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Pe3iome

Beedenue. OnHOI 13 BEAYIINX MPUINH AETCKONH MHBAJIMAN3ALNY U CMEPTHOCTH Ha COBPEMEHHOM 2Tarle sIBJISIETCST HaCcIeNCTBEHHAS
U BpoxeHHas natoysorusi. UMeHHO mpobJieMa paHHe AMarHOCTUKY 3TUX 3a00JIeBaHUI Y ETeil MO-TIpeskHEMY UMeeT OOTbIIY IO
HAYYHYIO ¥ TPAKTUIECKY10 3HAUMMOCTb. [1oX0nbI K AMaTHOCTUKE HACIEICTBEHHBIX U BPOXKIEHHBIX 3a001€BaHU Y TTOCTOSTHHO
COBEPIIEHCTBYIOTCS, PACIIUPSIIOTCS 00JIaCTH MENUIITMHCKOM MPAKTUKU X IIPUMEHEHUsI. DTO BO3MOXHO OJ1arogapst IUPOKOMY BHE-
NIPEHWIO MOJIEKYJISIPHO TeHETUKY — OOJIBIION 1 pa3HOOOpa3HOU IpyTINe MOJEKYISIPHO-TEeHETUIECKUX METOIOB, ITpeIHa3HAUeHHBIX
IUTSE BBISTBJIEHU ST TTOJTMMOP(MU3MOB B CTPYKTYpe reHa. 3HaYMMOCTh TaHHOTO TMAarHOCTUYECKOTO CIIeKTpa IJIsi MEAUIIMHBI B IIEJIOM,
B TOM YMCJIe U MIeIMaTPUIeCKOM PaKTUKK, OYEBUIHA: 3TO paHHee BhISIBJICHWE O0JIe3HM 1 HavyaJlo Tepariy, OCHOBAaHHOM Ha TIPUH-
LMIaxX 10Ka3aTeIbHON MENULMHBI, TPUMEHEHME MPENnapaToB, KOTOPbIE CYUTAIOTCS 6€30MaCHBIMU U 9 (MEKTUBHBIMU, HA OCHOBAHU U
MOJIEKYJISIPHOM TMAarHOCTUKW; MOHUTOPUHT JIEUEHU I U ONpesieIeHe MPOTHO3a.

Pezyrsmamei. B craThe npencTaBieH KIMHUYECKU I Cllyyaii TeYeH M T HACIeICTBEHHON TPOMOOLUTONICHUHN y pebeHKa 6 JIeT ¢ IepBruY-
HBIM UMMYHOAE(UIIUTHBIM COCTOSIHUEM. PeOEHOK OT MSITOI MaTONOrMYecKy MpoTeKaBlIeit 6epeMeHHOCTH, TPEThbUX OMepPaTUBHBIX
ponos. TpoMmbouuToneHus y nauueHTta ¢ poxaeHus. C IByX Mecs1eB XU3HU 10 OHOTO TOla OTMEYAIOTCSI YaCThIe OCTPhIE PECIu-
paTopHble MHOEKIINY (10 IBYX pa3 B MeCsII), C OMHOTO Tola — OAMWH-ABA pa3a B MeCs1l pelliANBUPYIOIIE HOCOBbIE KPOBOTEUCHUSI.
BrniepBrie nuarHo3 HacIeACTBEHHO TPOMOOLIMTOIIEHN Y ObLT 3a1o03peH B JleTckoif 061acTHOM KTuHMYecKoi bonpHUIe benropona.
[ManmeHT GBI HaTIpaBJIEH IS NaTbHEHIero 00CcaenoBaHMsI ¢ 1IeNbio Bepudukanuu nuarHo3a B Konie 2021 r. B HaumonanbHbI#
MEIUITMHCKUN NCCIIeTOBATEILCKU N IIEHTP JAETCKOW reMaTOJIOTUY, OHKOJIOTUY U UMMYHOJIOTUY uMeHu JImutpust Porauesa.
[To pe3ynbpraTamM MOJIEKYJISIPHO-TEHETUIECKOTO 00CIeIOBaHM I ONpeiesieHbl MyTalluu B reHax ETV6 (ydacTByeT B TeMaTornoa3e
MyTeM BO3JeiicTBUS Ha npojudepanuio u nuddepeHIupoBKy KiaeTok) u PTEN (cyrnpeccop OMyXoJeBOro pocta) B reTepo3uroTHOM
coctosTHUU. HeomHOKpaTHO HaXOMUJICS Ha TOCITUTAIM3aIIU| B [IeTCKOi 06J1aCTHOM KITMHUYECKOM OOJIBHUIIE ITO0 MECTY KUTEJIbCTBA
C OCHOBHBIM KJIMHUYEeCKUM quarHo3oM: «[lepBnuHelii uMMyHonebruuuT KoMOMHUpoBaHHBII. HaciencTBeHHast TPOMOOLIMTONIEH U,
accouMupoBaHHasl ¢ MyTauueii rena ETV6». 10 HaCTOsIILEro BpeMEHU MPOSIBICHU I FeMOPParu4eckoro CMHAPOMa U TPOMOOLIMTOIIe -
HUU y pebeHKa coxpaHsioTcs. OMUCaHHbIN cyvyail MpeICTaBIsIeT MHTEPEC B CBSI3U C PEAKOCTbIO TaHHOU MaTOJOTUU, TPYAHOCTSIMHU,
CBSI3aHHBIMU C €€ TMAarHOCTUKOM, M TOIUYEePKMBAET HEOOXOAUMOCTb B3aMMOAECHCTBYU S KOMaH bl CIIELIMAJIUCTOB /1151 JOCTUKEH U ST
Haubosee 6;1aronpusTHOrO MPOrHO3a 1151 NAaLlMEHTOB C HACIEACTBEHHBIMU 3a00JIeBAaHUSIMU.

Konrouessie ciioBa: KITMHUUYECKWH CiTy4aii, peOeHOK, MEPBUYHBI KOMOMHUPOBAHHBIII UMMYHONE(MUIINT, HACTENCTBEHHAsI TPOMOO-
LUTOTIEHU .
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Abstract

Background. One of the leading causes of childhood disability and mortality at the present stage is hereditary and congenital pathology.
It is the problem of early diagnosis of these diseases in children that still has great scientific and practical significance. Approaches to the
diagnosis of hereditary and congenital diseases are constantly being improved, and the arecas of medical practice of their application are
expanding. This is possible thanks to the widespread introduction of molecular genetics — a large and diverse group of molecular genetic
methods designed to identify polymorphisms in gene structure. The significance of this diagnostic spectrum for medicine in general,
including pediatric practice, is obvious: early detection of the disease and initiation of therapy based on the principles of evidence-based
medicine, the use of drugs that are considered safe and effective based on molecular diagnostics; monitoring treatment and determining
prognosis.

Results. The article presents a clinical case of hereditary thrombocytopenia in a 6-year-old child with a primary immunodeficiency
state. A child from the fifth pathological pregnancy, third surgical birth. The patient has had thrombocytopenia since birth. From two
months of life to one year, frequent acute respiratory infections are observed (up to two times a month), from one year of age, recurrent
nosebleeds are observed once or twice a month. For the first time, the diagnosis of hereditary thrombocytopenia was suspected at the
Children's Regional Clinical Hospital in Belgorod. The patient was sent for further examination, in order to verify the diagnosis, at the
end of 2021 to the Dmitry Rogachev National Medical Research Center for Pediatric Hematology, Oncology and Immunology. Based on
the results of a molecular genetic examination, mutations in the £7V6 genes (participated in hematopoiesis by affecting cell proliferation
and differentiation) and PTEN (tumor growth suppressor) in the heterozygous state were identified. He was repeatedly hospitalized in
the children's regional clinical hospital at his place of residence with the main clinical diagnosis: Primary combined immunodeficiency.
Hereditary thrombocytopenia associated with a mutation of the E7V6 gene. To this day, the manifestations of hemorrhagic syndrome and
thrombocytopenia in the child persist. The described case is of interest due to the rarity of this pathology, the difficulties associated with
its diagnosis, and emphasizes the need for interaction between a team of specialists to achieve the most favorable prognosis for patients
suffering from hereditary diseases.
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acjencTBeHHAs U BpOXKICHHAs

MaTOJIOTUST — O HA U3 BEAYIINX

MPUYUH NETCKOW MHBAJUI-

HOCTYW U CMEPTHOCTH B HaCTO-
sguiee BpeMs [1]. DTo obycnoBiaeHo ee
BBICOKMM Y/eJIbHBIM BECOM B CTPYKTYpe
NeTCKOM 3200J1eBa€MOCTU U CMEPTHO-
ctu. [ToaTomy npobGieMa paHHel gua-
THOCTUKM TaKMX 3a00JIeBaHUM y IeTei
MO-TIpeXXKHEMY UMeeT O0JIbIIIOEe HAyYHOe
M IIpaKkTU4yeckoe 3HaueHue. Cpeau TaKux
6oJie3Hel 0co60e MeCTO 3aHMMAET TMaTo-
JIOTUSI TeMOCTa3a U UMMYHHOM CUCTEMBI,
COITPOBOXK JAOIIASICS ITOBBIIIEHHOM ITpe/I-
PACITOJIOXKEHHOCTHIO K MH(PEKLIMOHHBIM
¥ tumMborpoudepaTuBHbIM 3a00JeBaHU-
siM [2]. TpomOoLMTONIEHU S SIBJISIETCS YACTO
BCTPEYAIOIIMMCSI TeMaTOJIOTUYSCKUM CHM-
MTOMOM MPU PA3IUYHBIX TATOJIOTMYECKUX
COCTOSIHUSIX T€MAaTOJIOTMYECKOM U Here-
MaTOJIOTMYECKON MPUPOBI, TPEOYIONINX
NpoBeaeHU S TToaApoOHOro nuddepeH -
poBaHHOTO nuarHo3sa [3, 5]. TpoMOoLUTHI

WUTPAIOT BEAYIIYIO POJIb B KOATyJISIIINOH-
HOM remocrase. OnpeneaeHue UCTUH-
HBIX IPUYUH TPOMOOLIUTONEHU A UMEET
Ba’XHOE 3HaUYeHUeE, TOCKOJIbKY TaKTUKA
BeIleHMsI 6OJIbHBIX MOXKET CYIIIECTBEHHO
paszaunyarbed [4, 5.

HacneacTtBeHHbIE TPOMOOILIUTONIEHU Y —
9TO pelKue HapyIIeHU sl CBePThIBAeMO-
CTHU KPOBM, KOTOPbIE BBI3BIBAIOT AEDUILIUT
TPOMOOIIMTOB B paHHEM JIeTCTBE. TOUHBIX
IaHHBIX 00 UX PAaCIIPOCTPAHEHHOCTH
B MUPOBOIi tuTepaType HeT [5, 6]. B Poccun
4acTOTa BCTPEYaeMOCTH JAHHO MaTOJIOTUK
oneHmnBasach Kak 1 Ha 300-400 THIC. HOBO-
poXaeHHbIX [4, 7, §].

HacnencrBeHHBIE TPOMOOIIMTOIICHU U
MOKHO KJIaCCUDUIIUPOBATH IO pa3any-
HBIM MIpU3HaKaM: TUITy HacJIeMOBaHMsI,
XapaKTEPHOMY MOJIEKYSIpPHOMY 1e(EeKTY,
MeXaHU3MY pa3BUTHUSI, pa3Mepy TPOMOOILIM-
TOB, HAJTMYUIO KIMHUYECKUX MTPOSIBICHU I
1 1TabopaToOpHbIX Mmokasatesneii [9]. CriekTp
KJIMHUYECKUX MPOSIBJICHUI TOBOJIBHO
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MIUPOK — OT OECCUMIITOMHBIX DIIU30-
IIOB TPOMOOLIMTOIIEHUH IO YTPOXKAIOIIEH
JKU3HU MOJIMOPTaHHOI HETOCTAaTOYHOCTH
C Pa3IMYHOM CTEIEHBIO BEIPaXKEHHOCTH
reMOpparmnyeckoro CUHApoma (OT JIETKOTO
00pa3oBaHMsI SKXMMO30B, KPOBOTEUCHU I
MoCJjie XUPYPruuyeCKMX MaHUIYJISIIUA,
TpaBM, IIpreMa MpenapaToB, HapyIAIOIIIX
arperaiuio TpoMOOIMTOB, 10 CIOHTAHHBIX
KkpoBoTeueHuit) [5, 10, 11]. CteneHsb TsIKe-
CTHU TeMOppParu4ecKoro CUHIpoOMa Jalile
BCETO0 KOPPEIHUPYET CO CTEMEHBIO BHIPAXKEH-
HOCTU TPOMOOLIMTOIIEH .

JIMarHoCcTUKa HAaCJIeACTBEHHBIX TPOM-
OOLIMTOINEHU A OOBIYHO 3aTPYAHEHA, TAK
KaK ITPOMCXOANT HE TOJbKO CHUXCHUE
YPOBHSI TPOMOOILIMTOB, HO ¥ KX BPOXKICH-
Hasg IUCPYHKIMS B pe3yJibTaTe MyTalluid
FeHOB, YYaCTBYIOIIUX B AUPGEepeHIIN-
pOBKE MerakapuoluToB, 00pa3oBaHUU
U BbIXOJIe TPOMOOILIMTOB B KPOBOTOK |5, 12].

NpenTudukauuss OCHOBHOTO reHa,
BUHOBHOI'O B BO3HUKHOBEHMH ITOr0 3200-
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JIeBaHUS, SIBJISICTCS HEIPOCTOM 3adadeid,
YYHUTHIBAsI MHOTOOOpa3ne KIMHUUECKUX
MPOSIBJICHUI U IIPOTHO3, IIPU KOTOPOM
HEKOTOpbIe Ae(MEKTHl MOTYT IPUBECTH
K FeMaTOJIOTUYECKUM 3JI0KAYeCTBEH-
HbIM HOBooOpa3oBaHusM (3HO). OgHa
13 HO30JIOTUYECKUX IPYMIT HACIeICTBEH-
HBIX TPpOMOOUMTONEHU — 310 ETV6-
accollMMpPOBaHHAasl TPOMOOILMTOIEHU S,
XapaKTepu3ylollasics MOBbIIIEHHbIM
PUCKOM Pa3BUTUS MUEJIOUTHBIX HOBO-
obpaszoBaHuii. [Ip1 TpoMOOLIUTOTIEHUH,
obycnoBneHHoi myTauueit ETV6, nabmio-
JlaeTcsl HapyIlIeHWe CO3peBaHM ST MeTaKa-
PUOLIUTOB M Te(EeKT 00pa30oBaHUS IIPO-
TpOMOOLIUTOB in vitro. ETV6 neiicTByeT Kak
CyIIpeccop TPAaHCKPUTIIIUU, WHTUOUPYS
AKTUBHOCTB psiia (haKTOPOB, BasKHBIX IJIsT
pPa3BUTUS METaKapuOIIMTOB.

BcaenctBue runoauarHoCTUKHU pacipo-
CTPAHEHHOCTh ATOU I'PYTMITbl HACIEACTBEH-
HbIX TPOMOOIIMTONEHU I HE BeJUKa, T. K.
BJIUTEpAType ONMUCAHBI JTUILb eIMHUYHbBIC
ciydau 3aboneBanus. [Ipeamnonaraercs,
yto myTauuu ETV6 BcTpeyaroTcs OTHO-
CUTEJILHO pefiKo — He Gosee yeM B 5% ciy-
yaes [13, 14].

JIlvarHOCTUKa HACJIEACTBEHHBIX TPOM-
OOIMTOIIEHU OoCTaeTCsda OO0 CUX MOP
3aTPYIHUTEIbHOI, MOCKOJbKY 3TH 3200-
JIeBaHU S BCTPEYaroTCs OTHOCUTEIbHO
penKo U NMpakKTUYeCKKe Bpauyu He1oCcTa-
TOYHO XOPOILIO OCBEIOMJIEHbI O TaHHOW
naTtojoruu [7]. OkoHYaTeabHbBI TUaTHO3
MOXKET ObITh MOATBEPKAEH TOJbKO UIEH-
TUdUKaIMeil MyTaluu, 4To TpedyeT mpo-
BEJCHUS TOTMOJTHUTETbHBIX UCCICIOBAHU I
B CIIeLIMaIM3UPOBAHHBIX YUPEXKICHUSIX
1 1abopaTopusixX, MMO3TOMY B UX OTCYT-
CTBUE MallMEHTaM C HacJIeACTBEHHOM
TPOMOOLMTOIIEHHEH 6€3 IPYTrUX MaToJI0-
TMYECKUX CUMIITOMOB YCTaHABIMBACTCS
NIMArHO3 «<MMMYHHas TPOMOOLIUTOIIEH U S»
KakK HanboJiee pacripocTpaHeHHas HO30-
JIOTUST B CTPYKTYPE TPOMOOIIUTOTICHU .
CBoeBpeMeHHasl 1MarHocTUKa 3TOro
penxKoro 3abojeBaHM s OYEHb BaxKHa JJIs1
BbIOOpA MPaBUJIbHOU TAKTUKU BEACHU S
nanueHTa. YaydileHue reHeTUYeCKOro
TECTUPOBAHMS OOJETYUT MOCTAHOBKY
TOYHOTO TMAarHo3a U MO3BOJIUT U30eXKaTh
HeBepHOro jJeyeHus |3, 15].

Hepenko TpoMOOUUTOTIEHU ST UMEET
MECTO U MPH HapylIeHU N (GyHKIIMOH-
POBaHMS UMMYHHOU CUCTEMBI y IeTeil —
UMMYHOneUIINUTE, NI UMMYHOJIO-
TMYECKOI HemocTaTouHocTH [2, 16, 17].
PaznnyaioT mepBUYHBIE U BTOPUYHBIS
UMMYHOAEDULIUTHI.

MHorue HO30JJOTMYeCKUEe CUHIPOMBbI
MepBUYHBIX UMMYHoneduutos (ITHUJI)
BKJIIOUAIOT B CBOIl CUMIITOMOKOMIILJIEKC
pa3javyHble MUKPOAHOMAJIUU U BPOXK-
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NeHHBIE TTOPOKU PA3BUTHUS PA3TUUHBIX
opraHoB [18]. Kak mpaBuI10, 3TO HE COMyT-
CTBYIOIIIAsl TATOJIOTHSI, A CTIEACTBUE OMHUX
U TeX Xe reHeTUYeCKUX nedeKToB.
I[TosToMy manMeHTaM C pa3JIMIHBIMU
ITOPOKAMU Pa3BUTHUSI HEOOXOIUMO UMMY-
HOJIOTMYECKOE KOHCYJIbTUPOBAHUE A5
HUCKJTIOYEHU I KTMHUYECKUX TPU3HAKOB
uMmMmyHoneduuura [19]. [Torumopdusm
KJIMHUYECKUX MPOSIBJICHU U HATU4Ue
OOILIMX IMTPU3HAKOB MPU pa3JIMYHbIX 3a00-
JIEBaHUSIX YACTO 3aTPYAHSIOT AMArHOCTU-
Ky [ v npuBOASIT K BpaueOHbIM OIIMO-
KaM He TOJIbKO B OTHOIIIEHW U AMaTrHO3a,
HO U JIEYeHU T, KOTOPOE IMOPOii OKa3bIBa-
eTcs MaJ1o3(h(HEKTUBHBIM.

[TaueHTsl ¢ NEpUOINYECKU TOBTOPSI-
oIMMUCcS UHGeKIusIMu yaie 1-2 pa3
B TOJI, ay TOMUMMYHHBIMHU 3200 IeBAHUSIMK
B aHaMHe3e, aTonueil u tumdonpoande-
PaTUBHBIMU PACCTPOUCTBAMMU TOJXKHBI
BBI3bIBAaTh HACTOPOXKEHHOCTh Y Bpaueit
B niaHe [N/ v HaXoAUTHLCS MOJ UX
MOCTOSIHHBIM KOHTpoJieM [20]. HecmoTpst
Ha OTHOCHUTENIbHYI0 penkocTh [TW ]I, HeoO-
XOIMMO MIOMHUTH 00 9TOM rpyTire 3a60Je-
BAHUIA B CTyYasiX TSAKEIbIX U PEIUIUBU-
py1omux nHOEKIN i, TOCKOJIbKY PaHH SIS
MUATHOCTUKA MpeayTnpexkaaeT pa3BuTre
HEeoOpaTUMBbIX MTOCJIENCTBUI U MO3BOJISIET
CBOEBPEMEHHO HayaTh MPOBEACHUE aleK-
BaTHOI Tepanmuu. TOJbKO CBOeBpeMeHHast
NIMarHOCTHKA U TIPaBUJIBHO MOI00paHHasT
Tepanus o3BOJIAT NOALACPXKMBATD Kaye-
CTBO XXM3HU OOJIbHBIX IeTeil U obecre-
4uBaTh 60Jiee BBICOKYIO BBIXKMBAEMOCTh
MalMEeHTOB, a TaKKe MOoJy4yaTh U 9KOHO-
MUYECKYIO BBITONY B epcrieKTuse [19].

KAMHUYECKUH CAYYAH

B oTneneHme oHKOreMaToJOTUM AET-
CKOIt 00J1aCTHOM KJIMHUYECKOI OONbHU-
bl (JIOKB) bearopona B Hauajie mapTta
TEeKYIero roja nmocTymnui pedeHox 3.
B Bo3pacTe 6 jet 10 Mec ¢ xkajmobaMu Ha
yacTble 0OUJIbHbIE HOCOBbIE KPOBOTEUE-
HU S, TeMOpPParuyecKyo Chilb Ha KOXe
HMXKHMX KOHEYHOCTEI, YacThle pecIu-
paTopHbie 3a00JeBaHUsI, U3MEHEHMU ST
B O0IIIeM aHa U3¢ KPOBU I10 TUITY TPOMOO-
LIUTOTICHUH.

W3 anamHe3a 3a60J1eBaHU ST U3BECTHO,
YTO y peOGeHKa C TMEePBHIX THEH XKU3HU
HaOJonaxack TpoMoonuToneHus (82-90
TBIC./MKJI), TPOSIBJICHUSI TeMOPpParundecko-
ro CUHIpOMa Ha KOXKe JINIIA U TYJIOBUIIA
B BHJIe HEOOMJIBHOM MEeTEeXMaTbHOM ChITN
1 KXMMO030B. HaGronancs B oTneIieHUuN
aToJIOrnu HoBopox aeHHbIX aeteit JJOK B
Benropona ¢ 1MarHo30M «M30MMMYHHasI
(aJITOMMMYHHas1) TPOMOOLIMTOIICHUSI».
brina mpoBeneHa remocraTuyeckas,
MMMYHOTPOITHAS Teparnus BHyTPUBEH-

HBIMU UMMYHorJIoOyauHamu (BBUT:
Oxktaram — 0,4 t/kr). Ha (poHe mpose-
JIEHHOT'0 JICUEHU ST YPOBEHb TPOMOOLIMTOB
B reMorpaMme yBeanauiics no 297 teic./
MKJI. [Tocie BBITTMCKY 13 OTIeIeHsT aMOy-
JIATOPHO TI0 MECTY XU TEIbCTBA TTOTyJas
atam3uiar (10-15 Mr/kr/cyT), honaueByto
KHCJOTY BHYTPb B BO3PACTHBIX 103aX.
HaOnwonascs y KapauoJsora 1o noBoay
BPOXJIEHHOTO MOpoKa cepala — aedekra
MEXIIpeICePAHOI MeperopoaKu.

C 2 Mec XXM3HU y pebeHKa OTMeYaloT
YacThle OCTPBIC peCIUpaTOPHbIE MH(EK-
nuu (OPBU) — no 2 pa3 B Mecai. B 1 ron
nepeHec ocTpuiii 6pouxut. OPBU mocie
1 roma mepeHocu 1 pa3 B MecsIl C TIpU-
MEHEeHNEeM aHTHOaKTepruaJIbHOU Tepa-
i 110 5-6 pa3 Bron. B 2 rona Haxomuiicst
Ha CTallMOHAPHOM JIeYeHU ! B TIeIUaTPU-
YECKOM OTHEJIEHUH 0 MECTY KUTeJIbCTBA
C IMarHO30M «OCTpasi BHEOOIbHUYHAS
TMTHEBMOHU S1».

C 1 roga xku3Hu y peOeHKa OTMeUaloTcs
YacThle HOCOBbIE KPOBOTEUEHU S, MOSIB-
JIeHUE CITOHTaHHBIX 3KXMMO30B Pa3HOI'0
pa3mepa (ot 1 mo 3-3,5 cM) Ha KOXXe HUXK-
HUX KOHEUHOCTel 6e3 TpaBMaTu3alluu
Mmarkux tkaseit. C 1,5 roma )k Mu3HU HOCO-
BbIe KPOBOTEUEHU S yuyacTuuch (1-2 pasa
B HEJIEJTI0), B CBSI3U C YeM OBLJ HaTIpaBJIeH
Ha KoHcyabTauuio Kk remarosiory OAKB.
YpoBeHb TPOMOOLIMTOB B 0011IEM aHAJU3e
KpOBM cocTaBisia 77 Thic./MKJI. OgHAKO
B CBSI3U C KaTapaJbHBIMU SIBJICHUSIMU
CO CTOPOHBI BEPXHUX AbIXaTeJbHBIX
nyteii Ha ¢doHe ouepenHoit OPBU
B TO BpeMs peOCHOK He ObIJI rocruTa-
au3upoBaH. JlaHbl peKOMeHAAl MU 10
najpHeleMy HaOJIOICHUIO U JICUCHU IO
B aMOyJIaTOPHBIX YCIOBUAX IO MECTY
KUTEIbCTBA.

[TamueHT BriepBbIe OB TOCITUTATU3NPO-
BaH B oTaesieHre onkoremarojoruu JJIOKb
benropona B Bo3pacte 2 jiet 8 Mec B StHBape
2019 1. ¢ TMarHO30M «<MMMYHHasi TPOMOO-
nuToneHus». [Ipu nmoctymnjeHuu B xoae
o0cyienoBaHUs B KIMHUYECKOM aHaJIn3e
KPOBHU OTMeuaJjach BbIpakeHHas TPOM-
ooruuTorneHust — 39 ThIC./MKJI, CO CTOPO-
HbI IPYTUX POCTKOB KPOBU U3MEHEHM ST
HE BBISIBJICHBI.

HMccnenoBaHus arperaiiuu TpomM00-
LIUTOB MPOBOAMIIN C TIOMOIIIBIO 00Pa3IoB
Cc colepXaHUEM TPOMOOIIUTOB MEHEe
100 Toic./MKII. CKpUHUHTOBBIE KOATYJIOJNO-
TUYECKUe TeCTHl — B Ipefesiax pedhepeHT-
HbIX 3HAYEHU .

Muenorpamma ot 19.01.2019 r.: 61act-
Hble KJIeTKH — 0,25%, MyHKTAaT KOCTHOTO
MO3ra MpeCcTaBIeH BCeMU POCTKaMU KPO-
BETBOPEHMSI, METaKapUOLIMTAPHBII POCTOK
pacuiMpeH, OTIIHYPOBKa TPOMOOIIMTOB
¢1abo BhIpaXkeHa.
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[MpoBonumacs UMMYHOTpOTIHAS Tepa-
nust BBUTI (Okraram — 0,4 r/Kr Macchl
Tena), atam3uaat (10-15 mMr/kr/cyr).
Ha ¢one neyenust ypoBeHb TPOMOOLIUTOB
yBEJIUYMJIICS 0 55 TIc./MKJI. OmHaKo,
YYUTBIBAst YaCThIe HOCOBBIE KPOBOTEUCHHU ST
(1-2 pa3a B IeHb) U BBIPAXKEHHYIO TPOM-
OOLMTONEHNI0, OblJIa MPOBEAEHA MYJIbC-
Tepanus 1eKcaMeTa30HOM U3 pacyeTa
20 Mr/M2 B TedeHwue 4 CyTOK, TIOCIIE OKOH-
YaHU sl KOTOPOUl ypOBEeHb TPOMOOILIUTOB
B 00I1lIeM aHaJIu3e KPOBU yBEJIUYUJIICS
1o 150 teic./MKII. B TeueHUMe mocneny-
IOIIET0 BPeMEHU TPOMOOIIMTOTIEHU I
B reMorpaMMe COXpaHsIJiach B TIpeaeax
ot 70 ThIC. 10 90 THIC./MKJI, 8 TAKXKE OTMe-
YaJIMch PeWIUBUPYIONINE HOCOBBIE KPO-
BOTEUCHWUSI.

BriepBbie 6BIJ TPOKOHCYIBTUPOBAH
BDI'BY <HMUI AI'OU um. 1. PoraueBa»
(MockBa) B HauaJie okTs6ps 2019 . B BO3-
pacre 2 siet 11 Mec, Kora OblJIO BHICKa3aHO
MPEANONI0XEHHE O HACIEeACTBEHHO TPOM-
OOLIMTONEHNU U PEKOMEHI0BAHO Ha0JII0-
JIeHWe y TeMaTOoJIora Mo MEeCTY XU TeIb-
cTBa. B Teuenue Bcero 2019 r. ypoBeHb
TPOMOOIIMTOB COXPAHSIJICS B AUATIA30HE
70-90 TeIc./MKI1. B xOH1IE OKTSI6pst 2019 T.
TTOBTOPHO TOCITUTAIN3NPOBAH B OTIEJIe-
Hue oHkorematosioruu JJOKbB ¢ ypoBHeM
TpoMGOUTOB 49 ThiC./MKJI. Bbiya mpo-
BeleHa UMMYyHoTponHas Tepanust BBUT,
MyJIbC-TePaTusl TTIOKOKOPTUKOCTEPOU -
namu (I'’KC) 6e3 BeipaxkeHHOT0 a(pdekTa,
MOCKOJBbKY B KOHTPOJIBHOI reMorpaMmme
YPOBEHb TPOMOOLIMTOB MOBBICUJICS TOJIBKO
10 62 ThIC./MKJI.

B Teuenue 2020 r. ypoBeHb TPOMOOLI-
TOB B 00IIIeM aHAJIU3€ KPOBU OTIPeNesii-
cs B Ipeaesax oT 33 ThIC. 10 74 THIC./MKIL.
HocoBbie KpoBOTEUEeHU I COXPAHSIITUCH
B Te€YeHMe rojaa ¢ yactorou 1-2 paza
B HENEJIO.

B mapTte 2021 r. pebeHOK OB TOBTOP-
HO TOCIIMTAaJIM3UPOBAH B OTIACJICHUE
onkoremarojioruu JJOKb benropona.
KonanyecTBO TPOMOOLIMTOB B reMOrpaMmme
MpU MOCTYIJIGHUM B CTallMOHAp — 59 ThIC./
MKJ. [IpoBeneHa UMMYHOTpOMHAsI Tepa-
nust BBUT (Okraram B/B KameabHO N 5),
nyiabc-Tepanusa 'KC (MetTunmnpenHu-
30J10H B 103¢e 500 MT B CyTKHM B TeUeHUE
3 mHel BHYTPUBEHHO KareabHo). Teparmus
He MpuHecaa oxugaemoro a¢gdexTa,
T. K. KOJINYECTBO TPOMOOIIUTOB B TEMO-
rpamMMe MpY BBITIMCKE U3 CTallMOHApa —
50 TBIC./MKII.

B Hos16pe 2021 1. B Bo3pacTe 5,5 rona
pebeHOK OblJI TOCIUTAIU3UPOBAH B
oTaejieHue rHoHoM xupypruu JOKbB
o noBony abcuenupyrouero iumao-
aZeHuTa 1oadopoao4YHoM obnactu. [1pu
MOCTYTIJIEHU U YPOBEHb TPOMOOIIMTOB

cocrtasui 47 Teic./MKI1. B0 IpOBeneHo
orepaTUBHOE JIeUeHUE: UCCEUeHUE Cpe-
nuHHOrOo cBuia meu. [Ipn nuHamMuye-
CKOM HaOJTI0IeHN Y TMallMeHTa Ha TIPOTSI-
>KEHUU BCero nepuona Ha GoHe JeyeHus
KOJIMYECTBO TPOMOOIIMTOB OCTaBaIOCh
HU3KUM. [Ipr TOBTOPHO# KOHCYJIBTALIUK
remarojiora B ®I'bY «<HMUL AT'OU um.
J1. PoraueBa» B koH1e 2021 r. BbICTaBJIEH
NMArHO3 «BPOXAEHHasi HOpMOLIMTapHast
TpoMOouuToneHus». [lo pesyabratam
MOJIEKYJISIPHO-TEHETUYEeCKOT0 00cien0-
BaHUS oIpenejieHa mytanus B reHe ETV6
B T€TEPO3UTOTHOM COCTOSIHUU. MyTanuu
B reHe ETV6 onucaHbl y TAallMEHTOB,
MIpenpacoOXeHHBIX K JIeiKo3y. Takxke
B pe3yJibTaTe 00ce0BaHu s Obljia onpe-
neyneHa myTtanus B rene PTEN B retepo-
3UTOTHOM COCTOSIHUU. MyTalluu B reHe
PTEN onucaHbl y NallMEHTOB C CUHAPO-
MoM KoyzneHa u raMapTOMHBIMU OMyXO-
JISIMU.

B uione 2022 r. mpoOKOHCYJIbTUPOBAH
aJJIeprojjoroM-uMMyHoJjsiorom B ®I'bBY
«HMMUIL ATOUN um. [. Porauena».
3akoueHue: peOEHOK ¢ TPOMOOIIUTO-
TeHuel, ¢ YaCThIMU WH(MEKITMOHHBIMU
ATMKM30/aMU, 0OHAPYKEeH MaTOTeHHBIU
BapuaHT B reHax ETV6 u PTEN. LOV-
MyTauuu B reHe PTEN onucaHbl y naiu-
€HTOB ¢ rymMopaJyibHbiM [T /.

[To pe3yabraTam NpoOBEAEHHOIO UMMY-
HoJioruveckoro o6ceiienoBanusi B ®I'BY
«HMMUI ATOU um. /1. PoraueBa» oT™me-
yaeTcsl He3HaYMMO€e CHUXKEHUE YPOBH ST
TREC (T-peuentopHoe 3KCLIM3UOHHOE
KoJ1b110: 385 npu Hopme 470-4100 Ha 103
JIEWKOLIMTOB) U HE3HAYUTEIbHOE CHUXKE-
nue IgG no 5,92 r/n1, uMmMyHOMbEeHOTUTIU-
poBaHUe TUMMPOIUTOB — 6€3 3HAUUMBIX
OTKJIOHEHU . YUUTHIBAsI CTAOMIIbHBIN
WHOEKITMOHHBIN CTaTyC, 3aMeCTUTETbHAS
Tepanus He nokasaHa. /1y noobcienona-
HUS ¥ ToA00pa TAKTUKY BEACHMSI IMallu-
eHTa peKOMEeHI0BaHa rOCIUTAJIU3a U
B CTAllMOHAp KPAaTKOBPEMEHHOTO JIEUEH U ST
(CKJI) HMULL ATOU um. . Porauesna,
rie OH nmpebbiBajl B TeueHue 12 nHe
(c23.08.2022 1. mo 03.09.2022 1.) ¢ KTUHU-
YeCKUM AuarHo3om: «OCHOBHOM — KOM-
ounupoBanHbiil [1W /1, HaciencTBeHHas
TPOMOOILIMTOTIEHU ST, aCCOIIMUPOBAHHAST
¢ MyTanueii reHa ETV6; comyTcTBYOIMI —
3allepKKa IMICUXOPeYeBOT0 Pa3BUTHUS,
arpouuecKuil puHUT, PEUTUBUPY-
IOLIMEe HOCOBbIE KPOBOTEUYEHMU S, MaJIble
aHOMAaJIMU pa3BUTUS cepilia (OTKPbITOE
OBaJIbHOE OKHO), aHeBpU3Ma nepumeMoOpa-
HO3HOI 4aCTHU MEXXKeJyI0UKOBOH mepe-
roponku 6e3 nedekra), He3HaUUTEIbHOE
paciiMpeHue KOPHsI a0pThl U JIETOYHOTO
CTBOJIA, CEplleuYHasi HENIOCTaTOYHOCTb
0-i1 cTaguu».
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B otnenenue maumeHT MOCTY NI B CTa-
OMTLHOM COMaTUYeCKOM cTaTtyce. B remo-
rpamMMe: TpoMOOIIUTOTIeH !SI 10 58 ThIC./
MKJI. OcTanmbHBIE TIOKA3aTeN! B IIpeesiax
HopMmbl. [Ipsimas npo6a Kymbca — oTpu-
maTejabHas. Buoxummnyeckue mokasare-
JIV KPOBH, TTIOKA3aTeJ I KOaryJiorpaMMbl
B npeaeaax HopMbl. [1pu uMmMyHon0TH-
YeCcKOM McclieioBaHuU: obiee yucio T-
1 B-1uM@OLUTOB HE CHUKEHO, OTMeYa-
€TCsI YMEPEHHOE CHUXXEeHUE MePeKITI0ueH-
HbIX B-knetox mamstu go 0,019 x 10/mn
(4,6%). YpoBeHb CHIBOPOTOYHBIX UMMYHO-
TJI00YyTMHOB 6€3 3HAUMMBIX OTKJIOHEHUIA:
1gG — 6,79 v/n, IgM — 0,973 t/n, IgA —
1,1 /1. C 1enbio OLEHKH CITeIu(pUIECKO-
IO aHTUTEJI000PA30BaAHU S B3SIT aHATIU3
Ha oTpeleleHre TMTOCTBAaKIIMHAIbHBIX
anTutel. 1gG K BUpycy Kopy ¥ KpacHYXH,
K TOKCUHY KOKJIoIlIa, K TMDTepuitHOMY
aHATOKCUHY OTCYTCTBYIOT. IgG K cTONIO-
HSYHOMY aHATOKCUHY — MOJIOXUTETbHBIH.
IMoaumepasnas nenHas peakuus (ITLIP)
KpoBM Ha uToMmeranosupyc (LIMB), Bupy-
cblI reprieca yeaoBeka 6-ro tuma (BI'Y 6-ro
THIa), BUpyc dmmuTeitHa — bapp (BOb) —
OTpUIIaTeIbHAS.

IMocne nmpoBeneHMss KOCTHOMO3TOBOM
ITYHKIIUY TIPU OTTUCAHU Y MUEJIOTPAMMBI
MTAHHBIX 32 HEOTLJIACTUYECKU U TTPOIece
He TtoJrydeHo. [1pu BUpycoorudeckoM
uccnenoanuu: [P Ha mapsoBupyc B-19,
LIMB, BI'Y 6-ro tuna, BOb — He o6Hapy-
>keHo. [Ipy IMTOreHeTHYeCKOM HCClieo-
BaHWUU KOCTHOT'O MO3Ta: MPU CTaHAaPTHOM
KapuOTUIIMPOBAHUY OOHAPYXKEH HOPMaJlb-
HbI KApUOTHUII.

YuuTeiBas peliuIUBUPYIOLIE HOCOBBIE
KPOBOTEUEHU S U OTSITOLIEHHBIT NHbEK-
LIMOHHBIN aHaMHe3 (e HbII TuMdame-
HUT U OTIEpUPOBAHHBIN CBUIIIEBOI XOJI),
MpoBeieHa MYJIBTUCTTPaJIbHAST KOMITBIO-
TepHasi ToMoTpadust TPUAATOTHBIX a3y X
HOCa ¥ MSITKUX TKaHe# 1ren. 3akTioueHue:
MMaTOJIOTU ST TPUIAATOYHBIX MMa3yX HOca
He oOHapyKeHa, JOCTOBEPHO CBUILEBHIE
XOJbl HE BbISIBJIEHBI, LIeHOU TuMdane-
HOIATUU HET.

KoncynbTauus oHkosnora, yduThl-
Bas Haauuyue Mmytauuu B reHe PTEN:
y pebeHKa uMeeT MecTo cuHapom PTEN-
raMapTOMHBIX ACCOIIMMPOBAHHBIX OTTYXO0-
neit (PTEN Hamartoma Tumor Syndrom).
Y Takux GOJILHBIX B pa3HbIe BO3PACTHBIE
TePUOJIBl MOTYT PAa3BUBATHCS Pa3INUHBIC
onyxoJieBble 3a00eBaHUs, KaK 100po-
Ka4eCTBEHHBIE, TaK 1 3JI0KaYeCTBEHHBIE.
B cBs131 ¢ TUM HEOOXOAMMO PETYJISIPHOE
IUHaMU4YecKoe HabII0JeH1eE.

Takxe peOeHOK ObIJI TPOKOHCYJIb-
TUPOBAH TeMaTOJIOrOM U KapAUOJI0TOM
C COOTBETCTBYIOIIUMU PEKOMEHIAI U SI-
MU. YYUTbIBas OTSATOIIEHHBI MH(}pEK-
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CTPAHUYKA NMEAVATPA

LMOHHBIN aHaMHe3, yMEpPEHHOE CHUXe-
HHUeE MTepeKTI0UCHHBIX B-KIeTOK maMsTH,
OKOHYATeJIbHO UCKIIOUUTD nuarHos [ ]
HeJIb3s1. BBUIY yIOBIETBOPUTEIHHOTO
YPOBHSI CBIBOPOTOYHBIX UMMYHOTJI00Y-
JIMHOB B 3aMECTUTEJIbHOM PEeryasipHON
Teparnuu UMMYHOTJI00yJIMHAMU Ha TeKY-
1M MOMEHT He Hyk1aeTcsi. BHe nHdek-
uuMoHHbIX anu3onos OPBU nokazaHo
NpOAOJKEHUE BaKIIMHALIMY peOeHKa Mo
HallMOHaJbHOMY KaJICeHIapIO C MOCemy-
IOIIUM MCCeIOBAaHUEM MOCTBAKIIMHAIb-
HBIX aHTUTEJ uepe3 1 Mec Imoce BBeACHU ST
BakIMHBIL [1o pesynpraTaM ncciea0BaHU S
HeoO0XOIMMO pelIaTh BOITPOC O Ha3Have-
HHUU 3aMECTUTEILHOM Tepanui UMMYHO-
TJI00YJIMHOM. YUUTBIBasl aCCOLIMMPOBAH-
HYI0 ¢ MyTanuei B rene ETV6 npenpacrio-
noxeHHocTb K 3HO kpoBwu, B cliyyae 3Ha-
YUMOTO CHUKEHU S yPOBHS TPOMOOIIMTOB
B remorpamme (Huxke 30 ThiC./MKJ) peOeH-
KY PEKOMEHI0BaHO MPOBENEHME KOCTHO-
MO3TOBOI MYHKIIMU B KpaTKUE CPOKU
¢ MOP(}OJIOTUYECKUM U LIUTOTeHETUYE-
CKMM HCClIeTOBaHUEM KOCTHOTO MO3ra.

W3 anamHe3a XXM3HU U3BECTHO, YTO
peOEHOK OT NSITOI OEPpEMEHHOCTH, TPETHUX
CPOYHBIX POJOB ITyTEM KecapeBa CeUeHHUSI.
BepemeHHOCTB TpoTekasa Ha (hoHe apTe-
pUaILHOM TUTIEPTEH3UH €€ TTIePBOI MOJI0-
BUWHBI, T€CT03a BTOPOI1 ITOJIOBUHBI, aHEMUH,
Hedponaruu, ocTpoil MTHEBMOHUU, 000-
CTPEHU I XPOHUYECKOU 0OCTPYKTUBHON
OoJsie3HM Jierkux. Bec nmpu poxaeHuun —
3570 r, pocT — 53 cMm. 3akpuyual cpasy,
OB MPUJIOXKEH K rpyau yepe3 30 MUHYT.
OueHka 1o mKaJje Anrap — 8/8 6ay110B.
ITocne poxneHus y pedbeHKa BOSHUKIN
MPOSIBJIEHU I TEMOPPArUUeCKOro CHHIpOMa
B BUJIE IETEXNAIBHOI CHITTH Ha KOXKe JIMIIa
¥ TYJIOBUIIIA, MBIIIIEYHASI TUTIOTOHUS, T€p-
MOJIaOUJIBHOCTb. YPOBEHb TPOMOOILIMTOB
B remMorpamme — 128-88 teic./MKi1. U3 pon-
JoMa ObLJT TTepeBeIeH B OTIEICHUE TaTOJI0-
TUY HOBOPOXKJEHHBIX C AUaTHO30M: «130-
MMMYHHasi TPOMOOLUTOTICH U sT».

Pe6enox ob1s1 npuBuT BLI2K B ponno-
Me, najee 10 2,5 roga — BaKIIMHALIUS T10
HallMOHAJbHOMY KaJIeHIapio 6€3 BUTUMBIX
no6ouHbIX 3 dekToB. C 2,5 neT He Mmpu-
BUBAJICS M3-3a MEIUIIMHCKOTO OTBO/IA.

HacnencTBeHHBIM aHAMHE3: y MaTepu
mamnueHTa, ¢ e¢ CJI0B, OblJia BEISIBICHA
TPOMOOIIMTOIEHU ST B Bo3pacTe 36 jgeT —
110 80 TBIC./MKJI ¥ TIPOBEIEHO MOJIEKYJISIP-
HO-TeHEeTHYeCKOe UCCIIeIOBaHNE, TTaTO-
JloTun He o6HapyxeHo. KiuHuyeckn
OTMeYaJIMCh peIKK1e HEOOUIbHbIE HOCO-
Bble KPOBOTEUYEHU S, KyNUpYIOLUIUecs
CaMOCTOSITEJIbHO, EAMHUYHBIE SKXUMO3bI
B 00JIaCTU HUKHUX KOHeYHOocTei. Bo
BpeMsI pOJIOB KPOBOTEUCHU 1 HE OTMeYa-
JIOCh.
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Puc. 1. BoabHo# 3. HTIM. MeTexnanbHas

CbiNb Ha KOXe AMua
M TYAOBULLA [NPpeAOCTaBAEHO
aBTopamu] / Patient Z. ITP.
Petechial rash on the skin of the
face and trunk [provided by the
authors]

VY orua pedbeHKka B IeTCTBE 10 7-eTHE-
ro Bo3pacTa OblJIM YacThle HEOOUIbHbBIE
HOCOBbIE KPOBOTEUEHHUSI, KOTOPbIE OCTa-
HaBJIMBAJIKCh CAMOCTOSITENIbHO. JIBE cBOMI-
Hble cecTphl 15 1 10 J1eT, co cJIoB MaTepu
00bHOTO pebeHKa, 3M0POBHI.

AnneproaHaMHe3: IPOSIBJICHUS TTAIIIE-
BOW aJUIEPTUU B BUJIE 3yASIIENA MEJTKOTO-
YEUHOM CHITTM HAa MAJIMHY U KITyOHUKY.

Ilpu mocTymjeHU B OHKOTeMAaTOJIO-
ruueckoe otaesieHue JIOKbB benropona
o011ee coCTosSTHUE MallMeHTa ObLIIO Cpei-
HEl CTEMeHU TSIXKEeCTH 3a CYeT reMoppa-
ruyeckoro cuHapoma. CaMoyyBCTBUE
xopoitee. CozHaHue sicHoe. DPu3nyeckoe
pa3BUTHE cpelHee, rapMOHUYHOe. Bec —
23 xr, pocT — 130 cm. KoxXXHbIe TTOKPOBBI
OsiemHBIe, BIaxkHbIe. OTMEUYAIOTCS METEXM-
aJIbHas ChITTh U MHOXECTBEHHBIC 3KXUMO-
3bI Ha Pa3HBIX dTAllaX Pa3BUTHUS Ha KOXeE
JM1a, TyJoBuina (puc. 1) ¥ KOHEeYHOCTe
(puc. 2).

BripaxxeH nepuopOuTaJbHBIN IUA-
HO3. CJIM3UCTBIE MOJOCTU PTA BIAXHBIE,
0JIemIHO-pO30BbIe, YUCThIe. [ToaKOXHO-
JKUPOBOIA CJI0I pa3BUT yMEPEHHO, PABHO-
MepHo. OTekoB HeT. Typrop TkaHei coxpa-
HeH. OnpeneasitoTcs MoaYeI0CTHhIE,
MOAMBILIIEYHBIE, TTAXOBbIE TUMOOY3JIbI
0T 4 10 6 MM B IMaMeTpe, eNMHUYHbIE, 0e3-

Puc. 2. BoAbHow 3. HTI.
MHOXXeCTBeHHbIe 3KXUMO3bl

Ha pa3HbIX 3Tanax pa3BuUTUA
Ha KOXKe HWKHUX KOHEUHOCTEN
[npeaocTaBAeHO aBTOpamMH] /
Patient Z. ITP. Multiple
ecchymosis at different stages
of development on skin of the
lower extremities [provided by
the authors]

0oJIe3HEHHbIE, HECTTasSTHHBIE C OKPY3Kato-
MU TKaHSIMHU, TIJIOTHOJIACTUYECKOI
KOHCHUCTEHIIMU, ToABUXHBIE. [1pu BHe1I-
HEM OCMOTpE olpeeisieTCs TUIepTeso-
PpM3M TJ1a3, BHICOKOE «TOTHUYECKOE» HEOO
U1 100aBOYHbIE JOJTbKM HEOHBIX MUHAA-
auH. llluToBUAHAS Xene3a Npu Majib-
nauuu 6e300Je3HeHHas, 2J1acTUYHas,
He yBeJMYeHa.

Co CTOPOHBI KOCTHO-MBIIIIEYHOI1 CUCTE-
MBI — 0€3 IMaToJIOrMYeCKNX 0COOCHHOCTEA.
HocoBoe npixanue ceobonHoe. ['pynHas
KJIeTKa OOBIYHOW LHUJIUHIAPUUECKOU
dopMbl. O6Ge ee MOJJOBUHBI OMUHAKOBO
Y4YacTBYIOT B akTe AbIxaHus1. HacToTa
NbIXaTeJbHBIX IBUXKeHU — 20 B 1 MUHY-
Ty. [lepKyTOpHO — Hall IETKUMHU C 00EenX
CTOPOH OIpeneisieTCs SICHbIH JIETOYHbI i
3BYyK. [Ipu aycKyabTallMu JErKUX BbICTY-
IMBAETCS BE3UKYJISIPHOE AbIXaHUE
¢ 00erX CTOPOH, XPUIIOB HET.

OO0nacTh cepaila Mpu OCMOTpE He
n3MeHeHa. ['paHUIIBI OTHOCUTEIBHOM
TYIOCTH CepJlia MPU IMTEPKYCCUU COOT-
BETCTBYIOT BO3pacTHOU Hopme. [Ipu
ayCKyJIbTallMM TOHBI CepaLia MPUTITyIIe-
HBI, pUTMUUYHBIC. Ha Bepxylike cep-
11a ¥ B Touke boTKWHa BbICTyIIMBAET-
Cs1 KODOTKUIM MATKUN CUCTOJIMYECKU A
LIyM, 3a IIpeleJibl cepalia He TPOBO-
nutcs. YacTtoTa cepiedyHbIX COKpalie-
HUil — 84-86 ymapoB B 1 MUHYTY, apTe-
puasibHOe naBieHue — 107/62 MM pT. CT.
Ha 00enX pyKax.
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Tabavua. Moka3aTteAu AnabopaTopHbIX UCCAEAOBAHUI KPOBU NaLUeHTa
B OHKOremMaToAOrM4YeCcKOM OTAeAeHUH [TabAuLa cocTaBAeHa
astopamu] / Indicators of laboratory tests of the patient's blood in the
oncohematological department [table compiled by the authors]

UccnaepoBanue 03.03.2023r. | 07.03.2023 . PedepeHcHble
3HayeHUusa
KAMHWYECKUI aHaAU3 KPOBM
SpuTpoumTLl, X 1012/A 47 4,4 3,7-4,9 x 1012/,
Hb, r/an 125 136 110-140 125 136 110-140
NEeNKOUMTbI, X ThbIC./MKA 5,9 9,8 Ao 10 x 109//\
bazodunbl, % 0 0 0-1
ManoukosipepHble, % 2 3 Ao 5
J03UHOPUABI, % 0 3 Do 4
CermeHTosIAEPHbIE, % 62 22 50-65
Avmbountbl, % 28 64 25-30
MoHoumTbl, % 8 8 3-11
TpoM6BOUMTBI, X ThIC./MKA 54 93 150-400
CKOpOCTb OCEAAHUST 3PUTPOLMTOB, MM/Y 10 5 <10
BUMOXUMHUUECKUI aHAAU3 KPOBU
AnaHMHaMKUHOTPaHchepasa, Ea/n 16 5-45
AcnaptatamuHoTpaHchepasa, Ea/a 8 10-60
061wt 6enokK, r/a 68 62-82
KpeaTtuHuH, MKMOAb /A 51 27-62
C-peaKkTuBHbI 6EA0K, MI/A 0,56 <5
Koarynorpamma
AKTUBMPOBAHHOE YaCTUYHOE 25 32-42
TPpoM60MNAACTUHOBOE BPEMS, CEK
MpoTpoMOUHOBLIN MHAEKCS, % 78 80-100
MexaAyHapoAHOe HOpMaAn30BaHHOe 1,1 0,9-1,1
OTHOLLEHKE

KHMBOT aKTUBHO YyYacCTBYET B aKTe
IBIXaHW s, MSITKWIA, 6€300J1€3HEHHBII ITPU
najblianuu. S3bIK BJaKHbI, YUCTHIA.
ITleyeHb — Mo Kparo nMpaBoil pedGepHOM
nyru. Cene3eHka He BBICTYMAET U3-MOJ
Kpas JeBoii pebepHoii nyru. [Touku
B TIOJIOXKEHMHU JiexKa He TTaJIbIIUPYIOTCS.
CHUMIITOM IMOKOJaYMBaHUS OTPULIATEIb-
HBII ¢ 06euXx cTopoH. [1oJIoBbIe OpraHbI
cOpMHUPOBAHBI IO MYXKCKOMY THITY.
MouencnyckaHue — 0e3 rmaTojgoruue-
CcKUX ocobeHHocTel. luzypuu HeT. Moua
cBeTJIo-kenTas, mpo3pauHast. Ctyn — 1 pa3
B IeHb, 0popMJIeH, O€3 MaTOJOTUUYECKUX
npumeceit.

Co CTOPOHBI HEBPOJOTMYECKOTO CTaTy-
ca: co3HaHue sicHoe. JIN110 CUMMETPUYHO,
SI3BIK — T10 CpeHel TMHUK. [1a3HbIe menaun
cuMmMeTpuuHbie. Hucrarma Het. Peakuus
3pavyKoB Ha CBET KM Basl, 3pauykKi CUMMET-
puuHbie. C1yX HOpMaJIbHBIN, TIIOTAHUE
He HapyIIeHo.

MeHuHTeallbHbIe CUMIITOMBI OTCYT-
cTBYIOT. UyBCTBUTEIBHOCTh HE HAPy-
meHa. KoopaiuHallMOHHBIE TPOOKI
BbITIOJIHsIET. [Tape30oB u nmapajinyeit HeT.
VY pebGeHKa oTMeUaeTcs 3aaepKKa peue-
BOI'O Pa3BUTUS.

IMoka3zaTenu 1abopaTOPHBIX UCCTIEIO-
BaHUII KPOBU TMallMEHTa B OHKOreMaTo-
JIOTMYECKOM OTAEJCHUU MPeaCcTaBICHBI
B Tabnun1e.

B otnesneHuu 6bI10 IPOBEICHO Jiede-
HUe: 3TaM3uIaT BHyTpuBeHHO (10 Mr/KT
¢ 04.03.2023 1. mo 09.03.2023 r.); TpaHeK-
caMoBasi KMUCJIOTa BHYTPUBEHHO (25 MI/KT
3pazaBcytku ¢ 03.03.2023 r. mo 05.03.2023 1.);
JleKcaMeTa30H BHYTpUMBIIIedHO (10 Mr
¢ 04.03.2023 1. mo 07.03.2023 r.). Ha done
JICYEHU I OTMeYaiach MOJTOXUTEIbHAS
IVWHAMWKA: TeMOpparnyeckasi ChIlb 3Ha-
YUTEJIbHO YMEHBIINIACh HA KOXe HUX-
HUX KOHEYHOCTEI ¥ TIPAKTUUEeCKY Mcue3ia
Ha nuie. ConepkaHue TPOMOOIIMTOB
B KOHTPOJBHOW reMorpamMme mocie
JIeYEHU I YBEJIMYMIJIOCH 10 93 ThIC./MKJI.
Brinucan non HaGOAEeHUE YUaCTKOBO-
ro neauarpa, reMaroJiora u KapauoJsora
10 MECTY XUTEJIbCTBA C PEKOMEHAALI U SI-
MU: MEIOTBOJ OT PO IpUBUBOK Ha 3 Mec,
NUIIMHOH — TI0 MOJIOBMHE TaOJIeTKU IBaX-
bl B ieHb (14 mHeit), MeTuaypanuaoBas
Ma3b (IMOKCOMETUITETPATUIPOTTUPUMU-
nuH) B Hoc (14 mHeit), KOHTPOJIb OOIIIEeTO
aHajm3a KpoBu — | pa3 B Mec, MOBTOPHBIIT
OCMOTp remMaToJIoroM yepes 1 mec.

3AKAKOYEHUE

Takum 0Opa3oM, pUBEACHHBI KIMHU-
YeCKMIi caydail moKa3bIBaeT, YTO HEraTUuB-
Hble (haKTOPbI, KOTOPbIE BO3AEHCTBOBAIUN
Ha IJIO BO BpeMsI reCcTalluu, U OTSTOLIEeH-
HBbIJ HACJEICTBEHHbIM aHAMHE3 CO CTO-
POHBI ponuTeJiell pebeHKa, BO3MOXHO,
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crnoco6¢cTBOBaIN (DOPMUPOBAHUIO Y HETO
TAaKOTO HaCJIeICTBEHHOro 3a00eBaHUsI
KpPOBH, KaK HacjeaACcTBEeHHast TPOMOOII M-
TorieHus1 Ha (poHe [T /] 1 BpoxKAeHHBIX
MOPOKOB Pa3BUTUS CO CTOPOHBI CEPIEUHO-
COCYIMCTOM CUCTEMBI. JIaHHBII KIIMHUYE-
CKWM ciyvyayl IpeACcTaBJIeH HAMU C LIEJIbIO
03HAaKOMJIEHM I Bpayeii MepBUYHOTO 3BeHa
C 9TUMM HO30JIOTMYeCKUMU hOpMaMu, TaK
KaK TOJIbKO CBO€BpPEMEHHasl AUarHOCTU-
Ka ¥ TIpaBUJIbHO TTOH00OpaHHas Tepanus
MTO3BOJISIT MOAIEPXKUBATH KAUeCTBO XXKU3HU
00JILHOTO pebeHKa U NpeaynpeanuTh pas3-
BUTUE CEPbE3HBIX OCTOKHEHU . A Meau-
KO-T€HETUUYEeCKOe KOHCYJbTUPOBaHUE
¥ METOMbI MPeHaTaIbHOW TUaTrHOCTUKN
MOMOTYT IIJJAHUPOBAaTh 0EPEMEHHOCTD
W IPEIOTBPATUTH POXKACHUE MTOCIEAYIO-
LIMX AETEU C TAKEJIbIMU HaCIeACTBEHHbI-
MU U BPOXACHHBIMU 3200JIeBAaHUSIMU.
JaapHeHIInii POTHO3 Y JAHHOTO Mallu-
eHTa OyJIeT 3aBUCETh OT CTETNICHU Ie(DULIN-
Ta TPOMOOIIMTOB B AMHAMMUKE, a TAKKE
OT HAaJIUYUS APYTUX CUCTEMHBIX WU
ocTpbiX natoyioruii. CrnneunduyecKko
npohpuIakKTUKU TPOMOOLUTONEHU I
He cylecTByeT. PoguTensim peKoMeH10-
BaHO MPUIEPXKUBATHCS 3I0POBOTro 0Opasa
JKM3HU Ha 3Tarax IJIaHUpOBaHUS OepeMeH-
HOCTH U BbIHAIIIMBAaHU S TIJI0AA, OTKA3aThCs
OT BPEJIHBIX ITPUBBIYEK, TIIATEIbHO KOH-
TpOMpOBaTh pa3BuTHe pedenka. JIB
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