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PEAKUWE TIPUYVHDI N30ANPOBAHHON TPOMBOLIUTOITEHUN
Y AETEN HA ITPUMEPE TPEX KAMHUWYECKHNX HABAIOAEHWN

DOTI'BY «HanmoHaAbHBIN MEAUTTMHCKUHY MCCAEAOBATEALCKHUH IEHTP AETCKOM reMaTOAOTMH, OHKOAOTHUH, UMMYHOAOTHUY
uMm. Amutpus PoraueBa» M3 PO, r. Mocksa, PO

BoabIIMHCTBO NPUYUH KIMHNYECKU 3HAYNMOTO0 CHHIPOMA M30JIMPOBAHHOMH TPOMOOIIMTONIEHUH Y IeTel
SIBJISTIOTCSI UMMYHHBIMH, OTHAKO Ja’Kke HECMOTPS Ha COBPeMeHHbIe JJa00paTopHbIe BO3MOKHOCTH, TUa-
THO3 «MMMyHHas TpomOonuTonenus» (UTII) y mereit octaerca «IuarHo3omM McKIUYeHus». Ha mpu-
Mepe onucaHud 3 KINHUYECKHX HAOIIONEeHNH MAINMEHTOB ¢ HEKJAaCCHYECKUM TeYeHueM HMMYHHOI

TPOMOOLMTONIEHNH, PE3UCTEHTHOH K IIPOBOIMMOI Tepanmuu, MbI IIOCTAPAJIUCH IIPOIEeMOHCTPHUPOBATH
pasanuyHbIe BADMAHTHI PEAKUX BPOKAEHHBIX HAPYUIEHWII TPOMOOLUTON033a, KOTOPhIE MOTYT OBITH
omn6ouyno npuHATHI 32 UTII. B crarpe mpeacraBiieH KPaTKMH JTUTEPATYPHBIA 0030P, a TaKKe OCBe-
IIeHbI 0CO0EHHOCTH JadopaTopHOU M Au(pdepeHInaTbHON TUATHOCTUKU, TeYeHUST U KINHUYECKON
KapTUHBI HANMEHTOB ¢ TAKUMHU 3a0ojieBaHUAMY, Kak cuHapoM Bepuapa—Cyibe, CHHIPOM «CepBIX»
Tpom6ouuToB u MY H9-accomuupoBaHHAA TPOMOOIUTOIEHUS.

Knrouesvie cnosa: MYHY, cundpom «cepvix» mpomboyumos, 6oresnvb Beprnapa—Cyave, Oemu, ummyn-
Has mpomooyumonenus, Hacie0cmeeHHas Namoiozus mpomboyumos.
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RARE CAUSES OF ISOLATED THROMBOCYTOPENIA IN CHILDREN
ON THE EXAMPLE OF 3 CLINICAL OBSERVATIONS
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Most of the causes of a clinically significant syndrome of isolated thrombocytopenia in children
are immune, however, even despite current laboratory capabilities, the diagnosis of «immune
thrombocytopenia» (ITP) in children remains a «diagnosis of exclusion». On the example of 3
clinical observations of patients with nonclassical course of immune thrombocytopenia resistant
to the ongoing therapy, authors demonstrate different variants of rare congenital disorders of
thrombocytopoiesis, which can be mistakenly taken as ITP. The article presents a brief literature
review and features of laboratory and differential diagnostics, clinical course and clinical picture
of patients with such diseases as Bernard—Soulier syndrome, «gray» platelet syndrome and MYH9
associated thrombocytopenia.
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W3onupoBanHas TPOMOOIUTONEHUA SABJIAETCA
OIHOM M3 HOCTATOYHO YACTHIX MIPUYUH AJI obparie-
HUA K TeMaTojory. B momaBiiAoIeM OOJBITNHCTBE
caydaeB TaKWe COCTOSAHUA IIPeJCTaBIE€HBLI MMMYH-
Ho#t Tpombormronenueir (UTII) [1, 2]. Kak mpa-
BuJio, quaraod VTII He BBI3LIBaeT 3aTpyAHEHUI B
TexX cJaydadxX, Korja IIocjie IIlepeHeceHHOI OCTpoil
pecnupaTopHON MHGpEKIUM y IanueHTa OeTCKOTr'o
BO3pacTa BIIEPBbIE B KU3HU BO3HUKAET BBIPAKEH-
HBIM TeMOopparuuyecKuii CUHIPOM IIPENMYIIeCTBEeH-
HO II0 MUKPOIIUPKYJIATOPHOMY THUIY, aCCOIUUPO-
BaHHBIN C BHE3AIIHBIM H30JMPOBAHHBIM CHUKEHU-
eM KosudyectBa TpomOoruToB (Tp). IloBwImeHUE
KoauyecTBa Tp Ha (hoHe JeueHUs BHYTPUBEHHBIM
uMmmyHorsooyauaom (BBUT') u oTcyTcTBUE JaHHBIX
3a 3JIOKaUeCTBeHHOe 3a00JieBaHIe KPOBU WUJIU allja-
3UI0 KPOBETBOPEHUA B MHUeJOrpaMMe B OOJIBIITNH-
CTBe CJIyuaeB IMO3BOJIAIOT MOATBEPAUTH UMMYHHBIN
reHes tpombonutoneHuu. OLHAKO B pAfe CAydaeB
TpebyeTcss mpoBemeHue aud@epeHInaabHOl aua-
THOCTHUKH, B T.U. C TAKUMHU PeIKUMU HAPYIIIeHUAMU
TPOMOOITMTOII093a, KaK BPOJKIEHHbIEe/HACIE[CTBEH-
HBbIe TPOMOOIITUTOIIEHUH.

B manmoii cTaThe IIpeaCcTaBJIeHO OMUcaHTe 3 KJIN-
HUYEeCKUX HAOJIOJEHUH AeTell, KOTOPHIM II0 MECTY
SKUTEJIbCTBA OBLI yCTAHOBJIEH OUATHO3 «UMMYHHAasA
TPOMOOIIUTOIIeHNUEeCKasaA IypOypa», IIPOBegeHa
cTaHJapTHAsA Tepanusd NepBOY JUHUY (TJIIOKOKOPTH-
kocrepounansl — I'KC, BBemernne BBUT') Ge3 ahderTa.
ITamueHTHI GBIV HAIIPABJIEHBI B HAIII IEHTP B CBA3U
C HETUIIUYHBIM TeUueHreM 3a00JeBaHUA C I[eJIbI0 IIPO-
BeJleHUs OUarHocTuKU u JeueHud. Ilocsie mpoBene-
HUA KOMILIEKCHOTO OOCJIeOBAaHUSA, BKJIOUAOIIETO
(byHKIIMOHANBHBIE TECTHI U MOJIEKYJIAPHO-TE€HETH-
YyecKoe HCCJIeNOBaHUE MeTOJOM IIPSAMOrO CEeKBEHU-

poBauusa mo CoHrepy, y HaIlMeHTOB OBLLIN BepuQpu-
IUPOBAHLI 3a00JieBAHUA, OTHOCAINUECA K TI'PYIIe
HACJIeICTBEHHBIX MaKPOTPOMOOIIUTOIEHMIA.

IHayuenm 1 (manvyuk, 10 mec). AHaMHe3 KU3HU
U ceMelHBINI aHamMHe3 0e3 ocobeHHOcTeii. B 3 mec mpu
ILJIaHOBOM HccjeoBaHUU o0Iero ananusa Kposu (OAK)
y peGeHKa ObLIO BHISIBJIEHO CHUKeHUEe KojuuecTBa Tp 10
28 TBIC/MKJI, 110 JAHHBIM IIPEIOCTABICHHON MeIUIINH-
CKOM JOKYMEHTAIUY, FeMOPParnYecKuil CAHAPOM OTCYT-
CTBOBAJI, JAajibHeiIee 0o0c/IefoBaHNE He IPOBOJUJIOCH.
B Bospacre 6 mec, Korga peOeHOK HadYaJl M0J3aTh, OBLIO
OTMEUEHO IOSABJIeHNE d9KXUMO30B, IPEUMYIIIECTBEHHO HA
KOHEUYHOCTAX, B 8 Mec — IJIUTeJbHOE HOCOBOE KPOBOTE-
yeHHe, moTpedoBaBIllee rocrnuraausanuu. IIpu craiumo-
HapHom obcaemoBanuu B OAK ObLIN TOBTOPHO BHISABIEHBI
M30JMPOBaHHOE CHIKeHMe Koaudectsa Tp mo 30+109/x
(mo ®@onno 62-109/1), maxpodopmel Tp, B oCTAIbLHOM
6e3 ocobenHocreii. IIpu mpoBegeHUM arperoMeTpuyd —
CHUJKEHME CO BCeMU arOHUCTAMU, BKJIIOYAs PUCTOIETUH.
IIpoBemeHa quarHoCcTUYECKas KOCTHOMO3IOBAsA IYHKIU.
B muesorpamMmMe OTMeYeHBI pacIIUpeHUe MerakKapuoiu-
TaPHOI'O POCTKA, JUCMEraKapuoIUTOII0d3.

PebeHKy yCTAHOBJIEH AMATHO3: UMMYHHAs TPOMOO-
nuroneHusa. I[Iposeaer Kypc tepanuu BBUT B KypcoBoii
nose 1 r/kr, 2 kypca nyabsc-repanuu 'KC — 6e3 apdexra
(coxpaHsaIach TPOMOOIIUTOIEHUS C IIOCTOSHHBIMU pPes-
KUMU «Iepenagamu» unciaa Tp or 20 mo 120-109/x;).
VY pebenka ObL1 3amomospeH cuuapom Bepuapa—Cyibe.
Hanpasner 8 HMUIL AT'ON um. [Imurpusa Porauesa aia
JaJbHeNIIel TMarHoCTUKY 1 BO3MOXKHOT'O JIeUeHU .

B BospacTte 10 mec pebeHOK ObIJI FOCIUTAJIU3UPOBAH B
HMUIT AT'OU nm. qmurpus PoraueBa, rie Mo pe3yJabTa-
TaM mpoBefeHHOTO 00caenoBanusa B OAK ormeueHo mso-
JIMPOBaHHOE CHM)KeHue KosmuecTBa Tp mo 18 Thic/MKJI
(mo @oumo 85 Teic/MKJ). B KoarysorpamMme — BapuaHT



HODPMEI, puctorneTur-kKodparkTopaada (RCo) akTuBHOCTE U
anrures axropa Bumebpauga — B mpegesax pedepent-
HBIX AuanasoHoB. IIpum wmcciemoBaHWU (DYHKI[MOHATIL-
HOM aKTWBHOCTU TP BBIABJIEHO CHMI)KEHUE DKCIPEeCCUu
rimkonporenna Ib (CD42b) — 13% o akTuBamuy mpu
HopMe 74—-126% ; mo maHHBIM HCCIEeIOBAHUSA MOPPOJIO-
ruu Tp (puc. 1), cpenaas miomans Tp cocrasisana 15,88
MiM2 (HopMma 4,03—4,75), cpexnauii fuamerp — 4,31 MKM
(zopma 1,69-2,63), G6osee 25% Tp ObLIN IpeaCTABIEHBI
dopmamu ¢ guamerpom Oosiee 5 MKM. Arperamus Tp: ¢
agenosungudocharom (AHD) 35% (25-65%), ¢ Komwa-
reaom 39% (50-70%), ¢ pucromerurom 0% (55-100%),
c agpenasuuaom 14% (50-85%).

Takum o6pasoM, y HalueHTa OBLIW BBIABJIE-
HBI 3HAUUTEJbHOE CHUIKeHUe sKcupeccuu GP1b Ha
Tp, orcyrcTBue arperanuu Tp ¢ pUCTOIETUHOM, Ha
(oHe cHUIKEHUA arperanuu Tp ¢ APYyruMu UHIYKTO-
pamMu (COOTBETCTBYET CTEIIeHUW TPOMOOITMTOIIEHI),
yBesqnuenue pasmepoB Tp. PebGeHKy ycTaHOBJIEH
auaruos: cuaapom Beprapa—Cyibe.

IHayuenm 2 (manvuuk, 5 1em ). VI3 anamHe3a U3BeCT-
HO, UTO C 3-MeCAYHOT0 Bo3pacTa pebeHOK HAaOII0masICsa
MeguaTpoM IO MECTY JKUTEJILCTBA B CBASU C YACTHIMU
MHOEKIUAMA JbIXaTeJIbHBIX IyTel, B 3 rojja yCTaHOBJIEH
nuarsos opouxmuanabHad actMa. C 1-To roga KU3HU OTMe-
YaJnCh CIIOHTAHHOE IOSABJIEHNE dKXUMO30B, IJIUTEIbHOEe
KPOBOTEUEHUE [IPY B3ATUN KAWJLISAPHON KPDOBU U3 MAJb-
11a, IPUMeCh aJI0f KPOBU B cryJie. VcciiefoBaHue CBEPThHI-
BamoIell GyHKINY KPOBU U KosmuecTBa Tp 10 3-IeTHEro
BO3pAacTa B MEAUIIMHCKON JOKYMEHTAIUN He IPeJCTaBIIe-
Ho. Briepsrie camxenne uncaa Tp 1o 80 - 109/ BeIsiBIE€HO
B 3 roga (panee umcao Tp He mccaemoBasoch), B AWHA-
muke uncao Tp B mpegenax 30—155+109/1 (8 Gonbreit
gactu remorpamM 50-70-109/x1). IlposaBieHUA TremMop-
ParuuecKoro CUHAPOMA COXPAHSJINCEH U IIPU KOJUUECTBE
Tp 6osee 100-109/1. TpomGonuToneHusa 6bLIA pacie-
HeHAa KakK MMMyHHas. [IpoBefieH KypC IyJbC-TE€PAIUU
TKC (adderTa He mosyueHo — umcjo Tp B mpenerax
37-51+109/1 mo u mocine neuenus), BBUI (xypcosas
mosa 1 r/kr) 6es adbdexTa.

W3 cemeliHOro amamMHe3a M3BECTHO, UTO IO JUHUU
MarTepyu 3aperucTPUPOBAHBLI PAHHWE HIETCKUE CMEpPTHU.
O6cenoBaHMEe HE TPOBOUIIOCK.

IIpu mannuansaOM obciemoBanuu B HMUIL [IT'OM
uMm. [JImurpua PoraueBa B KJIHMHHYECKOM aHalu3e
KPOBU BBISIBJIEHA M30JIUPOBAHHAS TPOMOOIUTOIEHUS 0
77-109/n1 (mo Poumo 97-109/1). Uccaenopanue arpe-
raiiuu Tp ¢ AP 5 mrmoas 30% (mopma 25-65%), c
rosutaresom 67% (50-70%), ¢ pucroueruaom 100%
(565-100% ), c HM3KOI KOHIleHTpaIueil pucromneruna 5%
(0-10%), c agpenanunom 44% (50—85% ) — coorBeTCTBY-
€T CTeleHr TPOMOOIUTONeHNN. AHAIN3 KOAryJIorpaMMbl
¢ onpenenenuem RCo akTuBHOCTM m aHTHreHa (HaxrTo-
pa Buuie6panza maToJiornu He BBIABMJI. lIpu mcciie-
IOBaHUM (PYHKIMOHAJIBbHON akTuBHOCTH Tp o6GpaTmio
BHUMaHUE CHUIKeHHe sKcupeccun CD62p (Mmapkep ajb-
da-rpanya) — 25% npu HOpMe 72—128% mocie akTuBa-
nuu. IIpu uccnenoBanuu mopdosioruu Tp arpanyisipHbIe
(cepere?) Tp cocraBasaau o 100% (puc. 2), ormeuasncsa
makporuTod Tp (cpemumuit nuamerp Tp Gosee 5 mrm). B
MueJIorpaMMe OTMEUYEHO CYyKEeHUEe MerakapuolUTapHO-
ro POCTKa, MErakapuOIUTHI 0e3 BUAWMMON OTIIHYPOBKU
Tp. TpemanoOmomncuss KOCTHOI'O MO3ra — peaKTHBHEIE,
HEOIIYXOJIEBbIe M3MEHEHUS C MUHUMAJIbHBIMU IUCILIA-

Puc. 1. Ma3ok nepudepnyeckoit KpOBM MAIMEHTA C CHHAPO-
mom Bepaapa—Cyase: makpodopmbl Tp (YKasaHbI CTpeIKaMU).

Oxpacka o Pomanosckomy—T'umae, yB. 100.

CTHUYECKMMU H3MEHEHUAMU MeraxkapuoIuTOB. B cBasu
C 4aCTbhIMM I/IH(I)eRL[I/IHMI/I HIMXHHUX ObIXaTeJbHBIX ny'reﬁ
MaJIbUMK OBLI 00CI€JOBaH Ha IPEMeT IEPBUYHOTO UMMY-
"HomeduIuTa:
JeHKOIUTOB IepudepuuecKkoil KPOBU, CYOMOMYJIAINN

nokaszareju MMMYHO(MDEHOTUINPOBAHUA

MMMYHOTJIOOYJINHOB OBLIU B IIPefielaX HOPMBI.

MosiekyIsipHO-TeHeTUUECKasA AUArHOCTUKA: B reHax
WAS, CASP8, CASP10, FAS, FASLG, XIAP wyranuit
He 00Hapy KeHOo. YOeAuTeJ bHBIX AAHHBIX 3a IIEPBUYHOE
UMMYHOLe(DUIIUTHOE COCTOSIHUE IOJyUeHO He O0bL10. [Ipu
uccaenoBauuu reaoB MYHY9, RUNX1, GATAlI myranuu
TaKJKe He BBISIBJIEHBI.

TakuM 00pa3oM, y malueHTa ObIIN BBIABJIEHBI
nedurut anbda-rpanya Tp (mo ganasim PAT u cBe-
TOBOI MUKPOCKOIINN), CHIKeHIEe KOJINUeCcTBa Mera-
KapUOI[UTOB U OTHIHYPOBKM TP B KOCTHOM MO3TE€.
Kpome Toro, orcyrcTBoBas oTBeT Ha Tepamnuio MTII
epBOH JINHUU, FeMOpParudyecKuii CHHAPOM coXpa-
Hsics npu uuciae Tp Gosee 100-109/1. Ha ocHo-
BaHUU TEPEUYNCJIEHHOr0 OB 3aIll0f03PeH CUHIPOM
«ceprix» Tp. Buosornueckuit maTepuaJ mammueHTa
OBLJI 3aMOPOSKEH IJIA MOCJIEIYIOIEero NCCIeJOBaHUA
reia NBEALZ2, a TakiKe TeHETUUYECKOTO CEKBEHUPO-
BaHuA ciexnyiomiero moxojeHusa (Next generation
sequencing — NGS).

INayuenm 3 (5 nem). I3 anamMHe3a M3BECTHO, UTO
¢ 4 jer y MaJbyMKa MOSBUJINCH KAJOOLI HA JIETKOe
MOSIBJIEHNE HKXMMO30B HA KOHEUYHOCTAX, NJIUTEIbHBIE
(mo 3 mHel) KPOBOTEUEHUS IPU CMeHe MOJIOUHBIX 3y0O0B,
CHUJKeHUe ciyxa. BrepBble TPOMOOIIUTOIIEHUS JOKYMEH-
TaJabHO 3adUKCUpOBaHa B 4-jeTHeM Boadpacrte (umucio Tp
cocraBisamo 47+109/1), gajee B JuHAMUKEe B Ipefesax
or 28 go 150:109/1. OrMeuanoch HOCTOSHHOE HECO-
oTBeTcTBHE umcga TP IPU aBTOMATHYECKOM U DPYUHOM
nozcuere. Pe0eHOK roCIuTAIN3UPOBAH II0 MECTY JKUTEJIb-
CTBa, pe3yJbTaThl MHUEJOTPAMMBI: IMIOJHOKJIETOUHBIA
KOCTHBIM MO3I C €JUHUYHBIMHU MerakKapuonuramu 6e3s
BUAMMOI OTIIHYpOBKU. CeMelHbII aHaMHE3 JOCTOBEPHO
He usBecTeH. Poxurenu He obciemoBanbl. CocTosHUE
MAaIMeHTa PACIeHEeHO KaK UMMYHHAas TPOMOOIIUTOIIEHU.
IIpoBenena tepanusa — BBUI' B KypcoBoit mose 1 r/Kr,
IPeIHU30JI0H 2 MT/KT/cyT B TeueHme 21 mmsa, ¢ mocre-
IIeHHO! OTMEHOM, HEOJHOKPATHBIE KYPCHI IIYJIbC-TePAINT
T'KC — 6e3 apdpexTa co cTopoHsl uncaa Tp u BeIpaKeHHO-
CTH IreMOpPParnvecKoro CHHAPOMa.

B cBasu ¢ orcyrcrBueM adderra or tepanum UTII
IIepBOY JUHUM MaJIbuuK 011 HanmpasiaeH B HMUIL IT'ON
nns poobcaemoBanusa. Ilo mamaeim PAT, skcmpeccus

A TIATOAOTI'UA
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Puc. 2. Ma3ok nepudepnueckoil KpOBY MALMEHTa ¢ CUHAPO-
moMm «cepbix» Tp (a) u 3mopoBoro pedenka (6).
Oxpacka o Pomanosckomy—T'umse, yB. 100.

Puc. 3. Ma3ok nepudepuuecKkoii KPOBH: BKIIOYEHNS 10 TUILY
Teaern [/lede B KiIeTkax HeATPOQUIbLHOro paAma (yKasaHsl
CTpeJIKaMu).

Oxpacka o Pomanosckomy—I'umse, yB. 100.

BCeX MapKepOB IOBBINIeHA Ha (OHEe YBEJIWUYEHUs pasMe-
poB Tp. B mopdosroruu ormeuaeTcs: BIpaskeHHBIA MaKpPO-
muTo3: cpenuuit nuamerp 4,56 mm (zopma 1,69-2,63),
cpenHas miomaznb 17,9 mxm2 (sopma 4,03—4,75), 33%
Bcex Tp mpepcraBieHBI GOpMaMu ¢ TUAMETPOM >5 MKM.
B kierkax HeHTPODUIBLHOTO Psfa 00HAPYIKEHBI BKJIOUE-
Huda no tumny tejel Hemxe (puc. 3). MeTomom npsamMoro cex-
BeHUpPOBaHUs 110 CoHrepy BHISBJIEHA OJHOHYKJIEOTUIHAS
dameHa c¢.5797C>T B reTepo3uroTHOM COCTOSAHUU B reHe
MYHY, npuBofsaiasa K MpexJAeBpeMeHHOMY MOABJIEHU0
cror-KogoHa p.Arg1933Ter.

Ha ocHoBaHWM HaIWUUs y MAMEHTAa MAaKPOTPOMOO-
IUTOIMEHUY, BKJIOUEHUN B HEUTPODUIAX IO THUITY TeJIel]
Hene, myranuu B reie MYH9, onucaHHOH B JIUTEpPaType
Kak IaTtoreHHasa npu aHomaysum Mes—XerrsivHa u paje
Ipyrux (eHOTUNINYEeCKU CXONHBIX 3abosmeBanuit (OMIM
155100, 153640), 6bLT yCTAHOBJIEH AUATHO3: TPOMOOITH-
TOIIEHU S, aCCOIMUPOBAaHHAasA ¢ MyTamnueit B reae MYHY.

ITogBoasi MTOT Tpe3eHTAIUU TPeX KJIUHUUE-
CKHUX CJIyYaeB, BUIHO, UTO y BCEeX IMAIMEHTOB ObLIN
o0IIe 0COOEHHOCTH: yMepeHHas W30JUpOBaHHASA
rpomoboruToneHusa (>30-109/1), Gonblnas pasHuU-
IIa B pe3yJbTaTax IIPU aBTOMAaTHUUYECKOM IIOJCUeTe
u noacueTe yucyaa Tp mo Poumo, makpodopmsl Tp,
OTCYTCTBUE ABHOU KOPPEIANUN MEKIY BBIPAYKEH-
HOCTBHIO TeMOpparudyeckKoro CHHIPOMA M YHCJIOM
Tp B TeueHme KU3HU, AEOIOT TPOMOOIIUTOIIEHUN B

parHeM Bo3pacte. Kpome Toro, mpumenenue I'KC u
BBUT ne 651710 9)EKTUBHO HU Y OJHOTO U3 IAllU-
€HTOB.

O6cy:xmenue

IToBeimmenue pasmepoB Tp MOKeT BCTpeuaThCsa
IPY UMMYHHOUM TPOMOOIIMTOIEHUN, OHKOTEMAaTOJI0-
ruyecKkux 3abosieBaHuax [3]. B manHOI# cTaThe pac-
CMOTpPEHBI HaCJEeNCTBEHHbIE MaKPOTPOMOOIIUTOIIE-
HUU, CPEIU KOTOPHIX HamboJIee YacTO BCTPEUAIOTC:

e cuuaapoMm Bepuapa—Cyibe;

o MY H9-acconmuupoBaHHbIE TPOMOOIIUTOTIEHIN;

® CUHPOM «CEPHIX» TPOMOOITUTOB;

e GATA1-accomuupoBaHHas TPOMOOITUTOIICHS;

e TpOMOOIIUTAPHEBIN TuN 60ae3HYU Buiebpanzga;

e cuagpom ITapu—Tpycco;

® CpPeau3eMHOMOPCKAA MaKpPOIIUTOIIaTUUYeCKasd
TPOMOOIIMTOTIEHUS;

e cungpom Hu J[:KOpAKu.

Cuugpom Bepuapa—Cysbe OGbLT BIEPBBLIE OIU-
cai B 1948 r. B KauecTBe BPOKIEHHOTO MIOPOKAa
[4]. OcHoBHOIT OGroxmMUUYecKUl AedeKT 3aKJIOUa-
€TCs B OTCYTCTBUY UJIU CHUKEHUU 9KCIPECCUU TJIU-
KOIIPOTEMHOBOTO KOMILIeKca (pemenTop GaKTopa
Bunnebpanga) ma moBepxHoctu Tp. PesymbraTrom
cam:kenus sxcapeccuu GPIb/IX/V aBiasercsa Hexo-
CTaToOuYHOEe CBA3BIBaHME (hakTopa ¢ MemOpamoit Tp
B MeCTaX COCYAWCTOTO TOBPEKIEHUS, CJIEICTBUEM
yero ABJsAeTCA HapylleHue aaresuu Tp [5].

IIpuumHbl camMoii TPOMOOIIUTOIIEHNY HEU3BECT-
HBI, HO OHA, BEPOATHO, CBA3aHAa C YMEHBIIIEHUEM
IPOJOJIKUTEeNbHOCTY Ku3Hu Tp [5].

3abosieBaHIE 00YCIOBIEHO HATUYNEM MYyTaIllUU
B reHax GPIBA (17p13), GP1BB (22ql11), GP9,
HacJeAyeTcsA II0 ayTOCOMHO-DPEIleCCUBHOMY TUIY
(OMIM 231200). Cemeiinblii aHaMHE3 Yallle He 0T~
romieH. JYacToTa BCTPEYAEeMOCTU COCTABJISIET MEHee
1 cayuas ga 1 000 000 uesnoBex (ORPHA:274).

Kaunuueckue npoaBiaeHus BapuabeabHbl. [Ipu
JIETKOI U CpexHell CTeNmeHU TAMKECTH 3a00JeBaHUA
reMOpparuyecKuil CUHAPOM OTPDAHUUMBAETCA IIeTe-
XUAMHU U 9KXUMO3aMH1, PeKe BOSHUKAIOT I0BEHUJIb-
HBbIe MeHopparuu. IIpu TaKeabIx opMax oTMeua-
IOTCA MHOJKECTBEHHBIE ITOJKOKHBIE KPOBOUBJIUS-
HUA, TSKeJble NMOBTOPHBIE HOCOBBIE, HECHEBHIE U
SKeJIyTOYHO-KUIIIeYHbIe KDOBOTEUEHNUA.

Ilpm ucciemoBaHum Maska IepupepuUuecKoin
KPOBU BBISBJISAETCS yMepeHHasd TPOMOOIIUTOIe-
HUs pasiauyHon cremenu, darmie 30-50-109/.
OcHOBHOIT MOPGOJIOTUYECKUI NpU3HAK 3a0o0JeBa-
Hus — Mmakporuros Tp (puc. 1).

IIpu wuccnemoBanmu arperanum Tp OTMeEUYEHO
OTCYTCTBUE WJMN 3HAUUTEJIbHOE CHIUKEHUE arpera-
IV C PUCTOIETUHOM, C OCTAJHbHBIMU MHIAYKTOPAMU

Tabauua 1
MYH9-accouuupoBanubie TpomoonuTonenun [5, 6]
Briarouenus B
ITokasarenxu nefiTpoduaax Tyroyxocts Hedponarusa Karapakra
Anomanusa Mea—Xerriauaa + - — _
Cunapom PexTHepa + + + +
CuHApOM OIIIITeHHA - + + _
Cungpom CebacThsaHa + — - _




(AI®, KoiIareHOM, aAPEeHATOHOM) arperanus HOP-
MaJibHAs WM YMEPEeHHO CHUKeHa (Hecmermpuue-
CKOe U3MeHeHNe BCJIe[CTBYEe TpoMboriuToeHun) [5].

MYHY9-accoyuuposannsvie mpomboyumone-
Huu (MYH9-AT) o6bequHAIOT B cebe UeThIPE paHee
M3BECTHBIX CUHIpoOMa: aHoMaauio Mes—XerriauHa,
cuugpom PexTHEpPA, CHHAPOM OIIITEHHA, CAHAPOM
CebacThsiHA, XapaKTepusymoluecsa MaKpOTPoMOOo-
[UTONEeHNEeN, HAJUUYNEeM BKJIOUEHUN B IUTOILIa3Me
HeHTPO(PUJIOB B UYACTU CJy4aeB U KOMOMHAIMEHR
IPYTUX KJWHUYECKUX OCOOEHHOCTElH, TaKUX Kak
TYrOoyXoCTh, HedpomaTus, Karapakra (tada. 1). C
2003 r. ueTbIpe cuUHAPOMAa OBLIU OO0BEAUHEHBLI B
OJIHY HO30JIOTUUYECKYIO TPYIIITY BHE 3aBUCUMOCTH OT
HAJIWYKUsA BKJIOUEHUN B HeATpOQUIAX MU KIWMHU-
YEeCKUX ITPOSIBIIEHUM.

3abosieBaHe UMeeT AayTOCOMHO-IOMUHAHT-
HBIH TUN HACJIENOBAHWUA U PA3BUBAETCA B PE3YJIb-
Tate Myranuii B reie MYHY9 (nonmuscle myosin
heavy chain 9). T'eH KomupyeT CUHTE3 TsKeJON
ey HeMbIlleuHoro mmosuHa IIA, aBasArOIerocs
CTPYKTYPHBIM 3JIEMEHTOM ITUTOCKEJIeTa MeTaKapuo-
nuToB, Tp, JIEHKOIUTOB U KJIETOK APYTUX TKaHEH,
TaKUX KaK YJIUTKa yXa, KIyOOUKMU IOUEK, XpycTa-
JIUKU TJia3a. dacTora BCTpeuaeMOCTU 3a00JIeBaHUA
coctaBiasgeT 1-9 cayuaeB ma 1 000 000 uendoBek
(ORPHA:182050).

VYrpo:kaormiue JKU3HN KPOBOTEUEHUA PasBUBA-
FOTCSI PEIKO, OMMCAHBI eJUHUYHBIE CJIyUYan CIIOHTAH-
HBIX BHYTPUUEPEIHBIX KPOBOUBIUAHUI [6].

XapakTepHble IPOSBJICHUS B BUAe HEHPOCEH-
COPHOI TYTOYXOCTH, PaHHEHN KaTapaKThl U IPOTrpec-
cupyroiei HeppouaTUM ¢ BO3MOKHBIM Pa3BUTHEM
MMOYEeUHON HEeZOCTATOYHOCTH MOTYT Pa3BUBATHCA Y
6ospHBIX ¢ MYH9-AT B 11060M Bo3dpacre [7].

Y namuenToB ¢ MYH9-AT c po:xkaeHusa obHapy-
SKMBAIOT M30JIMPOBAHHOE CHUKEHUE KomuecTBa Tp
pasauvHOM creneHu BbipaskeHuHoctu (20—-110-109/
J1) u GoJibinve wiau ruraatTckue gopmel Tp (guamerp
Tp 60see 4 mrm) [7].

Tak:ke Tpu MUKPOCKOIUU Ma3KOB mepudepu-
YeCKOl KPOBU, OKPAIIEHHBIX M0 POMaHOBCKOMY—
T'umse, y 15-84% maiueHTOB B HEATPODUIAX MOTYT
OBITH OOHAPYIKEHBI clieln(pUUecK e MUTOIIa3MaTH-
YecKUe BKJIIOUEeHUs (arperaThl aHOMAaJILHOTO OeJIKa
HEeMBbIIIIeyHOoTOo MuosuHa-I1IA) pasanuyHoit (HOPMBI
¥ pas3MepoB, MOXOKue Ha Tesabiia Heme (puc. 3).
B HEKOTOPBIX CAyYaAAX STU BKJIOUEHUA MOTYT OBITh
He OIMCAHBI 13-3a UX MEJKUX pasmepos [7, 8].

ITokasarenu arperanuu Tp u GyHKIUOHATBHON
aKTUBHOCTH BapuabeJbHBI, OJHAKO B HEKOTOPBIX
cJaydasix MOTYT OBITh TMOJIe3HbI Misd auddepeHiiu-
aJbHOM AuarHoctTuru [8].

Cunzppom «ceprix» Tp (gray platelet syndrome
— GPS) — »T0 BpoKIeHHAsT TPOMOOIMTOIEHU,
ONHOM M3 IPUUYUH KOTOPOI MOXKET SABJATHCA MyTa-
mus B reie NBEALZ2 (OMIM 139090). Hacienyercsa
ayTOCOMHO-PEIeCCUBHBIM IyTEeM, OJHAKO OIMUCAHBI
2 ceMbHU ¢ ayTOCOMHO-JOMUHAHTHBIM IIyTE€M HacJie-
mopaunus [8]. Hacrora BcTpeuaemocTu — MeHee 1
cayuas Ha 1 000 000 uenoBexk (ORPHA:721).

IIpenmosaraercs, YTO HPUYUHON BO3HUKHO-
BEHUA 5TOTO CHUHAPOMA ABJIAETCA HECIOCOOHOCTH
MeraKapuoIIuTOB K 00pa30BaHUIO0 CHEIUDUUECKUX

BE3UKYJI M HATIOJIHEHUIO UX O-TPAHYJIAPHBIMU KOM-
noHeHTaMu. IIpu 9TOM KOJIMYECTBO MeETaKapUOIIU-
TOB B KOCTHOM MO3Te, KaK IIPaBUJIO, HOPMAaJIbHOE.

Knuunueckas KapTuUHA IPENCTAaBJIeHA YMEPEH-
HBIM FeMOppParnyecKuM CUHIPOMOM B BUJIE IIETEXU-
aJIbHOU CBHINIM U 9KXUMO30B. B HEKOTOPBIX CIrydasax
y TaIlueHTOB MOYKET OTMeYaThbCs CILJIEHOMETraJus
[9]. B remorpamme yMepeHHas TPOMOGOIIUTOIIE-
Hua 60-100-109/x. IIaTOrHOMOHWYHBI W3MeEHEe-
HUA MasKa nepmdeprudyecKodl KpoBu 1o Panrty, B
KOTOPOM BBIABJAETCA cepas oKpacka Tp B ¢BA3U C
OTCYTCTBUEM B HUX ajb(da-rpanyn (puc. 2) [9]. ¥
TaKUX MAIMeHTOB TeCcThl arperanuu Tp qaloT BeCh-
Ma BapuabeJbHbBIE PE3YJIbTATHI, YAIlle BCETO arpera-
IIUA CHUKEeHAa cO BceMu MHAYKTOopamu. [lo manHbIM
IIUTODIIOOPUMETPUN BBIABIAETCSA OTCYTCTBUE AJb-
da-rpanysn. B TpenanobuonTare 4acTo BBIABIAETCA
muesiopudpos [9].

Myramus B reae GATAI (Erythroid transcrip-
tion factor, GATA-binding factor 1) ma6aroga-
eTcA TpU OOJBIIOM KOJMYeCTBe 3ab0JieBaHUIA.
Hampumep, y mamueHTOB ¢ X-CIeIJIEHHOU Oera-
TajacceMueil, xapakTepuayrleiicsa aucbamaHcoOM
cuHTe3a ajabda- 1 6eTa-TJIOOMHOBBIX Ilemel, peTu-
KYJIOIIMTO30M UM TeMOJIM30M, TaKyKe OTMeuaeTcs
JIeTKadA WU yMepeHHada Tpomooruronennd. OgHaKo
myranug B reie GATAI MoskeT ObITh U IPU CUHIPO-
me «cepbix» Tp (ORPHA:231393). B Takoii cury-
alliy OTMEUEHO CHUJKEeHNEe KOJIMYeCTBa O-TPaHy.JI,
HO YHUKAJBbHON OCOOEHHOCTBHIO SABJISAETCA OOJIBIIIOE
KOJIMYECTBO IJIOTHBIX TPYOUATHIX CUCTEMHBIX KaHa-
JIOB, TJIOTHBIE IBOIiHbIe MeMOpaHbI Tp, He BCTpe-
YalolIrecss B KJACCUUYECKOM BapHAaHTE CUHIPOMA
«ceprix» Tp, UTO cBUIETEIBCTBYET O O0Jee 00IIeM
paccrpoiicTe 6uorenesa Tp [10].

B KJauHWYECKON KapTUHE OTMEYalTCd IIPO-
SABJIEHUA YMEPEHHOTO TIeMOpPpParnvyecKoro CHUH-
IpoMa, HECOOTBETCTBYMOINEro KojaudecTBy Tp.
B remorpamMmme y TaKMX IaIlIeHTOB, IOMUMO MaKpPO-
TPOMOOITMTOIEHU, OTMEUAETCSA TeUeHUEe aHEMUU C
BBIPAKEHHBIM AHU30IIUTO30M, IONKUJIOIUTO30M.
ArperaTorpaMma mMeeT BapuabesbHbBIE 3HAUEHUA.

B GonbIIMHCTBE ciaydyae IJid IIOCTAHOBKU OUa-
THO3a HAaCJIEACTBEHHOI TPOOOIIMTONEHUN HEIOCTa-
TOUHO IIPOBeAeHUA (PYHKIIMOHATBHBIX TECTOB, Tpe-
O0yeTca MOJIEKYJIAPHO-TeHEeTUYECKOe CCIeJOBAHNE.
Hapsany c BBIIIIEONUCAHHBIMU MaKPOTPOMOOIIUTOIIE-
HUAMU ONUCAHBI ITyCKOBbIe MYTAIlU! U IJId IPYTUX
6osee penkux (opwm (Tabi. 2).

CnenuduuecKoro JieUeHUA [IJIs HAaCJEICTBEH-
HBIX TPOMOOIIMTONEHWH Ha NaHHBI MOMEHT He
CYIIIECTBYeT. YUUTHIBAs OTCYTCTBUE B OOJBIITHH-
CTBE CJIyYaeB BBIPAKEHHOTO TeMOPParmuecKoro
CHUHJpPOMa, IIPOBOAUTCA Tepamusa Hecnemuduye-
CKUMM TeMOCTATHUECKUMM areHTamMu (aHTUDU-
OPUHOJNUTUKU, OTaM3UJIAT, JOKAJbHBIE MeEPHI).
B cayuasax KH3HEYTDPOIKAIOIIET0 KPOBOTEUEHUSA
IIPOBOJATCA 3aMECTUTENbHEBIE TPaHCHy3uu TPpoMOo-
IIUTAaPHOTO KOHIIEHTPATa, OMMCAHBI CJIyYau IIPHU-
MeHEeHUA PeKOMOMHAHTHOI'O aKTUBUpPOBaHHOTO VII
daxTopa cBepThiBaHuA [11].

IIpu TPOMOOIIUTONMEHUN, ACCOIUUPOBAHHOI C
myTanuamu B reie MY H9, omucaHbI CAyYan yCIIeII-
HOTO TPUMEHEHUs dJTpombomara (HememTUIHBIN
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Tabruua 2

Penxue ¢popmsr maxkporpomoonuronenuii (ORPHA:2308, ORPHA:851, ORPHA:63, ORPHA:567)

HasBanue T'enernuecknii nedext Tun HacreqoBaHUS Kananueckue nposiBiieHUsA
AyTocomHO- IlcuxomoTOpHAaA OTCTATIOCTh
H-CUH M Myranunu reaa FRAI1B ’
Hxobeen-cunzapo yran eHa pelieccuBHOE aHOMAJINHU JIUITA, CePAIla
T'uranTckue anbda-rpanyssl,
Cungpom Henemusa cermenTa q23.3 AyTocomHO- HapylneHud arperannu
ITapu—Tpycco xpomocombl 11 pelieccuBHOE TIcHXOMOTOPHASA OTCTANOCT,

IIOPOKY CepAlla U JHUIEBOr0 Yeperna

Temarypus, Hac/JIeACTBeHHBIN HePUT,

JIMHHOE TIJIEY0 AyTocomHO-
Cunaapom Anbmopra H HEBPUT CJIyXOBOTO HEPBA, JIEHTUKOHYC
AP p xpomocombl X B 30He 21-22 IOMUHAHTHOE p y pBa, ye,
KaTapakTa
eJIelusi IeHTPAIbHOTO Annasusa tTumyca, THIOIAPaTIPEO3
Cungpom lu Henenus nexTp AyTtocomHoO- yea, baTupeos,
yJacTKa AJIUHHOTO KaHAUIOMUKO3, AaHOMAJIUY PAa3BUTUA
Hxopmrn ITOMUHAHTHOE

jieya XpoMOCOMBI 22

HOCAa, pTa, yIei

arOHUCT TPOMOOIIOATUHA) IIPUW BBIPAKEHHBIX ITPO-
SIBJIEHUSAX I'eMOPPAaruvyecKoro CUHAPOMA, IJIS MOJ-
FOTOBKU K OIlePAaTUBHBIM BMelnareascTBaM [12].

3akJa0ueHue

HecMmoTps Ha coBpeMeHHbBIe JJaG0opaTOPHLIE BO3-
mo:kHOCcTU, WTII y mereit ocraercsa «AMarHO30M
UCKJIOUeHUsI». B ciyuae HEKJIaCcCUYeCKOro, TOp-
MUAHOTO TeUYeHWs JaHHOrO 3aboJieBaHUsA, OTCYT-
CTBUSA OTBETA HA TePaIuio HAPAAY C UCKJIIOUEHHEeM
UHGEKIIMOHHBIX, UMMYHHBIX, OHKOI€MaTOJIOTHYe-
CKUX 3a00JIeBaHUI, a TaKyKe TPOMOOIMTOIIEHUN
morpebiieHnsi, HeJIb3s1 3a0bIBATh U O HACJEICTBEH-
HBIX /BPOKAEHHBIX IIPUYMHAX W30JUPOBAHHOM
TpoMOOIMTOIIeH. B maHHOM cTaThe Ha mpuMepe 3
MMarueHTOB MBI IIOCTAPAJINCh ITPOJAEMOHCTPUPOBATH
pasJInYHbIe BAPUAHTHI PEIKUX BPOKIEHHBIX HAPY-
IIeHnil TPOMOOIIUTOII093a, KOTOPhIe MOIYT OBITH
omwubouno mpuuATbl 3a WTII. B mamem ciyuae,
BCe IAIMEHTHI MMeJM XapaKTepHble aHaAMHECTHU-
YyecKre WaN (PYHKIMOHAJbHBIE HAPYIIEHUsS, KOTO-
pble IMO3BOJIUJIM HaM B3all0f03PUTh BPOKIEHHBIN
xapaxkTtep TpombornuTonenuu. Kpome Toro, maH-
HbIe OCOOEHHOCTH OBLIM XapaKTePHbI IJIs OIpele-
JIEHHBIX HO30JOornuyecKux emuuuil. OmHaKo HEOO-
XOANUMO IOMHWTH, UTO Ja’ke CPelu BbISBJIEHHBIX
HaMU IaTOJIOTHH YacTh MAIlMeHTOB MOJKET He UMeTh

cruenuUUecKUX HaPYIIeHU (HeCHHIAPOMAaJIbHBIE
dopmer MYH-AT, orcyrcrBue Tesen Ileme) mam
9TU HaPYUIEHUs MOTYT OBITH BBIBBAHBI MYyTaIlUA-
MU B pasJnuyHbIX reHax (GPS acconmuupoBaHHBIN
¢ myranuamu B GFI 1B/GATAI). Kpome Toro, ¢
KaKIbIM JHEM IIOSABJISAETCSA Bce OOJbIIE NJAaHHBIX O
MHOXK€ECTBe T€HOB, MYTAaIl! B KOTOPBIX IPUBOJAT K
BPOJKIEHHO! /HACIeACTBEHHON TPOMOOIIUTOIIEHUN
[13]. Takum obGpasom, HecMOTpPsS Ha pasHooOOpa-
3Ue IpUMeHAeMbIX (DYHKIIMOHAJbHBIX M MOP(Qo-
JIOTUYECKUX TEeCTOB, BO MHOTUX CJydasxX, reHe3
MaKPOTPOMOOITMTOIIEHUY TAK U OCTAETCS HESICHBIM.
IlepcrieKTUBBI AUATHOCTUKHU B JaHHOI 00JIaCTHU CBSA-
3aHBI C BHEJPEHWEM COBPEMEHHBIX MOJIEKYJIAPHO-
reHeTUYeCKUX MeTOomoB. OmHMM M3 TAaKUX METO-
OB, KOTOPBIA 0COOEHHO MHTEPECEH C MPAKTUUYECKON
TOUKU 3peHus, apasgerca NGS.

DuHancuposarUe U KORGAUKM UHMEPEeCco8: A8MOopbL
cmambu nodmeepduiu omcymcemeue QUHAHCOB0L nood-
depicku uccaedo8arnus, 0 KOMopoil Heobx00UMO co00ULUMb,
U 3a98A10M 00 OMCYMCMEUL KOHYAUKMA UHINEPecos.
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Zharkov P.A. @ 0000-0003-4384-6754
Fedorova D.V. @ 0000-0003-4567-1871
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PEDEPATBDI

JNEPHUIIUT JKEJE3A Y JETEH U IIPHEM KEJE3OCONEPKAIUX JJOBABOK KAK ITPEJJHKTOP
HHTEPHAJITH3AIIHH, SECTEPHAJIUSAIIHH H COILHAJIBHBIX ITPOBJEM ¥V IIOOPOCTKEOB

3adaua uccredo6anus — OYeHUMb C643b Mmedndy ole-
cneyeHHoCcmbio u 0euuumom Jicesesa 8 maadeniecmae u
UHmMepHau3ayueil, SKCmepHalu3ayueil U COUUANLbHbLMU
npobaemamu 6 nodpocmrxogom o3pacme. Mamepuanvl
u memoOdvl: uccredosanue npedcmasnsem coooil HaobJio-
OeHue 3a Jembmu ¢ nepsvix Jgem HU3HU 00 nodpocmkro-
8020 803pacma u3 nocejeHuil pabovezo KJIACCA B0KPYe
Canmosazo, Yuau, komopsle yiacmeosanu 8 npoPuiak-
Mmuueckom ucciedo6aHUL Npuema Jxeae3a 6 603pacme
6 mecayes. Kpumepuamu éxiiovenus A617ALUCL 6eC NPU
posxcdenuu >3 Kz, JOHOUWEHHOCMb, ecmecmeeHHble POObl
u yuacmue oboux podumeJseil 8 80CNUMAHUU DeGeHKA.
Yposenw scenesa oyenusanca e gospacme 12u 18 mecayes.
B sospacme 11—-17 nem 1018 nodpocmkos Oviau onpouLe-
Hbl HA npedmem UHMEPHALUIAUUL, IKCMEPHAIUIAYUU U
COUUANLHBLLY NPOOLeM, 4 MaKice npogedeHo aHKemupo-
sanue podumeaneii. Peayavmamuol: nodpocmku, KomopbvLe
6 maadeHuecmee NOAYLALU Jceae30codepicaujue npena-
pamut, umenu 6oJiee blpalrcenHoe cocmoanue deuyuma
BHUMAHUS/2UNEPAKMUBHOCTU, COZLACHO COOCMEEHHbLM

oyeHKaM, 00HAKO no caoséam pooumeJeil, umMeal MeHbULe
nogedenueckux napywenuil (ps<0,05). Hepuyum xnene-
30 Npu HALUYUL UJU OMCYMCMEUU GHeMUU 6 603pac-
me 12—18 mecaues OvL1 npedurmopom 6oJiee cepbe3HbLx
npobaem ¢ nogedeHuem Yy nodpocmros, no CPAGHEHUND
¢ memu, Yy K020 Ypo6eHb dcene3a Obli 00CMAMOLHbLM.
IToOpocmku ommeuwanu MmMpeBOHHOCMb U NPOOLeMbL C
coyuaausayueil, a podumenu — nOCMMpPABMAMULECKOe
cmpeccosoe paccmpoiicmeo, cuHOpom depuyuma 6HUMA-
Hus/2unepaKmueHocmu, 8bl3bl6aiowee nogedenue, azpec-
cuio u pezyaaproe Henocaywanue (ps<0,05). B kaxcdom
cayuae ommeuen Oeuuyum iiene3a NPU HAAULUU ULU
omcymcmeuu anemuu. Boieodvl: depuyum ixnenesza npu
HAAUYUU ULU OMCYMCMEUU GHeMUU CEA3AH C YCULeHUeM
UHMEPHALUAYUU, IKCMEPHALUSAUUU U COUUALLHLIMU
npob.iemamnu 6 noOPOCMKOG0oM 603pacmie.

Jenalee R. Doom, Blair Richards, Gabriela Caballero,
Jorge Delva, Sheila Gahagan, Betsy Lozoff. The Journal
of Pediatrics. 2018; 195: 199-205.

COOTHOIIEHHUE I[[HHEK-IIPOTOIIOPO®PUPHH/TEM H ®EPPUTHH B KAYECTBE IIOKA3ATEJIEH
JJOCTATOYHOI'O YPOBHA JKEJIE3A ¥V ITAI[HEHTOB B OTHEJEHHH HHTEHCHBHOH
TEPAITHH HOBOPOKIEHHBIX

3adaua uccnedosanus — oyeHUMb PepPPUmuUH U coom-
HoweHue yunk-npomonoppupun/eem( {1111 /zem ) 6 Kaue-
cmee 6uomapkepos cmamyca JHeae3a y HoBOPOHOeHHLX,
onpedeaums, KAK KOHKDemHble KAUHUYECKUEe cOObLmus
NnoeAuANLU HA dMU noxkazamenu, U OUeHUumb, Kax codep-
Jcanue Hene3a U3MeHULOCL 6 nepuod 20cNUMAaLU3aAyUL.
Mamepuanv. u memodvl: npogedero pempocneKmugHoe
uccaedosanue gcex MaAA0eHYe8, Y KOMOPuLX ObLIU U3Mmepe-
HbL YyposHU (peppumuna u L1111 /zem 6 nepuod ¢ okmsaops
2014 2. no mait 2016 2. BvLno npogedero conocmasJeHue
OaHnHbLX, 3pperxmos cencuca, mpaHcOYy3uu IPUmMpouyu-
moe, JleyeHus IPUmpPonoImMuUHom u 000a8KaAMU KHcee3a.
Cmamyc sxenesa uzmepsicsa 6 Ounamuke. PeayniomamoL:
8 uccaedosarHuu npuraiu yvacmue 228 nayuenmos
(cpednuii eec npu posxcdenuu 1,3 ke, cpednuil zecmayu-
oHHbLIL 8o3pacm 29 Hedenv). CpedHnue 3navenus I[ITIT/
2eM Y MAA0eHYe8 ¢ Cencucom u 6e3 Hezo CYu,ecmeeHHo He
omauuanucy (4,98 mrmonv/monv npomus 4,97 mrmonv/
MOJLb, cKOppexmupogarhblil p=0,103 ), mozda kak 3Haue-
HUsA Peppumuna 3HaA4YUMeNlbHO YEeLULUBALUCL B0 DM
un@exyuu (5,23 ne/ma npomue 4,04 ne/man, ckoppekmu-
posannuulit p<0,001). Peppumun makie yYyeerudusacs

bosee 3snavumenvro, yem L1111 /2em nocae mparnchysuu
apumpouyumos (peppumun: cpeduuil 5,03 ne/ma npomus
4 ne/man, p<0,001; IIIIII/2em: cpedruii 4,85 mrmonv/
monv npomus 4,98 mrmonv/monv, p<0,001). Cpednue
dobasru sxenesa 6 30, 60 u 90 Oueil cocmasraiu coom-
eemcmeentno 5,4, 6,9 u 7,4 me/ke/0env. Yposenv pep-
PUMUHA CHUXMCALCA € YBeludeHueM NOCMHAMAJLbHOZ0
so3pacma (crxoppexmuposarnuslit p<0,001), npu amom
66% noxaszameneil eppumuna cocmasasiiu meuvee 76
He/ma. Jlewenue spumponosamunom yeearuvueano L[I111/
zeM, HO He YpoGeHb (peppumuHna. Buioldvl: eppumun
6oJ1ee nodeepicer 6LUAHUIO NPOYUECCO8, CEA3AHHBLX C 80C-
naneHuem, MAKUX KAK Cencuc u nepesusaHue Kposu,
wem L1111 /2em, noomomy LII111/2em moxcem 6btmbo OoJiee
HA0eHCHbLM MAPKePOM cmamyca xeae3a 6 0AHHOU K020p-
me nayuenmos. Y maadenyes Habawodaemces yxyouieHue
cmamyca Jene3a ¢ medyeHuem 6peMeHU, HecMomps Ha
dobasKu, pekomern006aHHble AMepuKaHCcKoll Axademueil
ITeduampuu.

Kendell German, Phuong T. Vu, Kimberly N. Grelli,
Christopher Denton, Gina Lee, Sandra E. Juul. The
Journal of Pediatrics. 2018; 194: 47-53.
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