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PE®EPAT

LLEJIb. OueHnTb 3hheKTUBHOCTb leveHna aeTel C nepBuy-
HOWM UMMYHHO TpombouutoneHueit (UTT).

MATEPUAJIbl U METO/bI. B aHanus BkntoyeHo 13 nauyu-
eHToB ¢ UTT1 (6 geBoyek 1 7 Manb4ymKoB), CpeaHuin BO3pacT
9,5 roga (amana3oH 4-17 net), noctynuemnx B JJOKB Teep-
ckoir obnactm B 2023 r. WHdekuma npegwecrsoBana
nepsuyHoint UTI y 9 (69 %) petei, a BakuMHaLMa NMpPOTUB
kopun —y 1(8 %). CpegHuin Cpok oT Hayana MHdeKLnn cocrta-
BWn 11 aHel (amana3oH 515 gHeit). CTeneHb BblipaXXeHHOCTH
remMopparm4yeckoro CMHApPOMa Mo LWKane KPOBOTOYMBOCTU
ansa getei: | ctenedb — vy 4 (31 %) 6onbHbIX, | —y 3 (23 %),
Il —y 6 (46 %). FemaTypunsa Habnmoganacs y 3 (23 %) naum-
eHToB, MeHopparua — y 1 (8 %). CpegHuii ypoBeHb TPOM-
60UMTOB KO BPEMEHN MOCTYN/1eHU 60MbHbIX B CTauMOHap
coctaBun 9 x 10%/n (ananasoH 1-86 x 10%/n).

PE3Y/JIbTATbI. 3a60neBaemMoCTb BepBble AMarHOCTMPOBaH-
Hol nepBu4yHo UTTT coctaBuna 5,7 cnydas Ha 100 000 get-
CKOro Hacenenua TeBepckoi obnactn. B kavectBe pgebtota
Tepanum gekcameTasoH B fose 20 mr/m? B/B B 1-3-1i AeHb UC-
nonb3oBancay 7 (54 %) neten, BBUI 1000 mr/kr B 1-1 aeHb —
y 2 (15 %), npeaHV30/10H 2 Mr/Kr BHYTPb B Te4eHne 21 gHa —y 1
(8 %). Nop, aHaMmyeckmm HabntogeHnem Haxoamnoch 3 (23 %)
60nbHbIX. Y 2 (17 %) naumeHToB NOTPpeboBanmCh NpekpaLLeHme
Tepanuu KopTUKocTepougamun n nepexod Ha BBUIT B cBsasmn
C HapaCTaHWeM remMopparmyeckoro cMHgpoma W/vnn passu-
TWEM OCNOXHEHWIA KOPTUKOCTEPOUAHON Tepanun. YacTuyHbIi
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ABSTRACT

AIM. To assess the treatment efficacy in children with prima-
ry immune thrombocytopenia (ITP).

MATERIALS & METHODS. The analysis included 13 ITP pa-
tients (6 girls and 7 boys) with the mean age of 9.5 years
(range 4—17 years) admitted to the Pediatric Hospital of the
Tver region in 2023. Primary ITP was preceded by infection
in 9 (69 %) children and by measles vaccination in 1 (8 %)
child. The mean time after infection onset was 11 days (range
5-15 days). As assessed by the pediatric bleeding score,
hemorrhage severity was of grade 1in 4 (31 %), grade 2 in
3 (23 %), and grade 3 in 6 (46 %) patients. Hematuria was
identified in 3 (23 %) patients, and menorrhagia was detect-
ed in 1(8 %) patient. The mean platelet count by the time of
admission to the hospital was 9 x 10%L (range 1-86 x 10%/L).

RESULTS. The incidence of newly diagnosed primary ITP
appeared to be 5.7 cases per 100,000 children in the Tver
region. Treatment started with 20 mg/m? IV dexamethasone
on Day 1-3in 7 (54 %) children, 1000 mg/kg IVIG on Day 1in
2 (15 %) children, and 2 mg/kg prednisolone per os during 21
days in 1(8 %) child. Dynamic follow-up was conducted on 3
(23 %) patients. In 2 (17 %) patients, steroid therapy had to be
discontinued and IVIG was started due to increased hemor-
rhage and/or developing corticosteroid complications. Par-
tial and complete responses were achieved in 8 (62 %) and
4 (31 %) patients, respectively. In 1 (8 %) case, the response
was not assessed. The overall response rate to the first-line
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W MOMHbIA OTBETbI AOCTUTHYTbI Y 8 (62 %) 1 4 (31 %) 60/bHbIX
CcooTBeTCTBEHHO. B 1 (8 %) HabnogeHMM OTBET HEe OLIEHEH.
CyMmapHast ahpeKTMBHOCTb Tepanvn NepBOi IMHUKN CoCTa-
Buna 92 %. CpegHee 4mMcno TpoMOOLMTOB NPU BbINUCKe Obl1o
107 x 10%n (auanazoH 20-307 x 10%n), aHeli rocnutannsa-
umn — 10,2 (amanazoH 2—23). CHMXKeHNe YPOBHS TpoMboum-
ToB A0 |-l cteneHn Habnoganock y 3 (23 %) neteii B nepBble
6 He[d. CO CMOHTaHHbIM MOJIHBIM BbI3AOPOBIEHNEM B TEUEHME
nocnegytowmx 1-2 Hep.

SAKJTKOMEHME. Mpu nepsuyHoini UTI y geten nedexme
B CTPOrOM COOTBETCTBMWM C HauMOHaNbHbIMU KIANHNYECKU-
MU peKoMeHAaUnAMKN NoKasano BbICOKYO 3(hEKTUBHOCTb
C TOYKM 3PEHUN AOCTUXKEHUS MEPBUYHOIO OTBETa M Npeay-
npexaeHus peumamBoB 6051e3HU. OTHOCUTENIbHO BbICOKAasA
cyMMapHaqa 4actota ucnonb3osaHua BBUIT obycnosneHa
MEeA/IEHHbIM OTBETOM Ha KOPTMKOCTEpOMabl, HapacTaHMeM
reMopparm4eckoro CUHApOMa, Hanmumem (akToOpoB pu-
CKa, a Takxxe 6eCrnoKonCTBOM poauTenen.

K/TIOYEBBIE CJIOBA: nepBuYHass MMMyHHasi TPOM-
6oUNTONEHUS, KIIMHNYECKNEe pekoMeHaalunu, nede-
HWe, oeTw.
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K/TMHNYECKAA OHKOTEMATO/ON 4

therapy was 92 %. The mean platelet count at hospital dis-
charge was 107 x 10%/L (range 20-307 x 10%L), and the mean
number of hospital days was 10.2 (range 2—-23). The platelet
count decrease to grade 1/2 was observed in 3 (23 %) chil-
dren during the first 6 weeks followed by spontaneous com-
plete recovery during the subsequent 1-2 weeks.

CONCLUSION. The treatment of pediatric primary ITP in full
compliance with the National Clinical Guidelines showed
very high efficacy in terms of achieving primary response
and preventing relapses. The relatively high overall IVIG
use rate was accounted for by a slow response to cortico-
steroids, increased hemorrhage, risk factors, and parental
concern.
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BBEJEHME

[lepBuuHass UMMyHHass TpoMmb6GouuTtoneHus (MUTI) —
npuo6peTeHHOe UMMYHOOIIOCPeloBaHHOe 3ab0/ieBaHue,
XapaKTepH3ylollleecss H30JMPOBAHHOM TPaH3UTOPHOHN
WM MEPCUCTUPYIOILEeN TPOMOGOIUTONIeHHEeH, BbI3BAHHOMN
NOBBILIEHHBIM pa3pylleHheM TPOMOOLUTOB U Hapylie-
HUeM uX BblpaboTku. UTII conpoBoxAaeTcs pa3sBUTHEM
reMopparuieckoro CHHZpPOMa, BbIpaKeHHOCTb KOTOPOTO,
KaK IpaBWJIO, KOppeJupyeT C YpOBHEM TPOMOOLUTOB
B kpoBu [1-3]. UTIl pa3BuBaeTcsi BcCJe/CTBHE MOBbI-
IIeHHOH JeCTPYKLMM WU OTHOCHUTEeJbHOM HeJ0CTaTod-
HOCTH NPOAYKLHUHU TPOMOOLUTOB NpPH OTCYTCTBUHU NPU-
3HAKOB BTOPUYHON TPOMGOLMTONEHUHU. B fomosiHeHuUe
K OIIOCPe/lOBaHHOMY aHTHUTeJAaMM paspyLIeHUI TpOM-
60LUTOB, KOTOpOoe Npu3HaHO ¢ 50-x roJoB MpOILJIOro
CTOJIETUS,, UMeeT MecTOo 06ycJoBJeHHbIH T-KieTkaMu
aronTo3 MerakapuoLUTOB, UHIMOUpPOBaHUE NMPOAYKIUU
TPOMOOLIMTOB W paspylieHue ux T-kjaetkamu [2, 3].
[TepBuuHas UTII ssBssieTcst Haubosiee pacnpoCcTpaHEeHHOH
NPUYUHON TPOMOOLUTONIEHUH Y JleTel, 4acToTa KOTOPOH,
M0 pa3HbIM OlleHKaM, KojebjieTcs oT 2 0 6,4 cayyas Ha
100 000 peTeit B rog, [4, 5].

YHuBepcasbHOro guarHoctuueckoro tecra gusa UTII
He cymectByeT. CienoBaTtesibHO, nepBuyHasa WUTIl pua-

THOCTUPYeTCS 10c/1e UCKIIYeHUs JI0ObIX IPUYUH TPOM-
GOLIUTONEHUH, KOTOpble MOTYT ee WHULUHUPOBATb [6].
WUTII 06b1YHO NMeeT XpOHUYECKOE TeYeHHe ¥ B3POCIbIX, B
TO BpeMs Kak npuMepHo y 80-90 % neTell Ha6/1t0AaeTCA
CTIOHTAaHHasl peMHUCCUsl B TedeHUe HECKOJbKUX HeJeslb
WJIM MecsilieB Moc/ie Havasia 3a6osieBaHus [7]. Lesbto Jie-
yeHus UTII aBaseTca npekpalleHre J1060ro akTUBHOTO
KpOBOTEeYeHHUS NMyTeM JJOCTHXKEHHS KOJMYecTBa TPOM6GO-
LIMTOB, AOCTAaTOYHOIO /Il a/leKBaTHOI'0 reMoCTas3a, a He
«HOpMaJIU3allusA» UX YPOBHS B KpoBU. OGLIeNpUHSATbIE
MOAXOAbl TEPBOM JIMHUM BKJ/OYAIOT B cebs Tepanuio
KOPTUKOCTEPOUJAMU B pPa3/IMYHBbIX [03aX/peXrMax U
BBeJleHUe BHYTPUBEHHOTO HMMMYHor/106ynuHa (BBUI),
KOTOpble obecrneynBalOT usjiedeHue He MeHee 85-90 %
nanueHToB c nepBuyHoi UTII B cpok 0 6 Mec.

B paMkax HacTrosilied pa6oThl Mbl NpPOaHAIU3UPO-
BaJ/IM pe3y/bTaThbl JIeYeHUs leTel ¢ BliepBble JUarHOCTH-
poBaHHo# UTIL

MATEPWAJIbI U METO/1bl

B aHanu3 Bk/04YeHo 13 nanueHTOB (6 AeBoYeK U 7 Masb-
YHUKOB) C BIIEPBbIE JUArHOCTUPOBaHHOM nepBruyHoM UTI],
noctynuBuux B JIOKB TBepckoit o6sactu ¢ 01.01.2023 r.
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no 17.12.2023 r. CpefHU BO3pacT NaliMeHTOB COCTABUIJI
9,5 roja (auanasoH 4-17 jsiet). CpeAHUM ypoBEeHb TPOM6O-
LIUTOB KO BpeMeHH MOCTYIJIeHUs] 60JIbHBIX B CTalMOHAp
6b1 17 x 10°/n (auanazon 1-86 x 10%/x). UHdekuus
npepuectBoBaia UTIl y 9 (69 %) aeTelt, a BakIiMHaLUA
npoTuB Kopu — y 1 (8 %). CpegHuil cpok OT HauaJja
nHbekuuu coctaBua 11 aHedt (auanasoH 5-15 axeit). Bo
BCex HabJ1tojeHusx, kpoMe ogHoro, UTIl npeaecTBoBaia
BUpycHas uHekuus. Bce nauuentsl ¢ OPBU nmoaydanu
Tepanvio HeCTepOHUJHbIMM NPOTUBOBOCIAIUTETbHBIMU
npenapaTaMy o Tpe6oBaHUo. Y 1 manueHTa Hab/roAa-
Jlacb He3HAYMTesJbHasd UHQUIIUPOBAHHAsA MOTEPTOCThb Ha
KOXKe >KMBOTa C yBeJHYeHUEM PeruoHapHOro MaxoBOIO
JuMdaTudeckoro yaJa. CpeJHUH YpOBeHb JIEWKOIIMTOB
KO BpeMeHU TIIOCTYIJIEHHS B CTalMOHAp COCTaBUJ
8,1 x 10°/n (auanasoH 7,2-15,4 x 10°/1), KOHLeHTpaLUA
remorsio6uHa — 128 r/x (quanason 116-163 r/xa), yucio
petukynouutoB — 1,3 % (guanason 1,0-1,8 %). Cpegnuit
ypoBeHb C-peakTuBHoro 6esika (CPB) 6b1 9 wmr/an
(nmuamasoH 4-100 mr/a.). UsMeHeHUM B GUOXUMHUYECKUX
aHa/JM3aX KPOBU He BbISIBJIEHO HU Y OJHOTO MaljMeHTa.
[Ipsimas peakius Kym6ca 6b11a oTpunatenbHoit B 100 %
cnydaeB. HesHauuTesbHOe yBesMyeHHe ceJle3eHKH I10
JNaHHbIM Y3U otMevanoch v 2 (15 %) nmanueHTOoB. Koad-
duMeHT Macchl cese3eHKHU coctaBua 4,3 u 4,5 (HopMma
2-4) y HUX COOTBETCTBEHHO.

CTeneHb BBIPAXXEHHOCTH TreMOpparuyeckKoro CHH-
JljpoMa MO LIKajJe KPOBOTOYMBOCTH JAJs JeTed Oblia
cnepytoueit: 1 crenenb — y 4 (31 %) 6osbHBIX, [ —y 3
(23 %), Il —y 6 (46 %) [4]. lemaTypus HabIOAAIACH Y
3 (23 %) 6osbHBIX, MeHopparuss —y 1 (8 %). Y 5 (38 %)
NalMeHTOB B aHaMHe3e 0TMevaIMCh CAMOKYNUPYIoLIecs
HeoOMJIbHbIE HOCOBblE KpOBOTedeHUs. Tepamus ocy-
11eCTBJIAIACh COTJIACHO KJIUHHWYECKUM peKOMeHJaLUsIM
Munsapaa Poccuu ID699 [4].

PE3YNIbTATbI

3abosneBaemoctb UTII, paccuutanHas Ha 223 366 jetei
no 18 uet, mpoxuBaBuIMX B TBepckod o06J1acTH Ha
01.01.2023 r, comiacHO pAaHHbIM TeppUTOpHAJIBHOrO
opraHa ®enepanbHON CAyKObI TOCYIApPCTBEHHOM CTaTU-
ctuku (https://69.rosstat.gov.ru/), cocraBuia 5,8 ciaydas
Ha 100 000 pmerckoro HaceneHus. B kayecTBe Je6ioTa
Tepanuu JlekcaMeTas3oH B fio3e 20 mr/m? B/B B 1-3-i1 JleHb
vcnoJsb3oBancay 7 (54 %) 6oabHbix, BBUT 1000 Mr/kr B/B
B 1-i1 nenb — y 2 (15 %), npeiHU30JI0H 2 MI'/KI BHYTpb
B TeueHue 21 gHa — y 1 (8 %). Y 3 (23 %) 60/1bHBIX C Te-
MOpparvyeckMM CMHAPOMOM | cTeleHU OCyleCTBJSJI0Ch
JMHaMHU4yecKoe Hab6JuirofieHue. 1 nanueHT C reMmopparu-
YeCcKHM CHHJAPOMOM | cTenmeHM U HCXOAHBIM YPOBHEM
TpoMmGouuToB 1 x 10°/;1 mosydan JAeKcaMeTa3oH MOcje
4 nHelt HabmoeHus. Tepanys Ha3HayeHa 110 TPe6OBAHUIO
poAuTesiell B CBA3U C COXpaHEHHEM TPOMOOLUTONIEHUH Ha
ypoBHe 3 x 10°/1 1 MOCTOSIHHBIM NOsIBJIEHHEM HOBBIX Ile-
Texull Ha auie. CpeHUIN CPOK OT BpeMeHM MOCTYIIeHUs
B CTAllMOHAp /10 HavaJja JieueHus cocTaBua 1,6 nHA (Aua-
nasoH 1-5 gHeit).

Y 2 (17 %) naneHTOB NOTpe60OBaIUCh TPeKpalieHHe
TepallMyd KOPTHUKOCTepouJaMU U mepexof Ha BBUI B
CBSI3M C HapacTaHUeM KOXKHO-CJIM3UCTOTO TreMoppa-
rMYEeCKOro CHUHJApPOMa H/UJAM pasBUTHEM OCJIOXXHEHUH
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KOPTUKOCTEPOUHOU Tepanuu. Y 1 nmauueHTKHu 10 seT c
III cTeneHblo reMoOpparuiyecKoro CUHApoMa Ha 6-i JieHb
1ocjle OKOHYaHUsl Tepaluu JleKcaMeTa30HOM U NepBUY-
HOTO TO/{beMa YMcJa TPOMGOUUTOB ¢ 2 no 39 x 10%/n
HabJl0/]aJIoCh MOBTOPHOE UX CHIKeHMe Jo 6 x 10°/1,
MOsIBMJIACh 0OMJIbHAsi MEHOpparus ¢ TeHJAeHlMel K CHU-
JKeHHUI0 KOHI|eHTpaluu reMoriobuHa co 125 no 117 r/nu
60J1b B anuracTpuu. [Ipu azodaroracTpoyosieHOCKONUHU
oOHapy)XeHbl OCTpble f3Bbl B /JBeHaJlaTUIEpPCTHOH
KHIIKe. B CBI3U C HEBO3MOXXHOCTbIO IOBTOPHOM Tepanuu
KOPTUKOCTEPOUAAMU NallMeHTKa noJsyvana BBUT B nose
1 r/Kr Macchl TeJsla B CyTKH.

CyMmmapHasi 3¢ GeKTUBHOCTb Tepanuu epBoi IUHUU
coctaBuna 92 % (n=12).1 (8 %) nanueHTKa c reMopparu-
YeCKUM CMHJpOMOM | cTeneHH BblNMCaHa 110 TPeGOBaHUIO
pozuTesel [i/1a JedeHUsl B APYroM yupexJeHUH Ha 3-H
JleHb HabJIlo/leH!s], OTBET y Hee He olleHeH. YacTUYHbIN
Y MOJIHBIN OTBETHI AOCTUTHYTHl y 8 U 4 U3 12 60JbHBIX
¢ 3¢0PeKTUBHBIM JleueHHUEM COOTBeTCTBeHHO. CpefHUM
ypOBeHb TPOMGOIIMTOB KO BpeMeHHU BBINMUCKU M3 CTalu-
oHapa coctaBus 107 x 10°/n (quanason 20-307 x 10°/1),
JnevikonutoB — 8,5 x 10°/n1 (guanason 4,4-22 x 10°/x),
KOHLeHTpalus reMmomiobuHa — 134 r/n (guanasoH
117-162 r/na). CpefiHee KOJUYECTBO JHENH T'OCIUTAIHU-
3auuu 6s110 10,2 (Auanason 3-23).

[ToBTOpHOE CHUXXEHUE YPOBHS TPoMGOLUTOB Jio [-II
cTeneHU 6e3 KPOBOTOUMBOCTU HabJtofanock y 3 (23 %)
nauueHToB Ha [+39, [I+33 u [I+40 oT Hauvasa JieyeHUS
C MocJeAyloLMM BOCCTAHOBJEHHEM [0 HOPMbI 6e3
neyenus Ha [1+65, J+58 u [+45 cooTBeTcTBeHHO. B 2
13 3 KJIMHHUYeCKUX HaOJ/10leHUH BTOPUYHOE CHH)XXeHHe
yycaa TPOMOGOLMTOB HA6JII0AAI0Ch ¥ NMAllMeHTOB, MOJIy-
yaBwux BBUIL. Ko BpeMeHu MOArOTOBKU CTaTbU y BCEX
NaLMeHTOB YPOBEHb TPOMGOIIMTOB BOCCTAHOBUJICS BhIILIE
100 x 10°/n1 npu cpeaHeM nepuofie HabJOAeHUs 4 Mec.
(auamasoH 1,2-10,5 mec.).

OBCYXAEHUE

[lepBuunasa UTIl o6bIYHO AMArHOCTUPYeTCS Yy JAeTed B
Bo3pacTe 1-7 sieT. B 3TOM Bo3pacTe 3a60JieBaHUE OTJIU-
4yaeTcsl OTHOCUTEJNbHO J00pOKayeCTBEHHbIM TedeHHeM
C JleyeHHeM WM 6e3 Hero W GoJiblled 4aCTOTOM CHOH-
TaHHbIX peMUcCUi. B 6osbminHCcTBe caydaeB (85-90 %)
yZaeTcs JOCTUYb [TI0JIHOM peMUccuH yepes 3-6 Mec. mocyie
MOCTaHOBKHU JuarHo3a nepsuuHoit UTII [2]. [To mepe yBe-
JINYeHUs1 BO3pacTa NallueHTOB BEPOSITHOCTb CIOHTAHHOM
pemuccun UTII ymeHbIIaeTcs], a BEPOSTHOCTb Pa3BUTUA
penuauBoB uau xpouudeckoir UTII Bo3pacraeT. YactoTa
peMuccuil B TedyeHue 1 roga cocrasiseT 74 % y nerei
B Bo3pacTte g0 1 roma, 67 % — B Bo3pacTe 1-6 JjieT U
62 % — B Bo3pacTe 10-20 et [10, 11]. B 06111eM ananuze
KpOBH BBIAABJISIETCS W30JMpPOBAaHHAs TPOMOOIMTONEHUS
C HOpMa/JbHbIM YpOBHEM TIeMOIJIOOMHA, JIEHKOLUTOB
U ux cy6rnonyasuuil. Y aeted MoeT 0OHAPY>XUBATbCS
MUKpOLMTAapHasi TUIIOXpPOMHAs aHeMHUsl C Y4eTOM UIM-
POKOro pacnpocTpaHeHHUs Kese304ePUIUTHON aHEMUHU
KaK CONMyTCTBYyMOILero 3aboseBanus. [Ipy ee BbIsiBJIeHUHU
onpeZie/ieHHe TIoOKasaTejeld MeTabosM3Ma KeJje3a
M03BOJIIeT ObICTPO paspeliMTb COMHEHHUsI B JHarHose
WUTII. B npeAcTaB/leHHON HaMM KOropTe MallMeHTOB HU
y OJJHOT'O He BbISIBJIEHO CHU>KeHUsl YPOBHS TeMoIJIo6HHa
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HIXe BO3PacTHOM HOPMBbI (CpefHUH ypoBeHb reMOrJIO-
6uHa — 129 r/a, petukynonutoB — 1,3 %).

B 2009 r. MexxayHapoaHas pa6ouas rpynna (IWG) no
WUTOraM KOHCeHCYCHOH koHepeH MM B Budenne, Utanus
(2007) npepJiokujia HOBYH TEPMHUHOJIOTHIO C LEJbIO
NOAYEPKHYTh ay TOUMMYHHBIH xapakTep UTII [1]. Peteno
coxpaHUTb ab6peBuaTtypy UTII, u3sMeHUB ee 3HAUEHHUE.
[Top a66peBuaTypoit UTII noapasymeBaeTcss «kMMMYyHHas
TpoM6boluToneHus». bBykBa «Il» cerogHsi o3Ha4yaeT
«[lepBUYHasI» U 3aMeHsIeT ycTapeBliee CJI0BO «IIypnypa,
KOTOpOe CYHUTAeTCs HeNoAXOJAIUM TepMHUHOM AJs
ONMCaHHUA KJIUHUKU 3a60/1€BaHUs, TOCKOJIbKY CUMITOMBbI
(nmoo6GHbIe mypnype) B OGOJILUIMHCTBE CJAy4aeB OTCYT-
CTBYIOT. TEpMUH «IlepBUYHasA» YKa3blBaeT Ha OTCYTCTBHUE
JIOCTOBEpPHO YCTaHOBJIEHHON MNpPHUYHUHBI 3ab0JieBaHUS.
Hapsagy c u3MeHeHMeEM TepMUHOJIOTMH, Kacalolleics
Ha3BaHUA 3a00JieBaHUs, TaKKe U3MEHEHO OllpejiesieHue
ero pas/n4HbIX GopM. [locko/IbKY HaZieXKHble TPOTHOCTU-
yecKUe KJIMHUYeCKHe U JIabopaTopHble NMPU3HAKU Npo-
JIO/DKUTE/NIbHOCTH 3a00JiIeBaHUsA ellle He YCTaHOBJIEHBI,
TpaguLMoOHHOe onpefeneHue «octpasd UTII» ycrynuio
MeCTO TEepPMHHY «BHepBble auarHoctupoBaHHas UTII»,
KOTOpBIA HCIOJIb3yeTcs AJid 0003HaueHUs BCeX Iep-
BUYHBIX CJly4yaeB KO BpeMeHU NOCTAaHOBKM JAuarHosa [1,
2]. [loporoBoe 3HauYeHHe KOJMYeCTBA TPOMOOLUTOB A
NOCTAaHOBKM JMarHosa YCTAaHOBJEHO Ha HOBOM ypOBHe
100 x 10%/n1 BMecTo nmpexHero npejesa 150 x 10°/x [1,
4,10].

UTIl y peTell MMeeT oCTpoe BHe3allHOE Hayaslo.
B 61-71 % cny4aeB 3a60JieBaHUIO NpeALIECTBYeT BU-
pycHas UHGEKLHs WM BaKLMHALMA Ha 2-8 Hel. paHee,
HanpuMep, NPOTUB 3MUAEMUYECKOI0 NAapOTUTa, KOPU U
kpacHyxu [12, 13]. 3a6oneBaeMmocts UTII xapakTepusy-
eTcsl Ce30HHbIMU KoJIeGaHUSIMU, KaK IPaBUJIO COBMNaja-
IOLUMHU C TIEPUOJOM OCTPBIX BUPYCHbIX MHpeKIui [2].
B HameM wucciefoBaHMHM aHaMHe3 MpeAllecTBYOLIeN
BUPYCHOM HHQEKIMM WIM BaKLMHALUMHW IPOTUB KOpHU
B TeyeHUe OJKalmux 2 HeJl. o6HapyxeH ¥ 8 (69 %) u
1 (7 %) manueHTOB cooTBeTCTBeHHO. [Ipu 3ToM 31 %
6osbHbix WTII B mepuoj Haxox/JeHUs B CTallMoOHape
noJiy4aqd aHTUOMOTUKU B CBSI3W C COXPAHSABIIMMMCHA
NpOosIBJEHUAMU UHQPEKL WU UM NOBBILIEHHBIM YPOBHEM
MapKepoB BocnasieHUs B KpoBU (Bbicokuit CPB).

Lenu Tepanuu nepsuuHoit UTII yeTko He ompene-
JIEHDI, XOT# B IocaeHeM MexxyHapoAHOM KOHCEHCYCHOM
OT4eTe NpejNpHUHATA NMONbITKA 3TO cAesaTb. OCHOBHBIM
HamnpaBJIeHUEM JiedeHUs SBJSETCA IpefoTBpalleHue
KpOBOTe4YeHHH U obecrneyeHue 6e€30MACHOCTHU y MNalu-
eHTa NyTeM yBeJWYeHHs KOJIMYecTBa TPOMOOLUTOB B
kpoBU 0 20-30 x 10?/1, 4TO MOJTHOCTBIO COIVIACYETCH C
JleCTBYIOIIMMH HallMOHa/JbHBIMU U MeXJYHapOoJHbIMU
KJIMHUYeCKUMU peKoMeHjauusamu [4, 6]. B aTux pekomeH-
Jauusax npefjJaraetca AuddepeHLUpoOBaHHAsA TaKTUKa
B OTHOLUEHWM JeTell C BIepBble JUAarHOCTUPOBAHHOMU
WUTII B 3aBUCUMOCTH OT CTeNE€HU BbIPAXKEHHOCTU reMop-
paruyeckoro CHUHApoMa MU HaJU4yus (PaKTOPOB pHCKa.
Mexay ri1y6uHON TPOMOOIIMTONIEHUH U BbIPA’>KEHHOCTBIO
reMopparu4yeckoro CUHZpoMa OOGbIYHO HMeeTCsl Koppe-
Jsnus. CnoHTaHHAsh KPOBOTOYHMBOCTb PeJIKO BO3HUKAET
MpHU KOJIMYeCTBe TpoM6o1uToB Gosiee 50 x 10°/, a mpu
ux ypoBHe MeHee 20 x 10°/n1 puck pa3BUTHS reMoppa-
ruyeckoro cuHgpoma III-1V cTemeHn MakcuUMasbHbBIH.
CnefyeT OTMETHTDb, UTO KaueCTBO >KM3HU NALUEHTOB U
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6ecrnoKOMCTBO pOAUTENIeN SABJSIOTCA He MeHee 3HA4M-
MbIMU (aKTOpaMM [Js1 NPUHSATHUS pellleHUsl O Hauaje
MeJJMKaMeHTO3HOM Tepanuy, YeM ypoBeHb TPOMOOLUTOB.

[lepBoHaya/sbHble BapUaHTLlI JiedeHHUs BIepBble
AuardHoctupoBaHHoi UTII y feTeil BKJIOYAIOT TOJIBKO
HabJs10ieHue, ucnosabzoBanue BBUI uiu kopTUKOCTEpO-
WJIOB, KaX/I0T'0 OT/eJIbHO WU B KOMOUHanuu [4, 6, 11].
BbpkujaTesbHasd TaKTHKAa NpPUMeHseTcs y TalMeHTOB
¢ reMopparuyeckuM cuHzapomoM 0-II creneHu U oTcyT-
CTBUEM TaKUX $aKTOPOB PUCKA, KaK TPOMOOIMTONEHUs
Il cTemeHu, reMaTypus,, HaJIU4YHUe COMYyTCTBYIOLEH JIU-
XOpa/IKH, TOJIOBHOM 60JiM, MHPEKLINH, BO3paCT MJajille
3 J1eT, akTHBHOe IOBeJleHHe pebeHKa, KOTOpoe HeBO3-
MOXXHO KOHTPOJIMPOBaTh, INpeAIIeCTBYIOIHUN HpueM
HeCTepPOUAHBIX NPOTHBOBOCIAJUTENbHBIX IpeNapaToB U
T. A. [4, 14]. [Ipu pa3BUTHUU reMOpparuvyecKoro CHHApoMa
Il creneHu, Hanmuuuu GaKTOPOB PHUCKA, GECMOKOMCTBE
pozuTesel, CHUXKEHHMU KayeCTBa XKM3HU MaljMieHTa U, 0COo-
6eHHO, B cnydasax Tsokesoi UTI pekoMeHiyeTcs HAUMHATD
HeoTJI0kHY0 Tepanuto. Taxenasa UTII xapaktepusyercsa
HaJIMuMeM reMopparuyeckoro cuHapoMa IV creneHu BHe
3aBUCUMOCTH OT YPOBHSA TPOMGOIMTOB. TsXKecTb reMop-
paru4yeckoro CHMHJpoMa OINpefiessiloT KPOBOTEYEHUs CO
CIM3UCTBIX 060J104€eK, BKJII0Yasi MEHOPPAruio, He Kynupy-
Iol1Mecsl CAMOCTOSITe/IbHO HOCOBbIe KPOBOTEUYEHHS, XKeJly-
JIOYHO-KHIlIeYHOe KpOBOTeYeHNe, FeMaTypHIO UJIH, PEXe,
BHyTpuuepemnHoe kpopousausaHue (BUK). Yactora BUK y
JleTell HUXKe, YeM Y B3pOCJIbIX, U BcTpedaeTcs B 0,1-0,4 %
cnyvaeB UTII, ofHako sABJsieTCsl TPO3HBIM OCJI0XKHEHUEM
3a60JsieBaHUsl C KpaliHe HebJIaronpUsATHBIM MPOrHO30M
[1, 15]. lpu nporpeccupoBaHUU BIEpPBbIe BbIsIBJEHHON
WUTII Ha ¢poHe Tepanuu NpeAyCMOTPEHBI OMLUU C YBEJU-
YyeHHEeM [103bl JIeKapCTBEHHbIX CPe/ICTB UJIM BBeJlEHUEM B
CXeMbl JJONOJIHUTEbHbIX IPeNapaToB 1epBOM JIUHUH.

B Hacrosumell paboTe TaKTUKa JUHAMHUYeCKOIo
HabJII0JleHUs1 HCIoJb30Batack ¥y 3 U3 4 MallueHTOB C
reMopparuieckuM cuHpoMoM | cteneHu. Bce nanueHThbI
C reMopparu4eckuM cUHApoMoM Il cTeneHu U Bblllle U
1 60/bHOM C reMopparM4eckMM CHHAPOMOM | cTeneHu
MoJ1y4aJ/iy Tepalnuio B CBA3M C HaJiMyueM GpaKTOPOB PUCKa,
JaJIbHeWIIMM yCUJIeHMeM KpPOBOTOYMBOCTH WJIM arpec-
CHMBHOU NO3UIUEN pojuTesiel, TpeboBaBIIUX HEMeIEeH-
HOr0 HayaJja JiedeHus. [Ipyu 3ToM y 2 U3 3 mayueHTOB,
HaxXOAMUBIUMXCA MOJA HabJIJeHHueM, BOCCTAaHOBUJICSA
6e30macHbI ypOBEeHb TPOMOOIUTOB 6€3 JasbHENIIero
YXYALIEHUs KJIWHUYEeCKOM CHMNTOMATUKU. TeHJeHIus
K Ha3Ha4YeHUI0 Tepanuu JeTsaM C reMopparuyeckuM
cuHgpoMmoM [-1I cTeneHu, KoTopble MOTYT HaXOAUTbCHA
TOJIbKO IO/, AMHAaMUYEeCKUM HabJII0leHHeM, ITPOCIeKHUBa-
eTcsl BO BCeX MUPOBBIX My6aMKauusx [16, 17].

Bo Bcex cylecTBYWOLMX KJIUHUYECKUX PpeKo-
MeHJalusAX IMoJJepXKUBaeTCs MCIOJIb30BaHUE KOp-
TUKOCTEPOUJ0B B TNEPBOM JIMHUM Tepalnuu BIepBble
JAuardHoctupoBaHHoi nepBuyHoi UTII y geteit [17, 18].
[IpeHU30J10H AJis IpUeMa BHYTPb 4acTo 3PpPeKTUBEH Y
neJHaTpHUYeCKUX MallMeHTOB PU UCII0Jb30BaHUU B Jl03€
1-2 mr/kr B TeueHue 7-14 nuei. [Ipenapat adpdekTHBEH
TakKXe B 60J1ee BBICOKUX ,03aX (4 MI'/KT BHYTPb B CyTKH)
B TeyeHMe 3-4 Hell, MoBbILIasA YPOBEHb TPOMGOLIMTOB /10
6oJiee 50 x 10°/n1 B nepBble 72 4y 72-88 % nanueHTOB C
WUTII [10, 18, 19]. [IpeAHNU30JI0H UCHOIB3YETCS B Pa3HbIX
Jlo3ax U cxeMax. Hu ofiHa cxeMa He MMeeT NPeUMyLIeCTB
nepes Apyroi. O6GbIYHO NpesHU30JI0H NpUMeHseTCs
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B Jlo3e 1-2 Mr/Kr/cyT BHYTpPb B Te4eHUe 2 HeJ. U C Io-
CTenleHHON oTMeHOU Ha 3-U Hepese [13, 17]. B ony6uu-
KoBaHHBIX B 2018 . pykoBocTBax COBMECTHOH paboueit
rpynnbl (JWG) HecKOJbKUX eBpONEeMCKUX reMaToJIOTH-
YeCKUX 00IlecTB TaKXKe He PeKOMeHAYeTCs JJINTe/bHOe
npUMeHeHHe KopTUKocTepouioB [20]. M3-3a mO6GOUYHBIX
3¢ deKTOB ANHTENBHOrO JleueHUs] KOPTUKOCTEPOUAAMHU
y AeTel, 0co6eHHO B MOAPOCTKOBOM Bo3pacTe (yBeJsH-
YyeHMs] Macchbl TeJa, NOsIBJIEHUS aKHe, GECCOHHULbI U
HapyuleHUH ICUXUKH), HabJI0faeTcs HU3Kasl MpUBeEp-
’)KEHHOCTb K JJINTeJbHOM TepanmuM, B YacTHOCTH, NpPH
pasBuTuu cuHapoma KymwnnHra [20]. Mbl cyuTaeM, 4TO
[JIIOKOKOPTHUKOCTEPOU/bI CJelyeT NPUMEHATDb TOJbKO B
TedyeHVe KOPOTKOTO Ilepro/ia BpeMeHHU i oA e pKaHus
KOJINYeCcTBa TPOMOOLIUTOB Ha yPOBHeE, 06ecreynBawleM
CUCTEeMHBIN reMocTa3. AMepUKaHCKoe OO6lIecTBO rema-
TosioroB (ASH) Takke pekoMeHAyeT OYeHb KOPOTKUH
Kypc npefHu3oJioHa (< 7 AHeH), YYUTbIBash BBICOKYIO
BEPOSATHOCTb CIIOHTAaHHON PEMUCCUH Y JleTel U >KeslaHUe
n36exaTh N0604YHbIX 3¢ dekTOB [8].

B KJIMHMYeCKHMX peKOMeHJALUSIX MpeaycMOTpeHa
BO3MOXXHOCTb Ha3HayeHUs JieKcaMeTa3oHa B Jio3e
20 Mr/m? B/B B TeyeHHUe 3 JJHEl B KaueCTBe HEOTJIOXKHOU
Tepanvu. B HallleM ucC/leJoOBaHWU JeKCaMeTa3oH IO
3TOM cxeMe Ha3Havajcs 7 (54 %) GOJbHBIM U NpUBeJ K
MOJIOXKUTEJbHOMY OTBeTYy B 72 % ciy4daeB (IOJTHOMY —
y 14 %, yactTuuHoMy — y 58 %). ¥ 2 mauueHTOB nocje
Kypca JieKkcaMeTa30Ha noTpeboBaioch Ha3HaueHue BBUT
B CBAI3U C HapacTaHMEM reMopparuyeckoro CHHApoMa Ha
¢doHe Tpom6bonuTonenuu (< 10 x 10°/n),ay 1 — B cBs3U
C COXpaHeHHeM MeHOpparuM U IOsiBJeHWeM OCTPbIX
S13B B /IBeHAJJaTUNIEPCTHON KHUIIKe, YTO JieJlajlo HeBO3-
MOXXHbIM NPOJO/DKEHUE Tepalnuy KOPTUKOCTEPOMUAaMHU.
Ha ¢poHe kopoTKoro Kypca iekcaMeTa3oHa Mbl He Ha6J110-
JlaJii T0604YHbIX 3¢ PEKTOB CO CTOPOHBI IICUXHUKH, TaKUX
KaK 0eCCOHHMI]A U arpecCMBHOe M0BejleHre, ONMCaHHbIX
panee [19].

Jleuenne BBUI' BbI3bIBaeT yBesnMyeHHE KOJIUYECTBA
TpoM6onuToB y 80 % mNeanaTpUyeCKUX NalLMeHTOB,
npuyeM 3¢deKT JocTUraeTcs B nepBble 48 4 yalle, yeM
npu Tepanmuu KopTukoctepougamu [20]. B cyuectBy-
IOLIMX KJWHWYECKUX peKOMeHJalUaX IpeAyCMOTPEeHO
BBeseHue BBUT B kypcoBoii 03e 0,8-1 r/Kr c BO3MOXKHO-
CTb0 IPMMeHeHHUsI BTOPOH 103kl B C/y4ae HEIOJHOI0 OT-
BeTa. B HaweM ucciegoBanuu BBUI nepBruyHO BBOAMIICA
2 (15 %) manueHTaM C YaCTUYHBIM OTBETOM Ha [leHb
BbIMUCKU. [Ipyrue 2 (15 %) nanueHTa nosaydanau BBUT
nocJjie Tepanuy JieKkcaMeTa30HOM B CBSI3U C ee HeJoCTa-
TOYHOUN KJIMHUKO-/1a6opaTopHON 3PpEeKTUBHOCTBIO WU
pa3BUTHEM MO060YHBIX 3(PEKTOB KOPTUKOCTEPOUJOB.
WHTepecHO OTMETUTD, YTO UMEHHO 3TH 2 60JIbHBIX ObLIN
B YHCJIe TeX, y KOro pasBUJIOCh BTOPUYHOE CHM)XeHHe
ypoBHs TpoMbouuToB Ao I-II crenenu nHa [[+39 u [[+40 ot
BpeMeHHU NOCTAaHOBKHM JMarHo3a C MOC/AeAyIoLIUM CIOH-
TaHHbIM BOCCTAHOBJIEHWEM HX KoJinyecTBa. [10604HBIX
3ddexToB Ha BBeZjleHHe BBUT B HalieM ucciaejoBaHUU He
OTMeYyaJoCh.

3AK/TIIOMEHUE

Hacrosimmee pervoHajsbHOEe HCCIeLOBaHUE  HOCHUJIO
CIJIOIIHOM XapaKTep U MOKa3aJo BBICOKYI 3PPEeKTUB-
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HOCTb JieueHUs1 nepBuyHoit UTIl y ngereit B cTporom
COOTBETCTBUM ¢ HalMOHa/JbHBIMU  KJIMHHYECKUMH
pekoMeHgauussmMu M3 P®. O6uuit oTBeT coctaBu 92 %.
[IpuMeHeHUe JekcaMeTa3oHa AJs B/B BBeJleHHUsI He CO-
MPOBOX/1AJI0Ch BBICOKOHM YacTOTOM MOGOUYHBIX 3G PEKTOB.
OfHako Cc y4eToM MaJjioll BbIGOPKU TpPeOYIOTCS [Aajb-
HelllllMe MCC/elOBaHUA B 3TOM HalpaBJeHUHM U OLieHKa
OT/a/IeHHbIX pe3yJbTaTOB NPOrPaMMHOIO JieueHHs C Tle-
pUOJ0M HabJII0/jeHus 3a MaljMeHTaMU He MeHee 6-12 mec.
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