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PEOKOE 3ABOJIEBAHVE BPOXXKOEHHOIO
TMCTUOUUTO3A U3 KJNIETOK JIAHTEPTAHCA
Y HOBOPOXXAOEHHOIO MJIAAEHLUA

TMcTHoumTo3 13 Knetok JlaHrepraHca (MKJ1) npeacrasnset cobow peakoe 3abonesaHne. IKJT He ABASETCA HACNEACTBEHHbIM,
reHeTM4ecku LeTepMUHNMPOBaHHbIM 3aboneBaHnemM. Snvaemuonorus MKJ n3yyeHa HeLoCTaToOuHO.

Llenb nccnenoBaHus — NpeacTasBrTh KIMHUYECKMIA ClyYain MICTUOLMTO3a M3 KneTok JlaHreprarca (MKJ1) y HOBOPOXAEHHOro
1 onmncaTb TPYAHOCTM €ro AMarHOCTUKM.

Matepuanbl n MeToabl. [pefcTaBneH kKnuHudecknin cnydam MKJTy HOBOpOXAeHHOro Manbyyka. BefyLlimm B KnnHmKe npm
POXAEHWM OblNT KOXHbBINA CUHAPOM B BUE reMOPPArnieckor Cbifii 1 MOMMOPMHbIX, PACNPOCTPAHEHHbIX SIeMEHTOB Ha KOXe
TYNOBMLLA, KOHEYHOCTEN, BONOCUCTON YacTW rofoBbI, NnLe. MepBoHavanbHO Obin 3aNofo3peH AMarHo3 reprneTdeckomr NHdek-
unn. OfHako BBWMAY OTCYTCTBUS MONOXUTENbHbIX pe3ynbTatoB [MLP-AMarHoCTUKM, a TakXe COMHeHWU B [OCTOBEPHOCTU
[varHosa, mnagexel, Obif BbiNcaH ¢ hOPMYIMPOBKOM MO 3aKOYNUTEIbHOMY AMarHo3y «/IHMEKLUMOHHbIN BaCKYUT HEBbIAC-
HeHHOW 3Tronormm». Mo3xe, B Bo3pacTe ABYX MeCALeB, Koraa y nauueHTa nosBUANCh OCIOXHEHUS C MyNbTUCUCTEMHBIM
ropaxeHVeM KOCTeln CKeneTa, Nerkmx, KOCTHOro Mo3ra, Mo pesysbTaTaM MMcTONorMyeckoro U MMMYHOTUCTOXMMUYECKOro
VccnefoBaHnm amarHoctmposanm MKJ1.

PesynbTtathl. [KJ1 — [OBOMILHO peAKO BCTPeYaloLLancs NaTonorus, KMH1nyeckas KapTmHa KOTOpor pasHoobpasHa 1 Hecnel-
nryHa, 4To 0byCnaBnMBaeT TPYAHOCTUM AMArHOCTMKW. B npedcTaBneHHoOM ciydae Ans paHHel AMarHoCTVMKK CnefoBano
MPOBECTIN OUOMCMIO KOXHbBIX 3IEMEHTOB, YTO MO3BOJSIIIO Obl CBOEBPEMEHHO NMOCTaBWTb MPaBUIIbHbIN IMArHO3 1 NpefoTBPaTUTL
OCNOXHEHWS.

KntoueBble cnoBa: pefikoe 3aboneBaHue; MmMcTMOLMTO3; KNeTKN JlaHrepraHca; HOBOPOXKAEHHbIE; ANArHOCTVKa;
MYySbTUCUCTEMHOE NOopaxeHue
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A RARE DISEASE OF CONGENITAL HISTIOCYTOSIS FROM LANGERHANS CELLS IN A NEW-BORN BABY

Histiocytosis from Langerhans cells (HCL) is a rare disease. HCL is not a hereditary, genetically determined disease. The
epidemiology of HCL has not been studied enough.

Purpose of the study — the aim is to present a clinical case of Langerhans cell histiocytosis (HCL) in a newborn and describe
the difficulties of its diagnosis.

Basic provisions. A clinical case of HCL in a newborn boy is presented. Leading in the clinic at birth was a skin syndrome in the
form of hemorrhagic rash and polymorphic, common elements on the skin of the trunk, limbs, scalp, face. Initially, a diagnosis
of herpes infection was made. However, due to the lack of positive results of PCR diagnostics, as well as doubts about the
reliability of the diagnosis, the infant was discharged with a formula for the final diagnosis of infectious vasculitis of unknown
etiology. Later, at the age of two months, when the patient had complications with multisystem damage to the bones of the
skeleton, lungs, bone marrow, according to the results of histological and immunohistochemical studies, HCL was diagnosed.
Conclusion. HCL is a rather rare pathology, the clinical picture of which is diverse and nonspecific, which causes difficulties
in diagnosis. In the presented case, a biopsy of the skin elements should have been performed for early diagnosis, which would
have allowed to make the correct diagnosis and prevent complications.

Key words: rare disease; histiocytosis;Langerhans cells; newborns; diagnosis; multisystem lesion

l YuernonuTo3sl 13 kiaetok Jlanrepranca (TKJI) — 1o npostidepaiiust atolornyeckux KJaetok JlaHrepranca
KJINHUYecKH nojuMopdHast rpyimna 3aboneBannii, B B ouare nopasxkenusi. [lo gacrore Bcrpedaemoctn 'KJI
OCHOBE KOTODBIX JIEKHUT AaKKyMYyJ/ISIIMS M KJIOHATbHAS —3HAUUTEIbHO YCTyIaloT JeiikozaM u JjuM@omaM, a
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caoxuoctn auddepeHInaTbHol UATHOCTUKT BEIYT K
TOMY, 4TO JaHHble O 3a00JI€BAEMOCTH KOJEOJIOTCS B
JIOCTATOYHO MIMPOKUX MpPeJesax U COCTABJSIOT, IO
JIAHHBIM Pas3HbIX aBTOPoB, oT 0,5 g0 6 ciaydaeB Ha
1 MIJIJIMOH JIeTCKOTO HaceJeHus B rof. B Bospacte 110
rojia 3TOT MOKA3aTesib 3HAYUTETHHO BBIIIE U COCTABJISI-
er 10 caywaes wa 1 mwmwmmon [1-4]. 3aGosneBanue
BCTpedaeTcss B JI0OO0OM BO3pacTe, MUK 3a607eBaeMOCTI
IPUXOANTCS Ha Bo3pacTHyio Tpymmy ¢ 0 1o 4-x Jer.
Masbunku GosteloT varie aeBovek [1, 5].

bnarogaps mnogsieHuio MeToLOB  3JIEKTPOHHOM
MUKPpOCKONINMN, WMMYHOTHUCTOXUMHUMN, PaACIIUPEHUTIO
MaHeJN [UATHOCTHYECKIX aHTUTEJN, ObLIa yCTaHOBJIEHA
omyxosieBass mpupoga JIKT [6], B ocHoBe KOTOpOIi
JICKUT WHOUIBTPAINS PA3JINYHBIX OPTaHOB W TKaHEH
3JI0KaYeCTBEHHOW MOMYJISIIINENl aKTUBUPOBAHHBIX KJe-
tok JlaHrepranca, 4To BeZeT K MOP(OJOTHUECKUM I
(PYHKITMOHANTBHBIM HApyIIeHHAM. VIMMyHOJIOTHYECKNM
cybcrpatom JIKT gsmsgiores CD1a+, S100+ u Langerin-
MO3UTUBHbBIE eHApUTHBbIEe KieTKu [7]. Takske nsBectHo,
4TO B MaTOreHe3e 3aeHCTBOBAHBI MEXAHU3MBbI, XapaK-
TepHBbIE KaK [JIsI OMYXOJIEBBIX, TAaK W [T PEAKTUBHDIX
mporeccoB. Her aGCOIOTHBIX [TOKA3aTeIbCTB, OJHO-
3HAYHO MOATBEPKAAIOIINX BEIYIIYIO POJIb OJHOW U3
ITUX TPUYNH.

Y nereit pannero Bozpacta JIKI xapakrepusyercs
MYJIbTHCUCTEMHBIM IOPAKEHNEM C OBICTPON HCCEMU-
HaIell U BOBJIEUEHNEM IEUEHHU, JIETKUX, KOCTEl cCKeJre-
Ta, KOXH, MEYEHH, JIETKUX, Cele3eHKu, JuMdarnde-
CKHMX Y3JI0B, KOCTHOI'O MO3ra, LeHTPaJbHOIl HepBHOM
cucreMbl [7, 8]. B samreparype Mbl HAILIN TIPUMEPBI
U30JIUPOBAHHOTO MOPAKEHUS] CJAU3UCTON OOOJOUKH
tBepporo ueba mpu JIKD y nHOBOpoxaeHHBIX [9].
CoBpeMeHHbBIe TPEJCTABICHNS O KJIMHUKO-MOP(O-TIM-
MyHosorndeckux ocobennoctsix JIKI ocnoBbiBaioTcs
Ha 0600IIEHNT OT/IeJbHBIMU KINHIUKAMU CBOEr0 HeGOJIb-
IIOTO OIbITA B JINATHOCTUKE M JIEYEHUM 3TOW PEIKOi
IIaTOJIOTUM, a TaKiKe OIIMCaHUM OTACJbHbIX KJINHNYE-
ckux caydaes [10, 11]. Omucanust TKJI y HOBOpOsKIeH-
HBIX BCTPEYAIOTCSI B OCHOBHOM B 3apyOesKHOI JuTepa-
Type [12-14].

Kinnnueckuit cayvaii

Manbunk poAuscs B Cpok, 6e3 acuKCHH, OCEHbIO
2013 roma. Marp mmagenta 3gopoBa. Crapimii pebe-
HOK B ceMbe 370poB. Hacrosimasi GepeMeHHOCTb Y
JKEHIIIMHBL BTOPast, IpOoTeKasa ¢ KaHango3oM. Pojbr
CaMOCTOSITEIbHbIE, BTOPbBIE, OCJOKHEHHbIE BTOPUYHOIL
c1aboCThIO POJIOBOIL JlesitesibHOCTH. Macca npu posk/ie-
nun 4070 1, mauHa 49 oM. Orenka 1o mKajge Anrap
8-9 Gasmno. Cocrosinie 1 caMO4YyBCTBUE OBLIN Y/IOB-
JIETBOPUTENBbHBIMU. [IpUKJIIBIBAJICS K TPY/H, COCAT
aktuBHO. C POKJeHust 0OpaTHi BHUMaHNe Ha reHepa-
JIN30BAHHBIN KOXKHBIN CUHAPOM B BHU/I€ CHININ U TIOJIN-
MOPGHBIX, PACIPOCTPAHEHHDBIX IJIEMEHTOB Ha KOXKe
TYJIOBHIIA, KOHEYHOCTEH, BOJOCHCTOH YacTh TOJIOBBI,
jguite. Becero or 40 po 50 sjeMeHTOB, OT IISITHA 10
HaryJibl, pa3MePOM OT TOYKH IO KPYIIHON TOPOIINHDI,
KOTOpbIe B Jla/ibHENIEM OXapaKTepPU30BaIN KaK MHO-
JKECTBEHHbIE TpaHyJeMaro3Hbie paspacranus (puc.
1-7). TamysiesHbie 2J1€MEHTbI OT CUHIOUIHO-GArPOBOTO
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nuBeTa A0 TEMHO-KOPUYHEBOTO MO TUITY <<6yJIO‘{KI/I C
‘{epHI/IKOI‘/JI»‘ 3JIeM€HTbI BBICTYyITAJIK, OTM€4YajJaChb WX
KPOBOTOUYNBOCTD. CJII/IBI/ICTbIe 6bI]II/I NHTAaKTHBIMU.

Ha arare poauabHOTO /IoMa B 06IeM aHaIn3e Kpo-
Bu o Cito! cpasy mocie poKIEHUS OTMEYANICS CIBUT
GopMyTB BIEBO, HAJWYNE MUETOIUTOB, I0HBIX (OpM,
1 TOBBIMIEHHDIH yPOBEHb 303MHOMUIOB (€3 MOBbIIIe-
HUA YPOBHA JIeI/IKOI_II/ITOB HeI/ITpO(I)I/IJIbHLH/I NHACKC
cocrapast 0,2 (Hb 185 v/, ap 4,85 x 1012 /11, xomn-
4ecTBo Jeiikouutos — 12,4 x 109 /JI 15 %, M1 %,
102 9%, 115 %, CSGA,]ISBA, M 8 %, wopm 12,100,
tpoMboruToB 163 x 10 9/, peTuKyaoIuTOB 34 %0, Ht
0,56). B 6MOXMMHYECKOM aHaIM3e KPOBU (€3 marToso-
rUYecKuil UsMeHeHUi, HapylleHuil reMocTa3a TakKe He
BoIsgBIeHO. [IpoBenmenne anddepeHTmaIbHON IHATHO-
CTUKH Ha ATale POJUIBHOTO J0Ma ObLJIO HEBO3MOKHDIM,
MO3TOMY MJIaJieHIla TiepeBesn ¢ auarnoszom: BYU
(mpeanonosxurenpno u3 rpynnsl TORCH) ¢ ouaramu
IKCTPAME/LYJUIIPHOTO KpOBeTBopenusi B gepme? Ero
cocrostHne GbLI0 CTaOMIbHBIM (€3 BUTAJIbHBIX HapyIIe-

PucyHkn 1-7
FpaHynemaTto3Hble
pa3spacTtaHusi Ha Koxxe
Figures 1-7
Granulomatous growths
on the skin
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HUil, HaOMIOJaMach BUAUMAs JKeJATyXa, HOKa3aTesn
KOATryJISIIOHHOTO TeMOCTa3a ObLIN B IPE/Ieax HOPMBbI.
ITo xapakTepy BBICBITIAHWIT TPeNoIaragach MHPEKIN
U3 IPYIIIbI BUpyca reprieca. Havamu mpoTuBOBHPYCHYIO
Tepanuio aluKJI0BUPoM. PeGeHoK Gbla HA MOJTHOM JHTe-
pPaTbHOM HHUTAHUU, COMATHYECKH COXPAHHbBIN, 4YTO
MO3BOJIMJIO TIEPEBECTH €ro B OT/eeHne MaTOJOTHH
HOBOPOXK/IEHHDIX, T/ie ObLJIO MPOJIOJIKEHO JIeUeH e allu-
KJIOBUPOM, HECMOTPSI HA HOJYYEHHBIN OTPUIIATEbHDII
pesyubraT 110 IMDA u I[P kpoBu Ha repleTuieckylo
nHdexmmo. B kpyr auddepeHmasbHoro AmarHosa
6bumn  Bryovenbl uHpeknun TORCH-koMmmtexca,
BPOSK/JEHHBII JIellKo3, HelipobiacToMa. PeGeHOK ObLt
OCMOTPEH y3KUMHU creruanuctaMu (OHKOreMaroyiorom,
JIepMaToJIOrOM, OKYJIMCTOM, HEBPOJIOTOM, OTOPUHOJIA-
PUHIOJIOM), KOTOPbIE He BBIABIJIM Y MJIAICHIA ClelH-
(pruecknx naMeHeHunil, XapakTePHbIX /I TPODUIST NX
crenuaIbHOCTH. K coXajgeHmio, OHKOTeMaToJIoT TOXKe
«He y3Hasl» 3a0osieBaHue y nanuenrta. PeGeHok, ¢ yde-
TOM KOKHOTO TEMOPPArndeckoro CHHAPOMa, OblJ BbIIIH-
caH oMol ¢ amarHo3oM: <«lHMeKImoHHbII BacKyINT
HEBBISICHEHHO THOJIOTUI.

[Tocsepyiommast roCnuTAIM3aINs IPOBe/leHa B [IeT-
CKO€e XIPYPIUIecKoe OT/eTICHIE ¢ INarHo30M: «AbcIiecc
BOJIOCHCTO}1 4acTH TOJIOBbI». PeGeHKy ObLIO MPOBEIeHO
OllepaTUBHOE JiedeHWe: BCKPBITHE W J[PEHHPOBAHUE
ruojinuka (Ha Mecre GbiBLIEro sieMeHTta). PaHa 3asu-
Jla BTOPUYHBIM HaTskeHueM. Ilpum oGcrepoBannu B
XUPYPrUvecKOM OT/eNEeHUN [IBAK/Ibl BBISIBJISICS OBbI-
meHnblil yposenb a-eronporenna (300,2 Ex/mi u
674,0 En/Mi), HO HACTOPOKEHHOCTH 3TO HE BBIZBAJIO.

B Bospacte 1,5 MecsitieB pe6eHOK BHOBD OBLI TOCITH-
TAJIM3NPOBAH B HEBPOJOTMYECKOE OT/EIEHNE JIeTCKOI
GOJIbHUIIBI, KOTJA TOSBHJIUCH KAJT00bl HA CHUXKEHUE
MBIIIIEYHOTO TOHYCA B JIEBOW pyKe, OrpaHUuYeHue JBU-
JKEHUST B ATOW Ke KOHeYHOCTH. MeIuInHCKHN 1epco-
HAJI OT/IeJIEHNsT OTMeYaJt, 4To BO BpeMs (pU3nosedeHus
(anekrpodopes, napadun) u Maccaska peGeHOK CUIbHO
Gecriokousicst, Takaa. IIoMuMo BbIpaskeHHOTO 6OJIEBO-
ro CHH/POMA, OTPUIATEbHAS [UHAMHUKA MPOSIBUIACH
OTEYHOCTHIO M OrPAHUYEHHEM [[BHJKEHHH B IPaBbIX
pyke u Hore. IIpu peHTreHOJOrnYecKoM HCCIe0BAHNY
roseneit B ayx npoeknusax (puc. 8 u 10) onpexpens-
JIOCH YTOJIIIEHNE KOCTell 1TPaBOii rOJIeHN € [IeCTPYKIHeit
npoKcuMaabHoro Meradusa GeproBbIX KocTeil /10
1,5-3 cM, mamoGeprosbix 1-2,5 cm (puc. 8, 9, 10).
Msirkue TKaH# yTOJIIIEHbI, yioTHeHbl. CrieBa 1ecTpyK-
s anadusa 6oabebeprioBoit koetn 0,5 x 1,5 eM ¢
HePHOCTATBHBIMEI HACJTOEHUSIMHU.

Ha kpanuorpammax (puc. 11) — pgecrpykuus B
Jo6Hoit Koctu crpasa 1,2 x 0,6 x 1,0 cM u B TeMeHHOI
koctn 10 0,6 cm. TTo canmumky OTK (puc. 9, 12) yron-
menne GokoBoil moepxuHoctu VII pebpa, yduacTok
JecTpyKInu B mnepeanux orzaenax I1I-V peGep ¢ ux
B3/LyTHEM, JIECTPYKTUBHbBIE U3MEHEHNUST B JIEBOU JIOTIATKe
U OTCYTCTBHE ee KOHTYPOB, OYard B JIETKUX, TI€YEHU.

3a HezieTo 0 ABYXMECSYHOTO BO3pacTa peGeHoK
HOCTYIAeT B OT/eJieHHe JIeTCKOH OHKOJIOTHH C BbIpa-
JKEHHBIM 0OJIEBBIM CHHIPOMOM. (Du3nueckoe pazBuTne
pebeHKa K BO3PACTy JBYX MeCSIEB BBIIIE CPEIHEr0 —
macca 6150 1, 54 cM, HaXOAW/ICI Ha €CTECTBEHHOM

€/
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PucyHkn 8-10
N3MeHeHUs B KOCTAX
Figures 8-10

Bone Changes
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BcKkapmuyinBaHuu. Ha kodxe jmiia coxpaHsgaach TUTMEH- PucyHkn 11-12
Talus 1ocje BoIcbimanuii. VmMescss orek Tblia mpaBoil M3MeHeHUs B KOCTSIX Yepena U rpyaHoM KIeTku
CTOTIbI, OTEK IPABOI TOJIEHU, OpraHOMErajun He OTMe- Figures 11-12
vyanock. ITo o6memy anamusy kposu — amnemust (Hs Changes in the bones of the skull and chest

99 r/1) ¢ nosbimenueM CO3I 25 MM/ yac, 6e3 Jeiiko-
uro3a u Heltpoduneza. I'emocras craGuabHbIA, 110
OUOXVMHUYECKOMY aHAJIN3y KPOBH BCE IOKA3aTeIn B
npesenax pedepeHCHbIX 3HAYeHNH, TOTBKO TTOBBITIIEHITE
d — 1323 E/ .

Iocae Guoricuu odara AeCTPYKIH GOJIbITEGEPIIo-
BOI KOCTH IIpaBOl HOTUM IIPOBEJNU LHUTOJIOIMYECKOE
MCCIe/IOBaHNe, BBISIBJICHHBIE M3MEHEHUS COOTBETCTBO-
BaJN 303MHODIIBLHON TpaHyJeMe KocTH. lIMMyHOrn-
CTOXUMIYECKOe nccyeoBanme, nmposeaerroe B GHKIL
JATOU um. [Imutpusi PoradeBa T. MOCKBBI, BBISBUIIO,
YTO OMyXOJeBble KJETKN akcmpeccupyior CDla+, S
100+ ,CD68 u Langtrin, 3ak/iouenne o HATUYUU Y
pebeHKa THCTHOINTO3a U3 KieTok Jlanrepramca. [lua-
raHo3: «['mernonuros n3 kaerok Jlanrepranca. Mysbrn-
cucremuast dopma (¢ mopaxkeHueM Kocteil cKenera,
JIETKUX, KOCTHOTO MO3ra — aHeMusi). [pyIiia BbICOKOTo
prcka. BoisiBsiennbpiit B Hosi6pe 2013 romas.

C IByXMeCSuHOTO BO3pacTa peGeHKa HAadyaTo Jede-
rne 1o npotokosy LCH-III. C yuetom masoro Bo3pac-
Ta pebenka wWHTeHcHUdUKaMA [ 03B TIMTOCTATHKOB
peayumpoBanbl Ha 50 %.

Ha cunmkax, npeacraaennpix ke (puc. 13),
BH/IHO BOCCTAHOBJIEHWE KOCTHOH M JIETOYHON TKaHU B
MecTaxX O4YaroB JIECTPYKITHT.

3AKJTIOMEHUE

Janubiit npumep, ciaydail peakoro 3aGoJieBaHus,
JIMATHOCTHKA KOTOPOTO 3aKJIOYaeTcs B OCHOBHOM B
IIPOBEJICHUN CBOEBPEMEHHOII OHOIICUH 04aroB HOpae-

PucyHok 13

AnHamMmuka
BOCCTaHOBJIEHMS TKaHen
Figure 13

Dynamics of tissue repair
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nusg (B ganHOM ciydyae — Koxm). HecBoeBpeMeHHast
JMINATHOCTUKA TIPOIECCA MOXKET TPHUBECTH K TKETOMY
TeueHnIo 3a00JIeBaHNsI, TLJIOXO TMOIIAIONIEMYCS Jiede-
HUIO, a HEPEIKO — K JIETATHbHOMY HUCXOIY.

B mamem ciydae AMATHOCTUYECKWI STall MOXKHO
ObLIIO CBECTH K MUHUMYMY, €CJii Obl TIPOBEJN OUOTICHIO
HEOOBIYHBIX 06pPA30BaHMIl HA KOKE, YTO TO3BOJIIIIO GBI
He TMOJYYNTh OCTOKHEHWIH W CBOEBPEMEHHO HauyaTh
gedenne. K coxasenunio, B cBoeli MHOTOJEeTHEH TMpak-
THKE HEOHATOJIOTOB C TTOJ00HBIM 3a00JIEBAHNEM Y HOBO-
POSKIEHHOTO MJTQ/IeHI[a OCHOBHAS TPYITIa aBTOPOB CTa-

TbU BCTPETHJIACh BIiepBble. Masbunky B HOsIOpe
2022 roga wucmoaHWTCS 9 JleT. YCHENHO YYUTCA B
mkosie. PeryispHo nabmogaercss y OHKOIeMaTOJIOTOB,
pennansoB no I'KJI 3a mporeiime rojibl He UMeJ.

HNudopmanus o punancupoBannu u KoHpIHKTE
HHTEPECOB

VceneioBanme He MMeJIO CIIOHCOPCKO TTOIEPIKKH.

ABTOPBI IEKTAPUPYIOT OTCYTCTBHE SIBHBIX W MOTEH-

MIATbHBIX KOH(MJIUKTOB WHTEPECOB, CBSI3AHHBIX C
my6JauKaIeil HacTOSIIEeN CTaThbu.
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CJZIYYAN NMOPTAJIbHOIO BHEMEYEHOYHOIO

N BHYTPUNMEYEHOYHOIO TPOMBO3A
HEYTOYHEHHOW 3TUOJIOTUN, OCJTO)KHEHHbI
CHAPOM NOPTAJIbHOW MTMNEPTEH3UUN, OCTPON
NMEYEHOYHOW HEQOCTATOYHOCTbIO

CTaTbs NOCBALLEHA aKTyaslbHOW TeMe B HEOHATOMOMMU ~ Pa3BUTUIO TPOMOO30B. MoKa3aHbl 4acToTa BO3HUKHOBEHMS HEOHa-
TasnbHbIX TPOMOO030B, (hakTopbl pUcka Mx pa3BuTMsA. OcCBelleHbl BOMPOCh! AMArHOCTUKK, TepaneBTUYeckue MOAXOAbl Mpu
Pa3BUTUN TPOMOO30B Y HOBOPOXAEHHbIX U MX MCXOAbl. MPefcTaBNeH KIMHUYECKUIA Cly4Yan NopTanbHOro BHe /BHyTpUneYe-
HOYHOro TPOMOO3a HEeYTOYHEHHOW 3TUOMOMN, OCITOXKHEHHbBIN CUHAPOMOM MOPTaNbHOW FUMEpTEH3MUM, OCTPOW MEYEHOYHOM
HeA0CTaTOYHOCTBIO Y HEAOHOLEHHOro pebeHka. MokasaHbl 3Tanbl AMArHOCTVKN, METOLb! NeYeHus.

KnioueBble cnoBa: TpOM603bI; aptepnasnbHble, BEHO3HbIe TpOM603bI,’ HOBOPOXAEHHbIe NeTn; q)aKTOpr purcka,;
I'lyI'IOLiHbll;I BEHO3HbIN KateTep, KoarynorpamMmmMa, aHTUKOarynaHTbl; TpOM6OJ'IVITl/IKl/I; noptajibHada
rmnepTeH3snd; ne4eHO4YHasa He4OCTaTOYHOCTb

Maltseva E.V., Sokolovskaya M.A., Bratchikov D.Yu., Domanskaya O.V.
Kuzbass Children’s Clinical Hospital named after Y.E. Malakhovsky,
Novokuznetsk State Institute for Further Training of Physicians, Novokuznetsk, Russia

A CASE OF PORTAL EXTRAHEPATIC AND INTRAHEPATIC THROMBOSIS OF UNSPECIFIED ETIOLOGY,
COMPLICATED BY PORTAL HYPERTENSION SYNDROME, ACUTE LIVER FAILURE

The article is devoted to the current topic in neonatology — the development of thrombosis. The incidence of neonatal
thrombosis and its risk factors are shown. The questions of diagnostics and therapeutic approaches to the development of
neonatal thromboses and their results are covered. A clinical case of portal extra/intrahepatic thrombosis of unspecified
etiology complicated by the portal hypertension syndrome and acute hepatic insufficiency in a premature infant is presented.
The stages of diagnosis and methods of treatment are shown.

Key words: thrombosis; arterial, venous thrombosis; newborn children; risk factors; umbilical venous catheter;
coagulogram; anticoagulants; thrombolytics; portal hypertension; liver failure

poMO603 — COCTOsIHUE, XapaKTepH3YIOoleecs: pa3Bu-

THEeM TpoMba ¢ TMOJTHOH MM YacTHYHON OKKJII03Mei
cocya u HapymenueM (Manm 3HAYMMOl yrpo3oii Hapy-
MEHNs1) TKAHEBOTO WJIM OPraHHOTO KpoBOoTOKa [1].
BuyTtpucocyanctpiit TpoM603 J€XKUT B OCHOBE (OpMU-
POBaHMUST OMACHBIX [IJIsT )KU3HU COCTOSTHMUIL, TIPHUBOJISIIINX
K pasBuTuio nH(MAPKTOB, HHCYJHTOB, JIETOYHON aMGO-
Jur u TpoM6o3a riy0OKUX BeH. IJTH 3a00J€BaHMUs
COCTABJISAIOT 25 % Bcex cMeprteil B mMupe. Ilo maHHBIM
I. Cicha (2015), B mocremnme TOABI BO BCEM MHpe
PacIpoCTPaHeHHOCTh TPOMOOTHYECKNX 3a60JeBaHuil
TPOIOKAET PACTH.

Heonarampubrii TpoM603 — 3TO TPOMOOTHYECKHI
CHH/POM, Pa3BUBAIOMIMIICS B TE€PUOJ] HOBOPOXKIEHHO-
cTM Wiau B yTpobe Marepw, M XapaKTepusyoIuiics

WHdopmaumsa ang uMtnpoBaHus: d

ManbueBsa E.B., Cokonosckas M.A., bpatymkos [.t0., lomaHckas O.B. Cnyyan nopTanbHOro BHENEYEHOYHOro 1 BHyTpUne-
4eHOYHOro TPOMOO03a HEeYTOYHEHHOWM 3TUOMOMMN, OCIIOXHEHHBIV CUHAPOM MOPTaNbHOW rMNepTeH3nM, OCTPON NeveHOYHON
HeLoCTaToqHOCTbIO //Matb 1 [AnTa B Ky3bacce. 2022. N23(90). C. 175-181.
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popMupoBanneM BHYTPH COCY/IOB CTyCTKOB, KOTOpPbIE
MPEISITCTBYIOT CBOOOIHOMY MOTOKY KPOBH IO KpPOBe-
HOCHOIT cucreMe [2].

Wudopmarmst 0 pacnpocTpaHeHHOCTH HeOHATAJIb-
HBIX TPOMOO30B HeoJHO3HAuHA. Tak, 10 JaHHBIM He-
MEI[KOTO PErucTpa, 4YacToTa HEOHATATIBHBIX TPOMGO30B,
B TOM uucJe U 1epeGpajibHbIX, cocrtaBiser 5,1 Ha
100000 rHOBOpOKAEHHDIX AeTefi. OTMedaloT /10 2,5 cIy-
gaeB Ha 100000 oOpamenuit B 6OTBHUILY, TTPUYEM [0
80 % 13 HUX BCJEJCTBHE MPUMEHEHUsT Karerepos. Ya-
CTOTA Pa3BUTH TPOMOO3OB B 3aBUCHMOCTU OT JIOKAJIH-
3alMU ¥ TIPUYUH [IPEJCTaBIeHa CJAeAYIONMM 06pa3oM:
nouedHbix BeH ~10 % OT BceX BEHO3HBIX TPOMOGO30B, U3
HUX 1/4 — GumarepaibHbie; 1epeGpPaTbHBIX BEHO3HBIX
TPoMG030B — 41 1 11epeGpasbHbIX APTEPUATBHBIX TPOM-

RZHKYO
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60308 — 28,6-90,3 na 100000 KMBBIX HOBOPOK/IEHHBIX;
yacToTa TPOMOO30B TIPH HCIOJb30BAHUH KaTeTepa IO
JIAHHBIM KJNHNYEeCKNX uccaegoBanmii — 13-30 %; mo
pauupiM aytoncnn — 20-65 %. OTAenbHO caeyeT oT-
METHTb, YTO YaCcTOTA PA3BUTHs TPOMOO30B BCJE/CTBUE
YCTAHOBKH yMOUJIMKAJIBHOTO KaTeTepa COCTABJSIET I10-
paaka 13 % [1]. UsBectHO, 4TO WCHONb30BaHIEe yMOU-
JUKAJIBHOTO KaTeTepa MPHUBOANUT K PA3BUTHIO CYOKJIM-
HUTECKOTO TIOPTATBHOTO TPOMOO03a v 43 % MaleHTos,
a TOTHAS WJIN YacTHYHAsS peKaHAIM3aI[Nsd HaCTyTaeT
Bcero y 56 % marmentoB [3]. A mo ganabiMm DIBY
«HIIT'TI wMm. akagemuka B.U. Kymakosa» M3 P®, B
nepuof ¢ 2010 mo 2015 Toapr YacToTa TPOMOOTIHUECKIX
OCJIOKHEHUH Y HOBOPOJKAEHHBIX cocTaBuia 1,4 % oT
YrcJa BceX MOCTYNUBIINX jAereil. IIpm atoM TpoM6oTH-
yecKne OCJIOXKHeHUs] ObLIN CBSI3aHbI C YCTAaHOBKOII Be-
HO3HBIX KaTeTepoB, TaK Ha3bIBaeMble KaTeTep-acCOIN-
MPOBaHHBIE TPOMOO3BI, YACTOTA WX cocTaBmaa 64 %
ciyyaeB. Heonarasbhbie TPOMOO3bI BapbUPYIOT 110 Tsi-
JKECTH OT OeCCUMITOMHOTO TeYeHHs /10 JIeTaJbHbIX
ncxonoB. IIpuBomaTCca mgaHHbBIE, YTO CMEPTHOCTD IIPH
Pa3BUTHHI TPOMGO30B B HEOHATAJIBLHOM MEPHO/IE COCTaB-
ager 9-18 % [4].

Tax, mo ganubM Hamelt kanankn K/IKDB mM. mpod.
10.E. ManaxoBckoro, B nepuof ¢ 2015 mo 2021 rombr
MPOAHATN3NPOBAHBI BCE CIydan TPOMOO30B, MPHBOII-
mue K OpranHoil AnchyHknun. Bee geTn Hy>XIaInuch B
Tepanuy B YCIOBUAX OT/JEJCHIS PeaHNMAIN 1 NHTEH-
cuHOH Tepamuu HoBoposxkaeHubix (OPUTH). C 1sike-
JBIMH OPTaHHBIMH JUCOYHKIUAMA 3a(dUKCHPOBAHO
6 ciayuaeB. TpoM603 Me3eHTEPHAIBHBIX COCYIOB —
3 cayuas ¢ 30 % aeranbhoctbio (1); omun coyuvaii
MOCTKATETEPU3AIMOHHOTO TPpoMOO(Ie6UTa B COUETAHUN
¢ tpoM6oM B JieBOM mpezacepauu (KOHCepBaTHBHAS
Tepanus 6bia 9QPEKTUBHON); 1 Ba CIyYas TAKEJIOro
BHYTpuyTpoGHOro TpoMGosa: 1) Tpom6o3 1iedeBoil
aprepun (noTpeGoBaach aMIyTalusi KOHEYHOCTH), U
2) Bposkaenubiii tpoMGoduindeckuii CHHAPOM HEyTOY-
HEHHbII ¢ BHYTPUYTPOOHBIM TPOMOO30M TTOYEUHBIX BeH,
OCTPBIM TPOMOO30M JIEBOH 1 MPABOI JIETOYHBIX apTepHii
(¢ JeTaIbHBIM UCXO0M).

Yacrora TpoMOO30B Y HOBOPOXK/IEHHDBIX JleTeil MeHb-
me, 9eM y B3pocabiX. [Ipm atoM TpoM6O3BI B HeoHa-
TAJIBHOM HepHojie HAGJIIOAAIOTCS yYallle, ueM y JeTeil
Gosiee crapiero Bozpacra. M ato cBsizano ¢ $husnosio-
HYECKUMHU OCOOGEHHOCTSIMU TeMOCTa3a Y HOBOPOJK/IEH-
HbpIX. K TakuM 0CcOGEHHOCTSIM MOKHO OTHECTH: JucOa-
JIAaHC ~ TPOKOATYJSAHTOB W WX  HWHTHOUTOPOB;
OTHOCHTENbHO HU3Kasg aktuBHocTh II, VII, IX, X,
XII paxTopoB; OTHOCUTETHHO BBICOKAS aKTUBHOCTDL V,
VIII dhakTopoB; BBICOKUI TTPOKOATYISTHTHBII MOTEHITN-
an akropa Bune6panga u VIII mocse poxkaeHus mpu
HU3KOIl aKTHBHOCTH MX MHTHOUTOPOB — mpoTenHoB C
1 S; TOBLINIEHHAS BA3KOCTb KPOBH 3a CYET BBICOKOTO
YPOBHSI TeMATOKPUTA, (PU3MOJOTHUECKON MOJUTIO6Y-
Jun. Kpome TOTo, KpUTHYECKIE COCTOSHUS Yy HOBOPO-
KJECHHBIX BCETJa COMPOBOKAAIOTCS WM3MEHEHUSIMHU
JMHAMIYECKOTO PABHOBECHS MEXX/IY CBEpTHIBAIONICH I
MIPOTUBOCBepThIBaloNel cucremamu [1].

Y HOBOPOXAEHHBIX, B TOM UHCJE HEJIOHONICHHDIX,
TPOMOO3BI YacTO CBSA3aHBI C KaTeTepmaanueil cocyaoB,
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coMaTndeckoil marosormeil m mHdexmeir n ap. [1].
CorylacHO HCCJIEIOBAaHUAM TOCTETHUX JIECATHICTHH,
BBIJIETIAIOT (DAKTOPBI PHCKA TPOMOOTHYECKUX OCTIOKHE-
HUI y HOBOPOX/JeHHBbIX. VX MOXHO pasjenurb Ha
MaTepHHCKIE T (PAaKTOPbI PUCKA CO CTOPOHBI HOBOPO-
aenHoro. K mepBoil rpyImime oTHOCAT: KecapeBo cede-
Hue, TpoMOoduINN, caxapHblil unaber, apTepuaabHast
TUTIEPTEH3NS, TPEIKIAMIICHST/ FKITAMIICHSI, TLTATIEHTap-
Hasl HEeJOCTATOYHOCTb, WH(MEKINOHHbIE 3a60JeBaHus,
MacCWBHas OTCJOWKA TIJIAIlEHTBI € ToTepell KpOBH
IJ10/1a, MAJIOBO/IME, MHOTOBO/I1€, MeTAGOTMIECKUiT CHH-
JIPOM, 9KCTpakopropaiabhoe onmogotsopenne (9KO),
TPOMOOTHYECKHUI CTaTyC HACTEACTBEHHDIN, TPHOOPETEeH-
HbI nm B covetanuu. [3, 5, 6, 8]. K dakrtopam pucka
TpoM603a Y HOBOPOSK/JEHHBIX OTHOCSTCS: HAapYNICHUS
TeMOMHAMUKH, IMOKW, HEJAOHOMEHHOCTb, MCKYCCTBEH-
Has BenTuasunn gerknx (MBJI), neHTpanbHblii BEHO3-
ubiii karerep (IIBK), xupypruueckue BMeEIIATEIbCTBA,
Bposkaentbie nopoku cepana (BIIC), akcukos, omyxo-
au, undekipu, Hekporudeckuii surepokoaut (HIK),
MONUIIATEMUS, [eTHApaTalns, THIEePTPOMOOINTO3,
TpaBMaTHUeCKasT BeHEMYHKITUS [7].

B GosibiuHCTBe ciiyyaeB pa3BuTie TpoMO03a CBsi3a-
HO C BO3/ICHCTBUEM HECKOJBKHUX IPOTPOMOOTHUECKIX
dakropos. U, KOHEYHO, MAKCUMAJIBHbBII TPOMOOTEHHDII
PHCK BO3HUKAeT NPH COYETAHHOM YYACTHH BPOXKICH-
HBIX, TPUOGPETEHHBIX U SITPOreHHbIX (hakTopos [9].

TpoM603bI TPEOYIOT HE3aMeJTUTETbHOM AMarHOCTH-
KI ¥ MaKCHMaJIbHO PAHHETO Hadasa MPOBe/ICHUS MHTEH-
cuBHOH Teparmuu. WuTencuBHas Tepanus Tpelyercs
npu PasBUTUE JIO60TO TPOMOO3a M 3aKJII0YAeTCs B
HA3HAYEHUN AaHTHKOATYJISTHTOB M0/l KOHTPOJIEM J1abopa-
TOPHBIX NoKazareseil. [Ipu aGCOMOTHBIX TPOTUBONOKA-
3aHNAX K HAa3HAUCHWIO aHTHKOATYJISHTOB y TAINEHTOB
C BEHO3HBIMM TPOMGO3aMM HEOOXOANM MOCTOSTHHDII
MOHHUTOPUHT COCTOSIHISA TpoMOa, aHTHKOATYISTHTHYIO
Tepannio HeoOXOAMMO HadaTbhb KaK MOKHO CKOpee.
Tepamus TpoM603a y HOBOPOXK/IEHHBIX W HeOHOIIEH-
HbIX JeTeil Tpefyer ydyactus psia creruanuctos (Heo-
HATOJIOT, TEMATOJIOT, COCYAMCTBIN Xupypr u ap.) [1].

Ecmm TpoM603 ¢Bs3aH ¢ HU3KOH aKTHBHOCTBHIO ecTe-
CTBEHHBIX aHTUKOATYJISHTOB, 7 3P PeKTUBHOTO Jeue-
HUsT TPOMOO3a TPeGYeTCsl POBe/IeHNe 3aMeCTHTENIbHOI
Tepanmny MpemapaTaMi, COJACPXKAIIMA eUIINTHBIC
6eJIKU B JIOCTATOYHOI KoHIleHTpanuu. [letu, nepeHocs-
e Win mnepeHectine amu3o tpombosa (3a uckioue-
HHEM TPUCTEHOYHOTO CYOKJIMHUYECKOTO KaTeTep-acco-
HUUPOBAHHOTO), HYKIAIOTCS B O6GCAEJOBAHUU U
J1IaGOPaTOPHOM KOHTPOJIE [/l BbIsIBIeHUs (DAKTOPOB
MATOJOTUYECKOTO TPOMOG0OOOPA30BAaHUSA W PEIIeHUS
BOTIPOCA O TaKTHKe JEYEHUS W JOJITOCPOYHON Tpodu-
JIaKTHKe peruauBoB [1].

Ucxoppl TpoM6030B. BeHosHble TPOMOO3bI TIPHBO-
JIAT K TSDKEIBIM TPO(PHUeCKNM HAPYTIEHNM, a apTepH-
agpHbBle — K WIIEMHH W THOEIN WIIEeMH3TPOBAHHOTO
y9acTKa B TedeHHe KOPOTKOTO BpeMeHH. Bo3MoXXHO
pa3BUTHE TPOTPeccUpyIomiell BEHO3HOH HeI0CTaTOYHO-
CTH, BBIPAKEHHOTO TOCTTPOMOOTHYECKOTO CHH/POMA,
PENUANBHUPYIONIETO TeYEHNS ¢ MOBTOPHBIMHI TPOMO03a-
Mu. Hepeako mcxo/pl HEOHATATBHBIX TPOMGO30B IPH-
BOJAT K MHBAJINAN3AINN U THOEIN TarmenTos [1].
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Emte ne Tak gaBHO TPOMOO3 BOPOTHOI BEHBI CYUTAT-
cs1 HanboJiee YacToil MPUYUHON MOPTAIBHON THIIepPTeH-
3uM y feteil. B mactosiee BpeMs, B CBI3W CO 3HAUN-
TEJbHBIM POCTOM TIOCJTEOTIEPAITMOHHON BBIKUBAEMOCTI
MPU  aTpPe3un JKeJYHBIX XOJO0B, BHYTpPUIEUYEHOUHAS
o6ctpykumst (BorsBanHass (GuOPO3OM meveHnm) crasa
MIOYTH CTOJIb )K€ 4acTOH NMPUYMHON MOPTAJbHON rumep-
TEH3WH, KaK U TPOMOO3 BOPOTHOI BeHbI. TpoMG03 BOPOT-
HOW BEHBI MOKeT OBbITb Pe3yJbTaTOM MepUHATATbHOTO
oMdaanra, KaTeTepusalni MymoYHONl BeHbI B MEPHOjIe
HOBOPOXKJEHHOCTH, & TaKKe TTePEeHeCEeHHOTO Cencuca ¢
a0IOMUHAIbHBIMI  TPOSIBJEHUSIMU,  [[€THPATAIIUN.
O/iHaKo B TIOJIOBUHE CIyYaeB MOPTATbHON TUTIEPTEH3NN
BBISIBUTD 3THOJIOTHUECKUH (hakTop He yaaetcs [10].

[ToprasbHas TUTIEPTEH3WS SABJISETCS CHHIPOMOM, Xa-
PAKTEPUIYIOIIUMCS PSJIOM CIIETNPUUECKIX MTPOSBICHUI
7 BO3HHUKAIONIMM TIPU HEKOTOPBIX BPOKJIEHHBIX U TPHU-
00peTeHHBbIX 3a60JIEBAHISIX BHYTPEHHUX OPTaHOB, KOTO-
pble TPUBOIAT K HAPYTIEHUIO OTTOKA KPOBU M3 BOPOTHOM
BeHBI U ee BeTBell. Boigessaior ciemyionine GopMbl TOP-
TaJbHON TUIEPTEH3UN: a) BHYTPHUIEUYeHOUHas, 0) Ha/me-
4yeHOUHas!, B) BHelledyeHOuHas!, ') cMemanHas [10].

Buympuneuenounas zunepmensus. 80-90 % Bcex
CIy4aeB TOPTATBHON TUTepTeH3un 00y CAOBIEH TTUPPO-
30M TI€YEeHU TOH MM MHON 3THojoruu. BposkaeHHbIi
IIUPPO3 MeYeHN MOKET ObITh M30JUPOBAHHBIM 3a00.1e-
BaHmeM TedeHu. [[aTosOrmsT XapaKTepu3yeTcs Tremaro-
CTIJIEHOMET e, KOTopast MPOSIBISIETCS B TIePBbIE Ba
roga ;xu3au. [loBbIlIeHne AaBIeHUS B CHCTEME BOPOT-
HOW BeHBI BeleT K 3aCTOI0 KPOBU B Cejle3eHKe U ee
yBesmuennio. CraeHoOMerans SBISeTCS BeyTUM CIM-
nroMoM 1 Habmogaercst y 80-90 % gereil ¢ mopTagbHOIT
runeprersueii. B to ke BpeMsi, ¢Gpubpo3 mevueHn BCTpe-
YAeTcsl B COYETAHUM C PA3HOOOPA3HBIMU BUIAMU 3a060-
JIEBAHUSI TI0YEK, U3 KOTOPBIX HaubOJiee YacThIM SIBJISI-
etcs nHQPaHTIIbHBIN ToankucTo3 [10].

Haoneuenounas o6cmpyxuyus. OGCTpyKius mede-
Hounbix Ben (cungpom Bampa-Knapm) — penkas mpu-
YUHA TOPTATHHON TUTIEPTEH3UN Y /leTell. DTOT CUHIAPOM
OOBIYHO BCTPEYAETCS B COUETAHUY C PA3JNIHBIMU BUIA-
MU TATOJOTHHN W TaKUMHU (PaKTOpaMu, Kak 3a60TeBAHIS
KPOBH, OCOOEHHO TMOJUIUTEMHUS, CUCTeMHas KpacHas
BOJTYAHKA, TPUMEHEHWe OPAJbHBIX KOHTPAIENTHBOB,
3JI0KaYeCcTBeHHbIe 3a00IeBaHIS, HATIPUMED KapImHOMA,
UCXO/ATIAS W3 HAANOYeUYHNKA WU TOYKH, MeMOPAaHbI
MeYeHOUHBIX BeH. Teuenne cmHIpOMa 0YeHb KOBapHOe,
9710 ocTpast ¢opMma 3aboseBanusi. [Ipu Hell BO3ZHHKAIOT
cusibHbIe GOJM B JKUBOTE, PBOTA, 3HAYMTEIbHAs Tera-
TOMeTa/nsg, U OBICTPO pas3BuBaetcs aciut [10].

Bueneuenounas o6cmpykyus. Buenedenounas
QgopMa gBJISETCS CIEICTBUEM:

a) BPOK/JIEHHBIX TTOPOKOB Pa3BUTHsI BOPOTHON BEHDI
n ee BeTBeil (BPOKIEHHBINH CTEHO3, O6IMTEpalns BeH);

6) TpoM603a BOPOTHOI BEHBI U €€ BETBEN;

B) CIABJIEHHST BOPOTHOW BEHBI M ee BeTBell pyO6ia-
MU, OMYXOJIIMU, NHPUIbTPATAMH.

TpoM60O3 BOPOTHOIT BEHBI Y HOBOPOKIEHHBIX MOKET
6bITh ciefcTBEeM oMbaniuta W PACIPOCTPAHEHUEM
TpoMboaebuTa U3 cesezeHOUHOH BeHBI [10].

TeMopmunaMuKka B TIeYeHM 3aBWCHT, TIPEXK/E BCETO,
OT TPaJINeHTa JABJEHUS B apTepPUATbHON, TOPTATHHON

€/

CHCTeMe U CHCTeMe TEYEHOYHBLIX W MO0l BeH. B akc-
IMeprMenTe Ha JSKUBOTHBIX [IOKa3aHO, YTO CO3JaHue
MPEeNATCTBUS MOPTAJbHOMY BEHO3HOMY KPOBOTOKY
IMyTeM TePeBA3KH BOPOTHON BEHBI WJIN TIOBBIINICHHUE
O6pPbIKEEYHOTO apTEepHATbHOTO KPOBOTOKA HE MOTYT B
OT/IeJBHOCTH MPUBECTH K MOPTAJIbHON Tnneprensun. M,
KOT/a 9TH /Ba (pakTopa [efiCTBYIOT BMeCTe, TOpTalbHasd
TUTIEPTeH3ns pa3BuBaeTcs. TakuM o6pa3oM, IS BO3-
HUKHOBEHUS TOPTATbHON THUIEPTEH3UH HEOOXOINMO
coYeTaHue TOBBIMIEHHOTO COTPOTHBJICHNS TTIOPTATbHOMY
KPOBOTOKY ¥ YCIJIEHHOTO TOKA BIIEPE]] B Me3eHTepHaIb-
HbIX cocyaax [10].

[IpuBoanM KIMHIYEeCKOe HaOIIO[eHNEe TOPTATBHOTO
CMeTIaHHOTO TpoMO03a HEYTOUHEHHON 3THOJIOTHH,
OCJIOXKHEHHOTO CHH/POMOM HOPTAJBHON THIEPTEH3NH,
OCTPOIl TTIEYEHOTHOH HEZOCTATOYHOCTHIO.

PeGenox C., OT MOBTOPHOI CHOHTAHHON MHOTOILTO/I-
Ho#l GepeMeHHOCTH [BOifHell. B anammese y MaTepu
6ecrmosne, B 2019 rogy mombITKa 3KCTPAKOPIOPATBHO-
ro omronoTBopenns. Hacrosmas 6epeMeHHOCTb BTO-
pas, TmpoTeKana ¢ TeMOAMHAMITYECKIMI HAPYIICHUSAMI
obonx mromoB. Pompl B 36 Hemeab — HECOCTOSTEND-
HOCTb PyOIa MaTKM, JEKOMIIEHCAIMST XPOHUYECKOi
deTonanenTapHoif  HEZOCTATOYHOCTH, CHHPOM
3a/IEP’KKN Pas3BUTHA IUTosa. Pojopaspenienne myTeM
KecapeBa CeYeHUsI 110 9KCTPEHHBIM TT0KazaHusM (0cTpbie
TeMOITHAMITYeCcKIe HapyIIeHns MIalleHTapHOTO KPOBO-
ToKa). J[eBOYKa poAmIach 1epBoii u3 ABOHHM, ¢ HpH-
3HAKaMU CHH/IPOMA 3a/IePXKKU BHYTPUYTPOOGHOTO pas-
sutus (3BYP). Macca npu poxaennn 1620 r, aimmna
tena 41 cm. Orenka mo mrkase Amrap cocTaBmIa
8/8 Gasutos. Ilepros paHHeil ajanraiimi IpoTekan 6e3
BUTATbHDBIX HAPYIICHUI, HO COCTOSHIE PACIIEHIBAIOCH
KaK cpegHell CTeleHN TSIKECTH 3a cueT Mo3jHell Hemao-
nomennoctn, 3BYP. Ha stame pogmmbHOTO nM0Ma, B
mepBble 4 HS JKU3HH, JA€BOYKE MPOBOJIIACh MHQY3U-
OHHas Tepanus ¢ YaCTHYHBIM TTapeHTepaJbHBIM MHTa-
HHEM 13-32 HeBO3MOKHOCTH YCBOEHUS MOJHOTO 00beMa
aHTepanbHoro mutanusa. CoCyauCThI AOCTYI — KaTe-
tep B v. Umbilicalis, naxomuicst 10 4-X CyTOK >KU3HU.
C y4eToM MaJIOBECHOCTH, 9TOT peGeHOK U ero GJHn3Helr,
B Bo3pacTe 6 CyTOK, OBIIN HepeBe/IeHbl Ha BTOPOIT aTal
BBIXQKWBAHNSA B OT/IEJCHNE TMATOJIOTHH HOBOPOXKICH-
ubix (OITH) neauatpuyeckoro CTaluoHapa.

ITpu o6caenoBanun B OITH rpy6bix OTKJIOHEHUiT B
COCTOSIHUY 37I0POBbS HE BBLIABJIEHO. B oTmesennn je-
BOUYKA cocaja CaMOCTOSITEJbHO, Ha TOJTHOM 3HTEPAJID-
HOM THTAaHUHU ¢ 6-TO AHA JKU3HH, OTMEYEHA IOJIOKU-
TesJbHAs AUHAMUKA Maccel Teja. C 16 qHA XKU3HN yXyI-
HIeHUe COCTOSIHMS: caboe CocaHue, OTKA3 OT e[bl, Ie-
PEeBOZI Ha 30H/I0BOE TINTAHNE, TOTEPST MACChI Tesla, B3/Y-
THe XXNBOTa, OecrokoiicTBo MiaseHna. [Ipu yapTpassy-
koBoM nccaegoparnu (Y3UW) opranos GpommHoi mosro-
crut (OBII) BbIsAB/ICHO B3/AyTUE KUIIEYHBIX TIETE/b, OTEK
KHUIIEYHON CTEHKH, KUIKOCTHh B OPIONTHON moJsoctu. Ha
o63opuoit pertrenorpamme OBII mpusnakn gnHaMuYe-
CKOHl KHIIEeYHOH HEMPOXOANMOCTH, THAPOIEPUTOHEYM.
Ha moMenT ge6101a aG/IOMUHATBHOTO CHH[POMA MapKe-
PBI BOCHATEHNS, TOMEOCTa3 M KOATryJ IAIMOHHBIN TeMoc-
Ta3 B Ipe/esiax HOpMBI. baxkTepnaibHble TTOCEBDI Kaa,
KPOBU oTpHIaTe/bHble. PeGeHok mepesesien Ha Tpodu-
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YecKoe dHTepaTbHOe U YaCTHYHOE TapeHTepaIbHOe TH-
taune. C yueToM yXy/IIeHNs COCTOSHIS 1 JAHHBIX WH-
CTPYMEHTAIbHBIX UccaeaoBanuii (MpusHaku JuHaMuye-
CKOHl KHIIIEYHOH HEeNpPOXOJMMOCTH U THIPOIEPUTOHEY-
Ma) MPEIIOJIOKEHO TedeHre UH(EKIUOHHOTO MPoLec-
ca. JTO SABUJIOCH TIOKA3aHWEM /IS HAasHAUCHWS aHTU-
Gakrepuaibhoii (ABT) u aHTUMUKOTUYECKOIT Tepanuu
npenapatamu 1edonepaszon/ cyapbakTaM u (GIIOKOHA-
30s1. O6a mpenapara BBOJMINCH TAPEHTEPATBHO.

B cBsasu ¢ mporpeccupoBanieM aGIOMUHAIBHOTO
CHH/JpPOMA W TOJ03PEHNeM Ha PAa3BUTHE MO3/HETO Heo-
HATAJIBHOTO CETICHCa, Yepe3 3 JHS OT MOMEHTa yXy/Ie-
Hus, neBouyka mepesegena B OPUTH.

[Tpu nocrymienun B8 OPUTH cocrosinne peGerka
PACIEHNBATIOCh TSKEIbIM, 3a CYeT aGJOMUHAIBHOTO
cunzipoma (IIPOrpecCUBHOE yBEJIUYEHHE PA3MEPOB
JKUBOTA, YMEPEeHHOe HampspKeHue mnepefneil GpronrHoi
CTEHKH, CHIDKEHNE MepUCTAIbTHKY, 60Je3HEHHOCTD MPH
naspnaiuu). CUMITOMBI yTHETEHUsS LEeHTPaIbHOI
nepsroit cucrempl (ITHC) 1 aGaoMuHaIbHBIT KOMIApT-
MEHT-CHHAPOM ToTpe6oBaan mposeaenns HBJL.
[TapakJMHIYECKN BBISABICH BBIPAKEHHBIH JICHKOIINTO3
¢ MATOYKOSIAEPHBIM CABUTOM 10 13 %, TpoMmGotmuTore-
nusg (Hb 204 r/n, Ht 52,7 %, 3puTpouuThHI
5,07 x 106/JI, tpoMboruTel 40 109/J1, JICKOLUTDI
28,41 x 109/, 5 1 %, n/s 13 %, ¢/s113 %, 1 47 %,
M 25 %), ymepennoe nosbimenne CPB (25,7 mr/mia),
HOPMaJIbHBII yPOBeHb mpecernicuta — 357 nr/mi. [lan-
Hasg CHUTyaIus OblTa paciieHeHa KaK peajn3anins TeHe-
pPaIN30BaHHON OaKTepuaabHOW MHQEKINN — TTO3HUN
HeoHaraubublil cencuc. Hasnauena ABT «pesepBa» ¢
YYeTOM TPUHIATA <«/eICKAIAIII>: KOMOMHAIINS aKBa-
meHeM, BAaHKOMHIINH, MHUKOCHCT. «Pasrpyskar >kemy-
nouno-kumeunoro tpakra (GKKT), «romognas maysa»,
JIEKOMITPECCHs JKeJIy/IKa, TepeBojl Ha MOTHOe MapeHTe-
panpHOe TmTanme. IIporpeccmBHO HapacTaja THApPOIIE-
putoneyM. Ermme uepe3 2 cyTOK, COBMECTHO C JETCKUMM
XUpypramu, ObLIO IPUHSTO PelIeHre O IMPOBeJeHNH
JIaTIapoIleHTe3a C YCTAHOBJEHHEM TIePUTOHEATHHOTO
npenaxa. [Tosyuena acimTudeckast SKUAKOCTD XKEITOTO
1[BETa, OHAJIECIUPYIONasi, N0 GHOXUMUYECKOMY COCTABY
comepskamast: caxap 2,1 MMOJb/J, TPUTIHIEPUIDI
0,21 mMouab/ 1. 6enok 4,91 r/mn, muros 0,1 x 109 /1.
YMepeHHoe KOJMYECTBO KJETOK MesoTesmns. Kmmnnde-
CKUIl aHAJIN3 MTOKa3aa HAINYNe eINHIYHBIX MOHOITUTOB,
MIa3MaTHIeCKUX KJIETOK, Makpodaros, JUMQOIUTOB,
HeHTPOPUIOB. ATHNIYHBIE KJIETKH He OOGHAPYKEHBI.
[Tpu Gakrepuockonuu GakTepun He 0GHAPYIKEHDI.

[IpoBesenme yabTPa3BYKOBOTO HCCJACTOBAHUS
(¥Y3U1) OBII o6HapysKu/I0o NPU3HAKU CHUKEHUS KPO-
BOTOKA II0 CHCTEME BOPOTHOI BeHBI; A @y3HbIe H3Me-
HEHNS TapeHXWMBI TeYeHH; TNEePHUNOPTATbHBIN OTeK,
OTEeK TEePUITYy3BIPHOTO MPOCTPAHCTBA.

Kpome Toro, moprajibHast rutnepreHsust ycyryOJis-
JIaCh CUMIITOMAMM TeYeHOYHOH HeJOCTaTOYHOCTH, CHH-
JIPOMOM TIMTOJIN3a. B KJIMHUKe MPOTrpeccupoBa CHH-
apom yruerenusi ITHC (cHuskenue ypoBHS CO3HAHUS
[0 conopa), Hapyiietue GyHKuii nedenu: Merabosu-
4eCcKOll, GeTKOBO-CUHTETHYECKOU, KOaryJsi[uOHHON
(o6mmit 6enok 34,7 r/n, arpOymunsr 19 /71, TIOKO32a
9,9 wmmoab/a, O6unupy6uH  O6UNH/ HETPAMOil
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57,/50,3 mxmoun,/ a1, AJIAT/ACAT 1331,4,/1513,5 E/ 1,
Du6punoren 0,88 t/m1, IITU 20,2 %, AUTB — wmer
cBeprbiBanust, D-gumep 10,5 mr/u). Meroa crupaiib-
Holt kommpiotepHoit Tomorpadun (CKT) OBII noa-
TBEPANJ HATWMYNe W3MEHEHWIl NapeHXUMBbI IeYeHH,
PU3HAKKH TOPTO-KABAJBHOTO AHACTOMO3a, TPOMOO03
BHYTPUIIEYEHOUHBIX BEH.

BaxTepuasbHble TOCEBBI ACIIUTHYECKON KUAKOCTH 1
KPOBH, BBINOJIHEHHDIE B [e6i10Te 3a00JI€BaHNs 1 J[ITHA-
MIKe, He BBISBUJIN pocTa MUKPO(JIOpEI. V3 HecTepmib-
HBIX JIOKYCOB BblJleJieH GaKTepUaIbHBbIN POCT yCJIOB-
Ho-narorennoit (aopsr (YIID).

bBoin pacimipen AMarHoCTHYECKHi TTOUCK 9THOJIOTH-
YeCKN 3HAYNMBIX TPAHCILIATIEHTAPHBIX WHOEKITHII.
ITpoBeneno ceposoruveckoe obcmaeposanue (Meros
NUDdA) na TORCH — xommiekce, renatursl B, C,
BPOSKJIEHHBIN cudminc. [laHHBIX 3a TEKYU[yo WJIN
BHYTPUYTPOOHO HepeHeCceHHYI0 NH(MEKITNIO He BBISIBIIC-
Ho. JTHK & muromeranosupychoii undexuuu (IIMB)
metogoM I[P — He BBIABIEHO.

C y4eToM M30MPOBAHHOTO CKOILJIEHUS KUIKOCTH B
OPIOIIHON TOJIOCTH M OTCYTCTBHS OTEKOB U CEPO3UTOB
JIPYTHX OPTaHOB W CHUCTEM, TIPEINOJOXKUIN HapyTIIeHNe
OTTOKA II0 CHUCTeMe IIOPTaJIbHbIX BeH, HIDKHeHl I10J10i
BeHbl. B kpyr muddepeHnmaabHoll TUarHOCTUKN ObLIN
BKJTIOYEHBI CJIYION[IEe HO30JIOTHI: TPOMOO3 IMedeHOU-
HBIX BeH Ha (oHe HHQPEKINN, BPOKIEHHbIE COCYANCTDIE
anomayun (B ToM uncie, cungapoMm bBagga-Kuapu),
BPOJK/ICHHbBIC HAPYIIEHNS KOATYJISAIINOHHOTO TeMOCTa3a
(TpoM6oduns), Apyrne MMMyHHbBIE N3MEHEHHs, MPO-
SABJAIONINECS HApYIIeHNeM KOaTyJISAIIIOHHOTO TeMOoCTa-
3a (antudoconumuanpiii cunapom (ADC)) y marepu,
TOMOIIMICTHHEMHSI, CHCTeMHAas KpacHas BOJYaHKa
(CKB), remocuzepo3. PeGeHOK HEOJHOKPATHO KOH-
CYJBTHPOBAH CHENHUATICTAMI MO MeJHaTpuH, JIEeTCKOI,
COCYAMCTON XUPYPrum ¢erepaTbHBIX IIEHTPOB.
[Ipeanonaranoch, 9TO IPUYNHON Pa3BUTHA TTOPTATHHOM
runepreHsun, ¢ GOJbIIell 10/ell BEPOSITHOCTH, ObLIa
yCTaHOBKAa MyToYHOTo KarteTepa. Ho oanosmavno
YTBepXKAaTh, OKA3aTh MPUYMHHO-CJIEJCTBEHHYIO CBSI3D
He TIPE/ICTABIAIOCh BO3MOKHBIM. J[OCTATOYHO MHOTO
(axkTOpoB puCKa [ Pa3BUTHS TpoMOo3a mMes pebe-
HOK: KecapeBO cedyeHHe, IUTalleHTapHas HeJI0CTaTou-
HOCTb, HEJOHOMEHHOCTD, CUH/IPOM 3a/I€PKKI BHYTPUY-
TPOOHOTO Pa3BUTHA ILJIOJA, HAJIWYNE ITyHOYHOTO
KaTeTepa, MH(MEKIs, He3HAYNTeJbHbIe TeHeTHYeCKHe
MYTaIlIl B CHCTEME KOATyJAIIOHHOTO TeMOoCTas3a.

Jlede6Has TakTHKa OblTa HallpaBIeHa Ha TEPAIHIo
MH(EKINOHHOTO TIpoliecca, KOPPEKIIMIO TeMocTas3a, aHe-
MUH, THIOATbOYMUHEMIN: BBeleHNEe BUKACOJIA KaXK/Ible
3 nud, Tpancdy3nus cBeske3aMOPOKEHHOI TJIa3Mbl B Te-
yenne 13 namell 2 pa3a B [leHb W KOHIIEHTPUPOBAHHOM
IPUTPOIUTAPHON MACChI ABAK/IbI, TIEpeJUBaHIE alTb0y-
MuHa B Teuenue 7 aneii. C yuyeToM BBIPDAKEHHOI THITO-
KOATyJIAINNN, TeMapuHbl He MPUMeHAINCh. /s mpose-
JIeHNS YTIy6JIeHHOTO 06CIe/JOBaHN TIAHNPOBAICS Te-
peBoj peGerika B Menepasbublii enTp. OaHAKO, OleH-
Ka TIPOBOANMON TaKTHKMN Je4eHNs MOKa3ana, YTo IpHU-
MeHseMas Tepamns JO0CTaTOYHO 3P (PeKTHBHA, KIMHIIE-
CKWe CUMOTOMBI perpeccupyior; mo ganabiM CKT n
Y31 OBII aunamuka momoxkutenbHasg. OTMedeHo Ho-
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CTENIEHHOE BOCCTAaHOBJEHNE (PDYHKITMH TI€YEHH, paspe-
meHre TpoMO03a BHYTPUIIEUEHOUHBIX BeH. B cBsi3u ¢
YeM KOJUTETHAJIbHO OBLIO MPHHATO PelIeHre OTKa3aTb-
Csl OT TepeBOjia HOBOPOXKAEHHOTO B JIpyroe JedeGHoe
yUpesK/IeHTIe.

Bo Bpemsa sedeHms 71 TPOBEICHUS SHTEPATBHOTO
MUTAHNSA WCHOIb30BATACh AMUHOKUCIOTHAS CMeCh C
MOCTETIEHHBIM yBeamuenneM oObeMa. /lamee — KOMOU-
HUPOBAH Je4eOHYI0 CMeChb C BBICOKOKAJOPHUIHON cMe-
cpio — Tpe-hopmyJioii, B 1/2 obbema. Caenyer orme-
THTb, YTO TOJEPAHTHOCTb K TAKOW KOMOWHAIUK |
cocTaBy cMeceil OblIa yaoBIeTBOpuUTeabHON. [lo Mepe
pacimpenusi o6beMa MUTaHUsT B Tepanuu ObLin J106aB-
JIEHBI TEMaTONPOTeKTOPEI — ypcodaiabk. I[Ipogomxm-
TEILHOCTD pecnupatopHoii noaaepskku (MBJI, nanee —
HenuBasupnas VBJI) cocrasuna 8 cyrtok. Ilepurone-
QJIBHBIN JIpeHa)k coXpaHsics B Tedenme 16 mgHeil c
MOCTIEAYIOMNM YAAICHIEM.

Tepamus pe6eHka MPOBOAMIACH B TECHOM COTPY-
HUYECTBE C HpernojaBaTeasiMu Kadeapbl nejuarpiuu u
HeoHarosornn HoBOKy3HEI[KOTO MHCTUTYTa YCOBEPIICH-
CTBOBAHW: Bpaueil, CTIETMAINCTAMI OTAEJCHNS IeTCKOM
OHKOTEMAaTOJIOTHH, JeTCKON XUPYpruu. bolto pekomen-
JoBaHo o0cJeioBaHme pe6eHKa Ha TeHeTUIecKue Hapy-
meHust cucteMpl reMoctasa. OJHaKo, pesdyabrar o0cJie-
JIOBaHUSI HA <«TEeHETHYECKUe TIOJOMKHU» CHUCTEMBI
reMocraza He BbBISIBUI HU 3HAYMMbBIX TEHETUYECKUX
noauMopGU3MOB, HU MapKepoB reMaToreHHoil TpoMGo-
dunnu (myrauuu F5, F2). BoisiBjeHHbIE TeHETUYECKHE
TMOJMMOP(U3MBI, TT0 MHEHWIO CIIEI[HATNCTOB TeMaTOJI0-
TOB, He SABJAIOTCS KJIMHUYECKN 3HAYUMBIMHU M BJIUSIO-
IMUMH Ha TPOMOOIIUTapHOEe 3BeHO reMocTasa. CKpUHIHT
€CTECTBEHHDBIX AHTHKOATYJISIHTOB II0KA3aJ 3HAYNMBbIi
npepurnt nporenna C, HU3KWH ypOBEHb MPOTEWMHA S,
antutpoMOuna III, moOBBINIEHHE TOMOIUCTEWHA W
[l numepa. Takske uMesnr MecTo BBICOKUN YPOBEHDb BOJI-
YAHOUYHBIX AHTUKOATYJISIHTOB (BOMYAHOYHbBI aHTUKOA-
ryagat — 2,07 y.e.), kak Mapkepos antudocdomuim-
HOTO CHHAPOMA OJHOKPATHO. JlaHHBIE O HAJTUYHIH
reMatoreHHoI TpoMOod NI coMHITeNbHEI. Crieninam-
CTaMM PEKOMEH/I0BAH [MHAMUYHDIH CHCTEMATHYECKUIT
0CMOTp pebeHKa.

OdranbMoIOrnyecKuii CKPUHUHT HE BBISIBUJT HUKA-
KHX T1aTOJOTHYECKUX M3MEHEHHMil.

K Momenty Bbimuckyn peGeHka us cranuonapa (Bo3-
pact pebenka 2 mec. 10 ameii) cocTostHme paclieHuBa-
JIOCh yIOBJIETBOPUTEJNbHBIM. Pe6eHOK B CO3HAHUM,
aKkTHBeH. B HeBposiornyeckoM craryce 6e3 HapyIIeHHil.
B comarmyeckoM cratyce (DyHKIIMOHAJIBHBIX Hapyliie-
HUII CO CTOPOHBI OPraHoB M CHCTEM He ObLIO.
CaMocCTosITE/IbHO 1 OXOTHO COCAJ CMECh 13 OYTHLIOYKH,
B Macce Tejga OTMedeHa TOJIOKHUTEeNbHAsS JUHAMIKA.

Ha yd9acTok BBIMIICAH C PEKOMEHAAINSIMI!

- Ha6moaenue xupypra.

- Ha6aiogenune remaroJsiora,  peBMaToJioTa.
KoHTpob BOTYAHOYHOTO AaHTUKOATYISAHTA UYepe3
12 nenenn.

- Koutponb GyHKIMN MeYeHn TPH CTAOMIbHOM
cocrosunn depes 1 mec., Y3U mnevenn vepe3 1 mec.

- IlmamoBas rocnuTannsanus B MeuaTpuiecKoe
otxesenne depes 1 mMec. I[IpogomxnTh mpueM remaro-

€/

nporekropa (ypcodanpk 25 Mr 1 pas B JAeHp Ha
HOUD).

- Konrpoab o6mero anamsza kposu (OAK) uepes
10-14 gueii.

Ha MoMeHT onmcanust ciaydasi peGeHKy yKe 8 Mecsi-
1ieB. Ilocie BBIMICKY U3 CTAIIMOHAPA OH HEOJAHOKPATHO
MPOXO/MJI KyPChl PeaOMINTAIIMOHHON Teparnu B CTa-
[UOHAPHBIX yCa0BHUsIX. OCMOTPBI yKa3aHHBIX CIEIna-
JIMCTOB HEe BBIABUJIM IIAaTOJOTHYECKHX 3HAKOB.
IMegmaTpoM, Ha ydYacTKe, OTMEUYAIOTCS] CHUKEHHDIE
nokasatesm Beca pebenka (okomo 10 mepueHTHAS TO
OLICHOYHBIM HIKAJIaM).

OBCYXAEHUE

IIpuBeeHHbII HaMU KIMHUYIECKUH TPIMeEP TPOMOO-
3a TMEYEHOYHDBIX BEH SBJACTCSA PEAKNM, HO He MCKIIOYN-
TEJBHBIM CJy4aeM Yy HOBOPOXX/EHHBIX. HamGombiryio
CTIO’KHOCTD TIPEJICTABJISAIO OMpeieeHne YPOBHS OI0Ka-
abl orToka (ypoBHs HopTanbHOil runeprensun). Hau6o-
Jiee gyacTas CUTYAIHsl y HOBOPOKJEHHBIX — 3TO, BCe-Ta-
KM, BHETICYCHOYHBIH 60K COCYZ0B BOPOTHOI Benbl. Ha-
JIMYue MyTOYHOTO KaTeTepa, KaK CJE/ICTBHE, PA3BUTHE
(preburoB cocyioB Gacceiina BOPOTHOI BeHbI, 1OCJE Be-
puduKaluy MOpTaIbHON runeprensun (BbIABICHUE TIPO-
IPECCUPYIOLIEr0 aciluTa), JAaBaJIU OCHOBAHUE CPa3y 3a-
TOI03PUTH BHETIEUCHOUHYIO (hOPMY HMOPTATbHON rumep-
tensun. OHAKO OCTPOE Pa3BUTHE MPU3HAKOB ITEUCHOU-
HON HeJOCTaTOYHOCTH U OBICTpoe (popMUpOBaHUE, BU-
3YATM3NUPYIONTIXCS TIPN JIYYeBBIX MeToJaX HMCCIe0Ba-
HUS, TTOPTO-KAaBAJbHBIX aHACTOMO30B He TI03BOJINIH TIC-
KJTIOYUTH B OCTPyIo (dhady 6oJsie3HN MopaskeHne BHYTPH-
MEYeHOYHBIX COCY/IOB, ¢ (POPMUPOBAHUEM IIPpO3a TIe-
YeHU U HAJNEYCHOUHBIH 6J0K (CTPYKTYPHOE IOPaKeHUe
HA/IIIEYEHOYHBIX cOCyI0B — cunapoM Bagna-Kuapu). B
JTAHHOM CJIydae BCe Ha CBOHM MECTa PacCTaBIJIA AIHAMI-
Ka mporecca. llomoxxutenbHas AWHAMHKA, <«pasperre-
HHe» acINTa, MOCTETIeHHOe BOCCTAHOBJECHUE (DYHKITIH
MeYeHn, CAeIann He aKTyaJbHBIMHI TPEeINOTI0KEHUS O
[OPOKAX PAa3BUTHsI HAJNEUYEHOYHbIX BeH u nedenu (B
TOM uncie u uuppose). Ha noBecTke [HS OCTajics BHe-
HeYeHOUHbII, BO3MOKHO M BHYTPHUIIEUEHOUYHDIH, OJIOKH
B pe3yJabTaTe BeHO3HOTO TpoMOo3a. Ilociexyiomas pe-
KaHaau3aiust GJIOKUPOBAHHBIX COCY/IOB NIPOJIEMOHCTPH-
poBasa Kak KJIMHIYECKOe, TaK U JydeBoe KyMHpPOBaHNUe
CIIMIITOMOB TOPTAJBHON THIEPTEH3UN.

B mamHOM cirydae MMesIO MeCTO codeTaHme MHOXe-
ctBa (HaKTOPOB pHCKA pa3BUTHS TPOMOO3a Yy HOBOPO-
KIEHHOTO, KOTOpoe cpopMHUPOBATIO TMPEHOCHIIKA /LIS
peanm3anun TpoM60o3a 1 HApYUIEHNS OTTOKA B CHCTEMY
HIDKHEH 1MoJIof BeHBI y JaHHOTO Mambima. CHMITOMBI
MHTOKCUKAINY, TapaKJNHUYecKHe BOCHATUTEJbHbBIE
naMenenust B je6ioTe 3a60JieBaHus, BEPOsITHEE BCETO,
6bln TiposiByienneM anjodieduTa meyeHoYHbIX BeH. B
3TOH CBA3M NATHO3 «IMO3/HUI HEOHATANBHBIH CETICHC»
PETPOCHEKTHBHO MOKHO CYUTATh HE COCTOSIBIINMCH.

3AKJTIOMEHUE

IIpencraBienubrii caydait JgeMOHCTPUPYeET Hebe30-
MACHOCTh JIOG0H MAHUIYJSINNA ¢ HOBOPOKIEHHBIM
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CITYHAW 13 MPAKTUKM

peGenkoM, TeM GoJiee C HEIOHOIIEHHBIM. IIpu 3TOM
UMeJ MeCTO HeCKOJbKO (haKTOPOB, KOTOPbIE TTPHUBEIN
K 3a60JI€eBAaHMIO; KecapeBO cedyeHwe, IIalleHTapHasd
HEJ0CTAaTOUYHOCTDh, HAPYIIEHe TeMOJANHAMUKY, HEeJOHO-
meHHocTb, 3BYP, yMepennble HacjeCTBEHHbIEC TeHe-
THueckne aeeKThl B CHCTeMe TeMocTaza. BeposThee
BCETO, TOCJe[Hne ¥ OBbLIM TPUYNHON OGecIuiofust y
MaTepu. Y CTaHOBKA Ke TyMOYHOTO KaTeTepa, pa3BUTHe
sugodae6uTa 1 TPOMOO3a MEYEHOUHBIX BeH MPUBETH K
OCTPOMY Pa3BUTHIO MOPTAJbHOI TUTepTeH3un u ¢GHop-
MUPOBAHWIO TIEYEHOUHOH HETOCTATOUHOCTH Y HEIOHO-
IIEHHOTO peGeHKa B MEPBBIN MecsI] Ku3HU. Pas3Burne
3a60JieBaHusT TTOTPEGOBANTO IKCTPEHHBIX MHTEHCHBHDIX
KOpPeKLUl BO3HUKIINX Hapyllenuil. Paspurue gjannoi
MATOJIOTUN HECJIO YIPO3y /IS SKU3HN pebeHKa.

JliHaMUKa COCTOSTHUS, TIOCTENIEHHOEe pa3perieHue
MEYEHOYHOTO COCYIUCTOTO GJI0KA TIO3BOJIIIN OTKA3aTh-
cd OT JMarHo3a MopokKa B CUCTeMe BOPOTHOW, HUKHEH
moJIoN W TeuyeHOYHBbIX BeH. Ho TpeGyercs amHammde-
ckoe HabJmo/ieHNe 32 PeGeHKOM JIJIsI TIOJTHOTO MCKJII0Ye-
HUS IUarHo3a.

BbiBOJbI

1. Heo6xoamMo 3HATDh M YYHTBIBATH BCe (PAKTOPHI
PHCKa pa3BUTUS TPOMGO30B y HOBOPOKICHHDBIX.

2. Cuemgyer TOMHUTDB, YTO Ji00as BEHEMYHKITUS
MOKeT OBbITb OTACHOW [IJIsT KU3HU Y HOBOPOKIEHHBIX,
TeM 6oJjiee, HEJOHOIIEHHBIX IeTeil.

3. Be3ycl0BHO BajKHO, CKOJIBKO MO BPEMEHH CTOUT
nenTpanbHbiii Benosuoiii karerep (I[BK), karerep B
nynouHoii Bere. OMHAKO, B Psifie CAyYaeB yIKe J0CTa-
TOYHOTO €aMOro (pakTa KaTeTepusalluil COoCyda s
pasBUTHS TPOoMOO3a.

4. Tlpu obHapyskeHIE TPOMOO3a Y HOBOPOKIEHHO-
ro HeoOXOANMO He3aMeJIUTEJbHO HAYaTh TePaInio
AHTUKOATYJISTHTAMU 110l KOHTPOJIEM JaG0PATOPHBIX
TMOKa3aTeJeit.

5. Tpom603bl TPeOYIOT HKCTPEHHON JAMArHOCTUKU
st GoJiee PaHHETO Hadyasia MPOBEIEHUsS] WHTEHCUBHON
Teparmni.

6. PasBuTie TMOPTAIbHOI THIIEPTEH3UN y HOBOPO-
JKIEHHOTO MOKeT OBbITb CJIeJCTBUEM TPOMOO3a IyIou-
HOH U IIeYeHOUHBIX BEH, O 4YeM Bcerjga HeoOXOIHMO
IIOMHHUTb.

HNudopmanus o punancupoBannu u KoHpIHKTE
HHTEPECOB

VcceneoBanme He MMeJNIO CIIOHCOPCKON TTOIEPIKKH.

ABTOPBI IEKTAPUPYIOT OTCYTCTBHE SIBHBIX M MOTEH-

MIATbHBIX KOH(MIUKTOB WHTEPECOB, CBSI3AHHBIX C
myGauKaIeil HacTOSIEeN CTaThbu.

NINTEPATYPA / REFERENCES:

1. Svirin PV, Rumyantsev SA, Larina LE, Suvorova AV, Djarkov AP. Neonatal thrombosis: treatment regimen. Neonatology.
News, Opinions, Training. 2013; 1: 76-85. Russian (CBupwuH M.B., Pymanues C.A., lapuHa J1.E., CyBoposa A.B., apkos A.l1.
JNeyeHne HeoHaTasbHbIX TPOMB030B. [TPOEKT KAMHUYECKOro NpoToKona //HeoHaTonorms: HoOBOCTH, MHEHUS, 0byyeHKe.

2013. Ne 1. C. 76-85.)

2. Bairashevskaya AV, Kytko OV. Neonatal thrombosis: causes, pathogenesis, treatment features. Russian Bulletin of
Perinatology and Pediatrics. 2021; 66(2): 21-28. Russian (bapawesckas A.B., Kbitbko O.B. HeoHaTanbHble TpOMbOO3bI:
MPUYMHbI, NaToreHes, 0CObeHHOCTV Tepanum //POCCUINCKMI BECTHUK nepuHaTtonorumn u neamnatpun. 2021. T. 66, No 2. C.

21-28.) doi: 10.21508/1027-4065-2021-66-2-21-28

3. Zagorodnova AO, Kolesnikova AA, Abolina TB. Portal vein trombosis in a newborn (clinical case). Topical issues of modern
medical science and health care: Materials of the V Intern. Scient. and Pract. Conf. 2020. P. 893-897. Russian
(3aropoaHosa A.O., KonecHunkosa A.A., AbonunHa T.6. Tpoomb03 BOPOTHOM BEHbI HOBOPOXAEHHOIO (KAMHUYECKMIA CayYaid)
//AKTyanbHble BOMPOCHI COBPEMEHHON MEAMLMHCKOM HayKu 1 3apasooxpaHeHms: Matep. V MexayHap. Hayd.-MpakT.

KoHd. 2020. C. 893-897.)

4. Morozova NYa, Vinogradova MA, Zubkov VV, Burov AA, Podurovskaya Yul, Degtyarev DN. Hemostatic disorders in new-
borns, requiring early surgery: current issues and unresolved problems. Neonatology. News, Opinions, Training. 2016;
4(14): 30-38. Russian (Mopo3sosa H.f., BuHorpagosa M.A., 3y6kos B.B., bypos A.A., Moayposckaa t0./1., dertapes A.H.
HapyLeHna remocTtasa y HOBOPOXKAEHHbIX, KOTOPbIM TpebyeTca NPOBeeHNE PAHHETO XMPYPTMYECKOro BMELIATENbCTBA:
aKTya/ibHble BOMPOChI 1 HepelleHHble Npobiembl //HeoHaTon0rms: HOBOCTU, MHeHMS, 0byderme. 2016. Ne 4(14). C. 30-38.)

5. Krasnoruzhskikh EA, Skudarnov EV, Fadeeva NI. Pathology of the hemostasis system in newborns who underwent intra-
uterine hypoxia, born from mothers with preeclampsia. Materials of the X Congress of Pediatricians of Russia. 2006. P.
293-294. Russian (KpacHopyskckux E.A., CkyaapHos E.B., aneesa H.M. Matonorna cuctembl remocTasa y HOBOPOXKAEHHbIX
[eTell, nepeHeclwnx BHYTPUYTPOBHYIO TMMOKCUIO, POAMBLUMXCA OT maTepei ¢ rectos3om //Matepuansl X KoHrpecca

neamnatpos Poccuum. 2006. C. 293-294.)

6. Berkun Y, Padeh S, Barash J, et al. Antiphospholipid syndrome and recurrent thrombosis in children. Arthritis Care &

Research. 2006; 55(6): 850-855.

7. Bhat R, Kumar R, Kwon S, Murthy K, Liem RI. Risk Factors for Neonatal Venous and Arterial Thromboembolism in the
Neonatal Intensive Care Unit-A Case Control Study. J Pediatr. 2018; 195: 28-32. doi: 10.1016/j.jpeds.2017.12.015
8. Saracco P, Bagna R, Gentilomo C, Magarotto M, Viano A, ClinicalFM, et al. Data of Neonatal Systemic Thrombosis. J Pediatr.

2016; 171: 60-66.e1. doi: 10.1016/j.jpeds.2015.12.035

9. Makatsaria AD, Bitsadze VO. Thrombophilia and antithrombotic therapy in obstetric practice. M.: «Triada-X», 2003. 904 p.
Russian (Makauapua A.[., buuaase B.O. Tpomb6oduamm n npotmeoTpomboTMUECKan Tepanua B akyLWepCKon NpakTuke.

M.: «Tpuraga-X», 2003. 904 c.)

Ne3 (90) 2022

B KysBacce


https://doi.org/10.21508/1027-4065-2021-66-2-21-28
https://pubmed.ncbi.nlm.nih.gov/?term=Bhat+R&cauthor_id=29398052
https://pubmed.ncbi.nlm.nih.gov/?term=Kumar+R&cauthor_id=29398052
https://pubmed.ncbi.nlm.nih.gov/?term=Kwon+S&cauthor_id=29398052
https://pubmed.ncbi.nlm.nih.gov/?term=Murthy+K&cauthor_id=29398052
https://pubmed.ncbi.nlm.nih.gov/?term=Liem+RI&cauthor_id=29398052
https://pubmed.ncbi.nlm.nih.gov/?term=Saracco+P&cauthor_id=26787378
https://pubmed.ncbi.nlm.nih.gov/?term=Bagna+R&cauthor_id=26787378
https://pubmed.ncbi.nlm.nih.gov/?term=Gentilomo+C&cauthor_id=26787378
https://pubmed.ncbi.nlm.nih.gov/?term=Magarotto+M&cauthor_id=26787378
https://pubmed.ncbi.nlm.nih.gov/?term=Viano+A&cauthor_id=26787378
https://pubmed.ncbi.nlm.nih.gov/?term=Magnetti+F&cauthor_id=26787378

www.mednauki.ru

10. Rumyantseva GN. Lecture: portal hypertension in children. Tver, 2021. (Electronic resource). Russian (PymsaHuesa I.H.
Jlekuma: nopTanbHasa runepTeHsms y aeteit. Teepb, 2021. (NEKTPOHHbIN pecypc).

KOPPECMOHAEHUUIO AOPECOBATD:
MAJIbLIEBA EneHa BukTopoBHa,

654005, r. HoBoky3Heuk, np. Ctpoutenen, A. 5, HTIMYB — dunvan ®reoy AMNO PMAHMO MuH3gpasa Poccuu.

Ten: 8 (3843) 73-46-46

E-mail: doctor9.nvkz@rambler.ru

NHDOPMALINA OB ABTOPAX
MAJIbLIEBA EneHa BrkTopoBHa, 3aB. oTAeNeHneM peaHuMaLumnm
1 MHTEHCUBHOW Tepanun HoBopoxxAeHHbIX, Y3 KAKB nm. npod.
1O.E. ManaxoBckoro, r. HoBoky3sHeuk, Poccus.
E-mail: nkz-dkb4@kuzdrav.ru

INFORMATION ABOUT AUTHORS
MALTSEVA Elena Viktorovna, head of the department of intensive
care of newborns, Kuzbass Children’s Clinical Hospital named after
Y.E. Malakhovsky, Novokuznetsk, Russia.

E-mail: doctor9.nvkz@rambler.ru

COKOJIOBCKASA MapuHa AdaHacbeBHa, KaHA. Mef. HayK, OOLEHT,

AOLEeHT kadenpbl negnatpmu 1 HeoHatonorum, HFMYB — dunnan

Dreoy Arno PMAHMO MuH3gpasa Poccun, r. HoBoky3HeLK, Poccus.

E-mail: sokolovskaya61@bk.ru

SOKOLOVSKAYA Marina Afanasievna, candidate of medical sciences,
docent, docent of the department of pediatrics and neonatology,
Novokuznetsk State Institute for Further Training of Physicians,

Novokuznetsk, Russia. E-mail: sokolovskaya61@bk.ru

BPATHUNKOB OmuTpuit FOpbeBUY, aHECTE3UONOr-peaHMaTosor,

oTaeneHne peaHnMaunm n VHTEHCVBHOM Tepannm HOBOPOXAEHHbIX,

rbY3 KOKBE nm. npod. tO.E. Manaxosckoro, r. HoBoky3HeLk, Poccus.

E-mail: nkz-dkb4@kuzdrav.ru

BRATCHIKOV Dmitry Yuryevich, anesthesiologist-resuscitator, depart-
ment of resuscitation and intensive care of newborns, Kuzbass
Children’s Clinical Hospital named after Y.E. Malakhovsky,

Novokuznetsk, Russia. E-mail: nkz-dkb4@kuzdrav.ru

OOMAHCKAS Onbra BukTopoBHa, 3aM. . Bpaya no neyebHomn
yvactn, FbY3 KOKB um. npod. tO.E. ManaxoBckoro, r. HoBoKy3HeLlK,

Poccunsi.  E-mail: nkz-dkb4@kuzdrav.ru

DOMANSKAYA Olga Viktorovna, deputy chief physician for medical
care, Kuzbass Children’s Clinical Hospital named after Y.E.
Malakhovsky, Novokuznetsk, Russia. E-mail: nkz-dkb4@kuzdrav.ru

€/

B KysBacce m
b K /AT Ne3 (90) 2022





