Mexny TSKEeCThbIO TPOMOOIMTONIEHWU W BBIPAXKEHHO-
CThIO TE€MOPPArnYecKoro CHUHApPOMa HEpPEeaKO HMEeTCsI
koppensiuusi. CnoHTaHHasi KPOBOTOYMBOCTh PEIKO BO3-
HMKaeT TMPU KOJIIMYeCTBe TpoMboumToB Gosee 50-10°/1,
a mpu KoyjmdecTBe TpomOouutoB meHee 20:10°/1 puck
pa3BuTHUS TemMopparuueckoro cuHapoma II-IV cre-
neHn MmakcumaseH. CreayeT OTMETHUTb, YTO KauyeCTBO
KW3HU TTAIlMeHTOB M OECITOKOMCTBO POIMTENIECH CITy>KaT
He MeHee 3HaYUMbIMM, YeM YPOBEHb TPOMOOIIUTOB, (haK-
TOpaMU IJIsT TIPUHATUS pellieHUs] O Havaje MeIuKaMeH-
TO3HOI Tepanuu. [TepBoHaYaIbHBIE BapUAHTHI JIEYCHUS
BIEpBbIe TMATHOCTUPOBAHHOW TEPBUYHONW WMMYHHOM
TPOMOOLIMTOTIEHUU Y JIeTeil BKIJIFOYAIOT TOJBKO HaOIII0-
JIeHWe, UCIOJb30BaHNEe BHYTPMBEHHOTO MMMYHOTJIOOY-
JINHA WX CTEPOUIOB, KaXXIOTO OTAEIHHO WJIM B KOMOU-
Hamuu [4, 6, 11]. BerkunatenbHast TAKTUKA TIPUMEHSIETCST

B OTHOILIEHUW TIAIlMEHTOB C TeMOpparuyeckKuM CHH-
npomoM O—II cremeHu M OTCyTCTBHMEM Takux (aKTo-
poB pucka, kak tpombonntonenus Il cremenu, rema-
Typusi, COITYTCTBYIOIIAsl JIMXOpaaKa, TOJIOBHbIE OO0H,
nHGEKIIMY, BO3pacT MJajlle 3 JieT, aKTUBHOE TTOBee-
HUe pebeHKa, KOTOpOoe HEBO3MOXHO KOHTPOJIMPOBATh,
MpPEeIIIeCTBYIOIINI TIPUEeM HECTEPOUIHBIX MPOTUBOBOC-
MaJMTENIbHBIX TIperaparoB u T.4. [4, 14]. [Ipu pazBuTtuu
remopparnueckoro cuHapoma III cremenu, Hanuuuu
¢akTOpoB pucKa, OECrOKOMCTBE poauTeneil, CHUXe-
HUM KauyecTBa >XKU3HU TallMeHTa, 1 OCOOEHHO B CIIyJasix
TSDKEJIOW TIepBUYHONW WMMYHHOW TpPOMOOILIMTOTIEHUU
PEKOMEHIOBAaHO HavaJlo HEOTJIOXKHOM Tepanuu. Tskenast
nepBUYHAS UMMYHHasi TPOMOOLIMTOTICHUST OTTPEICIISIETCS
KakK HaJimuue remopparudyeckoro cuHapoma IV crenenu
BHE 3aBUCHMOCTH OT YPOBHSI TPOMOOLMTOB. TspKeNblid
reMopparuyeckmii CUHIAPOM XapaKTepU3YIOT KPOBOTE-
YeHUsI CO CJIU3UCTON OO0O0JIOUKHM, BKJIIOYas MeHoppa-
TMl0, He KYIUPYIOIINECS CaMOCTOSTEJIbHO HOCOBBIC
KPOBOTEUEHHUSI, KEJyIOYHO-KMUIIIEUHOe KPOBOTEUYECHUE,
reMaTypuio WJIH, pexe, BHYTPUUEPEITHOE KPOBOM3IINSI-
Hue. YacTtoTa BHYTpUUEPEITHBIX KPOBOU3IUSIHUN y JeTei
HUKE, YeM Y B3pocibix, U Berpevaetcs B 0,1—0,4% coy-
yaeB MEepBUYHON MMMYHHOI TPOMOOIIMTONIEHUH, OTHAKO
SIBJISIETCSI TPO3HBIM OCJIOXKHEHUEM 3a00JieBaHUsT C HebJ1a-
ronpusiTHeIM TiporHo3oM [1, 15]. Tlpu mnporpeccupo-
BaHWM CHMIITOMOB BIIEpBbIE€ BBISIBJICHHOW TEPBUYHOM
MMMYHHOI TPOMOOITMTOTIEHUM Ha (hOHE Teparinu Mpeyc-
MOTpPEHBI OMUMM YBEJIUYECHUsI 103 JIEKAPCTBEHHBIX TIpe-
MapaTtoB WIM BBEIEHUE B CXEMbI JOTOJHUTEIIbHBIX TIpe-
mapaToB TiepBOii JMHWMKM. B Hameili paboTe TaKTHKa
MUHAMWYECKOTO HaOJIONEHUsI UCIoNb3oBajiach y 3
13 4 TIAlMEHTOB C TeMopparnyeckumM cuHapomom I cre-
neHu. Bce manumeHThl ¢ reMopparnyeckuM CUHIAPOMOM
>[I cTerieHn ¥ ONMH C TEMOpparMuyeckKuM CUHIpPOMOM |
CTeTeHU TIOJIYUYWJIA TEPAruIo B CBSI3M ¢ HaTmyueM (hakro-
POB pUCKa, JaJbHEUIIIMM MPOrpecCpOBaHUEM KPOBOTO-
YMBOCTU WJIN B CBSI3W C HACTOWYEBOW MO3UIIAEN poauTe-
Jeit, Tpeoytommx gedeHus. [1pu aTom y 2 n3 3 manmeHTOB
noj HaOJIIoIeHNEM BOCCTAHOBJIEHBI O€30MacHbIe YPOBHU
TPOMOOLIMTOB O€3 MaJbHENIIEro MPOrpeCCUPOBAHMS KITU-
HUYECKOW CHUMNTOMATUKU. TEeHIEHIMsT K Ha3HAYeHUIO
Tepanvuu AETsIM C TreMopparudeckum cuHiapomom [—II
CTETeHU, KOTOPBbIM, COTJIACHO PEKOMEHIAIMSIM, MOXKET
MPOBOAUTHCS TOJBKO TMHAMUYECKOE HaOJIIOJIEHNE, TPO-
CJIEXXMBAETCS BO BCEX MUPOBBIX IyoMKanusx [16, 17].
Bce cymiecTBytoime peKoMeHAAIMU TTOAIEPXKUBAIOT
WUCTIOJIb30BaHUE KOPTHUKOCTEPOUIOB B TI€pBOM JIMHUU
JIeYEHUS] BIIEpBbIE JIMAarHOCTUPOBAHHOW  TEPBUYHOIM
MUMMYHHOI TpomOonurtonennu [4, 17, 18]. Ilepopanb-
HBII TIPEeNHU30JI0H YacTo 3GhGhEKTUBEH IS UHAYKIIUU
OTBeTa y MeauaTpUYeCKUX TMalMeHTOB TIpU BBENEHUU
B no3ax 1—2 mr/kr B TeueHue 7—14 nHel M coxpaHsieT
2(hGEeKTUBHOCTL TakKXke IIpu 0ojiee BBICOKMX J103aX
(4 Mr/Kr B eHb) B TeyeHue 3—4 aHel, MOoBbIIlIas KO-
YecTBO TPOMOGOIMTOB N0 Gosmee yem 50:10°/1 B mepBbie
72 u 'y 72—88% mnaumenton [10, 18, 19]. IIpenHusonon
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WCTIONIB3YETCSI B pa3HbIX 103ax U cxemax. Hu omHa cxema
He MMeeT TpPEeuMyIIecTB mepen aApyroil. OObIYHO Tpem-
HU30JIOH TIpUMEHSIeTCS B 103¢ 1—2 MT/KT/CyT B TeueHHe
2 Hen U ¢ OTMeHOM Ha 3-i1 Hemenre [13, 17]. B omyonmko-
BaHHBIX B 2018 T. peKOMeHIaIusIX COBMECTHOI paboueit
rpynnbl (JWG) HecKoJIbKHUX eBPOMNeiCKUX reMaToJIoTH-
YeCKHX OOIIEeCTB TakXke He PEKOMEHIYeTCs TUTEIbHOE
npuMeHeHue KoptukoctepouaoB [20]. M3-3a mobGouHbIX
3¢ @EKTOB UIMTEBHOTO JIeYeHUs] KOPTUKOCTepOUAaMU
y nereid, 0oCOOEHHO B TIOIPOCTKOBOM BO3pacTe, TaKUX
KakK yBeJIMYeHUE MacChl Tejia, TOsIBJIeHne akHe, OeCCOH-
HUIBI W HapyIIEHW TICUXWUKHU, HaOomaeTcss HU3Kast
TIPUBEPXKEHHOCTh JITUTEILHOM Teparvu TIpU Pa3BUTUU
cunapoMa Kymmnra [21]. Mbl cuutaeM, 4TO TJIFOKOKOP-
TUKOCTEPOUIIBI CJIENyeT MPUMEHSITh TOJBKO B TEUEHME
KOPOTKOTO Tepuona BpeMeHU IS TIOIIEPKAHUS KO-
yecTBa TPOMOOIIMTOB B CUCTEME TeMocTaza. AMepMKaH-
ckoe ob1iecTBo remarosoroB (ASH) takke peKoMeHayeT
OYeHb KOPOTKHUII Kypc TipenHusojioHa (<7 mHeit), yuym-
THIBasi BBICOKYIO BEPOSITHOCTb CIOHTAHHON pPEMUCCHUM
y OeTell M XelaHue n30exXaTh MMo00YHbBIX 3 dekToB [10].
B Knunnuecknx pekomenaauuax 1D699 npeaycMorpeHa
BO3MOXHOCTh Ha3HAUeHHUS JleKcaMeTa30Ha BHYTPHUBEHHO
B 103¢ 20 Mr/mM? B TeueHue 3 THEl B KauecTBE HEOTIOXHOM
Tepanuu. B Halllem ncciienoBaHUM JeKcaMeTa30H T10 3TOM
cxeMe HaszHavayics B 54% ciydaeB W TIPUBEN K MO3UTHB-
HOMY OTBeTY B 72% cnydaeB (TonHblil — 14%, mapunaiib-
Hblii — 58%). B 2 cayyasix mociie Kypca JeKkcameTa3oHa
moTpedoBajoCh Ha3HaYEHUE BHYTPUBEHHOTO UMMYHOTJIO-
Oy/JIMHA B CBSI3M C HapaCTaHWEM IreMopparu4eckoro CMH-
npoma Ha ¢oHe TpomborroneHnu <10 -10°/11, a B oqHOM
cllyyae — B CBSI3M C COXpPaHEHUEM MEHOpparuu u IosiB-
JIEHWM OCTPBIX CTEPOMIHBIX SI3B B IBEHAIATUIIEPCTHON
KUIIIKEe, YTO JieJIajio HEBO3MOXHBIM TIPONIOJKEHUE Tepa-
nuu crepounamu. Ha ¢oHe Tepanuu KOpOTKUM KypCcoM
JieKcaMeTa3oHa Mbl He HaOJonanu mo0oYHbIX 3(h(heKToB
B BMIE HapylIeHWsT TCUXWKHM, TaKUX KaK OeCCOHHWIIA
W arpeccUBHOE TOBeIeHNE, ONTMCAHHBIX paHee [22].
JledeHne  BHYTPUBEHHBIM  WMMYHOTJIOOYJIMHOM
BBI3BIBAET MOBBILIEHNE KOJIUYeCTBa TpOMOOLIMTOB Y 80%
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