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JIEFOYHbIA KAMUNAPHbIA TEMAHIMOMATO3 KAK OIHO U3 PEOKUX
MOP®OJIOTMYECKUX NPOABJIEHWUIA NIETOUHO APTEPUAJIbHON
TMNEPTEH3UN Y OETEX (HABNIOAEHUE U3 MPAKTUKN)

OnHMM 13 NAaTONOTMYECKUX COCTOSIHUIL cepaey-
HO-COCYOVICTOJ CUCTEMBI y JeTell, IPUBOISIINX K
paHHell MHBaNUAM3aUUN U, B TSDKENBIX CIydasix, K
CMEPTH, SIBJISIETCS JIeTOYHAsl apTepyuasnbHasi Tumep-
TeH3us (JIAT') — cuHIOpOM, pa3sBMUBAIOIIUICSA B pe-
3y/lIbTaTe OrpaHMYEHMSI KPOBOTOKAa B apTepualb-
HOM pycje JIETKMUX M3-3a MOBBILIEHUS] JIeTOYHOIO
COCYAVICTOTO COIpOTHUBIeHUs. IlocnenHee saBisieT-
Csl CJIELCTBMEM YMEHbIIEeHUs IUIOLanu Mornepey-
HOT'O CeueHMsI COCYAVCTOr0 pycia JIeTKUX M3-3a Ie-
pectpoiiku cocyzroB [1-3]. Mopdonoruueckue u3-
meHeHus Tipu JIAT B 60JBIIMHCTBE CJIyJ4aeB pa3Bu-
BAlOTCSl B MEJIKMX JIETOYHBIX apTepusix, U, HAMHOIO
pexe, B BeHax (JIerOUHasi BEHOOKK/IIO3MOHHas 60-
JIe3Hb) U KalWUISIPHOM pyciie (JIeTOUHbIN Kanwi-
JIspHbIN remadruomatos — JIKT) [3, 4].

JIKT - ocoboe pefikoe COCTOSIHME, MMelOIllee Bce
KIuHM4Yeckue mpossiaenust JIAT, a mopdomornae-
CKU XapaKTepus3yolleecs MOIIMU YTONLeHUS Me-
SKabBeOJIIPHBIX TIePeroposiok 3a cueT auddy3Ho
nponudepany KanwiisipoB, Pacoaraoumxcs B
IBa 1 Goyee psima, C BO3MOXHBIM PaclpoCTpaHe-
HMeM B 1uieBpy. [Ipu aTom niponudepupyonme ka-
MUWUISIPhl MOTYT (OPMMPOBATh IVIOMEpY/IOUIHbIE
y3eJKM, BBICTYMAIMe B IIPOCBeT BeH, Mumdbartu-
YeCKMUX COCYIOB ¥ TMPOCBET albBeos, MHOWIbTPU-
pOBaTb CTEHKM apTepuos, apTepuii, BEHY1 U BeH
BILIOTb 10 MPOGOJEHMSI CTEHKY U 3aKyIOPKU MPO-
cBeTa. B yuacTkax mopaxkeHust MOKET HabIIOAaThCsI
remocuzepos [4, 5].

Mpl 1ipencTaBiisieM CEKLUMOHHBIN Cyyail Takoi
perxoii natonoruu Kak JIKI' y HefJOHOILIIEHHOTo pe-
6eHKa, HAXOIMBIIET0Cs MOC/Ie POKOEHMS B OTese-
HUM MHTEHCUBHOJ Tepanuy U peaHuMMaluyu HOBO-
poXneHHbIX lleHTpanbHOM TOPOLCKON KIMHUYE-
cKoi1 60mpHMIIbI N23 1. JIoHeIKa.

Pe6GeHOK pOIMUIICS OT BTOPOJi 6epEMEHHOCTH Y-
TEM KecapeBa CeuyeHUs B Cpoke 33-34 Henenu 1O
MeAVLMHCKMM NIOKa3aHMSIM B CBSI3U C NIPEIKIIaMII-
CUeil TSKENIOi CcTelleH), He oA JaBaBIeiicss Menu-
IMHCKOI KoppeKuuu. Bo BTOpoii mosoBuHe 6Gepe-
MEHHOCTU TPU NPOBENEHUM CKPUHMHIOBOTO YJiIb-

TPa3BYKOBOTO MCC/IeNOBAHMUSI OTMEUEeH CUHIPOM
3a/Iep>KKY BHYTPUYTPOOHOTO Pa3BUTHSI TUIOMA.

Bo Bpems omepanuy M3BiedYeHa HeLOHOUIEH-
Has geBouka BecoMm 1200 r, poctom 40 cM ¢ o1leH-
Kot o mikane Amrap 2/4 6amuia. KnyuHuuecku co-
CTOSIHME TIpU POXKIEHUM OLleHEeHO KakK KpaiiHe Ts-
KEJI0e 3a CcuyeT JbIXaTelbHbIX PACCTPOVICTB U yTHe-
TeHUS LeHTPaabHO HepBHOM cucTeMbl. C MepBbIX
MMHYT XKM3HM HayaTa MCKyCCTBEHHAs! BEHTUISILIVS
JIETKUX.

Ha 11 cyTku >XM3HM NpU ayCKyJAbTalluM OTMe-
YyeH IpyOblil CUCTONIMYECKHIT IITYM HaJl Ipefcepaey-
HOJt 06/1aCThI0, IPOBOISIILIMIACS TI07, IeBYIO JIOMAT-
Ky. OcMoTpeHa Kapauoxupyprom WHCTUTyTa He-
OTJIOXKHOM M BOCCTAaHOBUTEIBHON XUPYPTUM WUM.
B.K. I'ycaka, AuarsoCcTMpoBaH BPOKIEHHbIN [TOPOK
cepala: MepuMeMOPaHO3HbI M MbIIIEYHbBIN [ie-
(bexThI MeKeTyIOuKOBO Ieperoponku, aedexT
MeXIIpeacepaHOI neperopogKu (OTKPbITOE OBasb-
HOE OKHO), OTKPBITHI apTepuaabHbIi IPOTOK, BbI-
COKasl JIeTOYHasi TUnepTeH3us (10 JaHHBIM 9X0Kap-
Iuorpadum CUCTOIMUECKOe NaBjieHue B JIETOYHO
aprepum coctaBuiio 60 MM pTyTHOrO cTos6a). Co-
CTOSIHME OCTaBaJIOCh TSIKETBIM, 6e3 TOIOXKUTEb-
HOJ [OMHaMMKM, HApacTalay OTEYHBINA CUHADPOM,
MPU3HaKM CepIEevyHOil M [bIXaTelbHOV HeLoCTa-
TOYHOCTH, CO CTOPOHBI LIeHTPaabHOI HEPBHO CU-
CTeMbl — CUHLPOM yTrHeTeHus1, koma. Ha 38e cyTku
>KM3HY, HECMOTPSI Ha MHTEHCUBHYIO Tepamuio, Ha-
CTyIIuIa CMEepTb.

Ha aytomncum npu MakpOCKONIMYECKOM MCCiie-
JIOBAHMM OTMEYEHbI: TPU3HAKYM 0OIIET0 BEHO3HOTO
TOTHOKPOBUS (LIMaHO3 KOXKHBIX TIOKPOBOB U BUAU-
MBIX CJIU3UCTBIX 060I0YEK, OTEK TOJIEHE 10 BepX-
HeJl TpeTH, OJNOCTHbIE OTEKM), BPOSKAEHHBIN TOPOK
cepla: BbICOKMIT NedeKT MeXsKeTyoouKoBOi Ie-
peropogKu, OTKPbITbIE OBaJbHOE OKHO U BoTanios
MPOTOK, pacli¥peHye MPaBbIX OTAEN0B CePALIa, BbI-
pakeHHasl OWISTalys JIETOUHOTO CTBOJIA, HAIu4ue
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B 3aJHEHVDKHUX OTHeNax JIeTKUX TEMHO-KPaCHbIX
ouaroB pasmepamu o 0,8x0,4x0,3 cm ¢ mepoxoBa-
TOJ MMOBEPXHOCTHIO Cpe3a U YETKMMM IPpaHUIIAMMU.

Haxopkoii MUKPOCKOTIMYECKOTO MCCaef0BaHMs
TKaHM JIETKUX SBWIOCh HAJIMYMEe B UETKO OTpaHu-
YeHHbIX Yy4yacTKaxX, 3aHUMAIINX 10 HeCKOIbKUX
JTOJIEK U PAaCITIOIaraloyxcst CyoIieBpaabHO, YTOIM-
MeHUsT MeXaJbBeO/NSIPHbIX IeperopojioK 3a CUéT
nponmudepaluy B HUX MENKUX, MePeroTHeHHBIX
3PUTPOLIUTAMU COCYHOB, [0 pa3MepaM COU3Mepu-
MbBIX C KanWiisipamiu. B mpepenax Takux y4acTKOB
I'PYIITIBI aJIbBEOJ COMIePsKaIM KPYITHbIe KIeTKU, Ha-
I'Py>KeHHbIe I'PaHyJaMU TEéMHO-KOPUYHEBOTO IUT-
meHTa (puc. la.).

[ToBceMeCTHO OTMeYaIach MHQUIbTPAIS ITPO-
mudepupyOIIMMU  MEJIKMMM  COCYIAaMM CTEHOK
MEeJIKUX GPOHXOB M OPOHXMOJ C JIOKAJIbHBIM pas-
pyIIeHMeM CTeHKM IOCAeTHUX ¥ HOPMUPOBAHMEM
BBIJIAIONINXCS B IIPOCBET IVIOMEPYJIOUIHBIX Yy3es-
KOB, U aIBEHTUIIVU U TIOBEPXHOCTHBIX OTAEI0B Me-
IUU MEJIKUX JIETOUHBIX apTepuii (puc. 16.). IIpo-
HUKHOBEHMS B BEHO3HOE PYyC/Io, paBHO Kak U M3Me-
HeHUI B HeM, XapaKTepHbIX /151 IeTOYHOI BEHOOK-
KJII03MBHOI 60/Ie3HM, He 3a(UKCUPOBAHO.

Ucmonb3oBaHne  MMMYHOTMCTOXMMUYECKOTO
MUCC/IeNOBaHMUSI C MOHOK/JIOHQ/JIbHBIMY aHTUTEaMU
K CD34 mokasaso 4éTKyK IMOJOKUTEIbHYI0 MeM-
OpaHHYI0 pPeaknuio KIeTOK, (GopMMUPYIOMUX Me-
K1e COCy[ibl B TIpeiesiax MeXa/lbBeOSIPHbBIX Iepe-
TOPOZOK U JIETOYHOM MHTEPCTULIUH, KOTOPbIe pac-
MOJIaraloTcsl B MeXalbBeOSIPHBIX TepPeropoyikax B
IBa u 6ojiee psIOB, MecTaMyu (GOpMUpPYs TIIOMeEpY-
JIOUHBIE y3eJIKU (PUC. 2.).

Hame HabGmiomeHue TpencTaBisieT  HeCO-
MHEHHBII MHTepeC OJjs1 MPAKTUKYIIIUX Bpavei-
HEeOHAaTOJIOTOB, PEaHMMATOJIOTOB M IaTOJIOroaHa-
TOMOB B CBSI3Y C PEAKOCTHIO JAHHOTO 3a00IeBaHMSI,
TPYOHOCTbIO €ro MPMXM3HEHHOV IMAarHOCTUKU U
HeIOCTATOYHOV MHGOPMMPOBAHHOCTHIO Bpaueii
OTHOCUTENIbHO pelKkuX 3aboeBannii. IlocMepTHas
Ke IMarHoCcTuKa, ¢ Hallleit TOUKy 3peHus, He JOJTK-
Ha IIPeJICTaBJISITh 0COOBIX 3aTPYIHEHUI, TOCKOIBKY
Jlaske TIpM PYTUMHHBIX MeTOAaxX OKpacKu Ipenapa-
TOB BbISIBJIeHMe TIPMBeAeHHO MaTONIOTUN SIB/ISeT-
Cs1 BIIOJIHE BBIMIOJIHMMOM 3apaueii. OgHaKo 1mocTa-
HOBKa OKOHYATeJIbHOTO AMarHo3a I0/KHA OCHOBDI-
BaTbhCsI HA KOMILIEKCHO OIleHKe JaHHbIX KIMHIYe-
CKUX, MHCTPYMEHTAJIbHBIX ¥ MMMYHOTUCTOXUMMU-
YyeCcKUX MUCCIeJOBaHUA.
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Puc. 1. JleroyHO# KanwuISIpHBIM TeMaHTMOMATO3: a)
nponudepaius KanwuIsIpoB B MeXalIbBEOJISIPHBIX Tepe-
ropogkax. Okpacka reMaTOKCUMJIMHOM U 303UHOM, x200;
6) MHGUIbTPAIVS KaMWIIPaMM CTEHOK GPOHXMOJNBbI U
MeJIKOM JIETOYHOM apTepun (yKa3aHo crpenkaMmu). Okpa-
cKa o BaH I'm3ony, x400.

Puc. 2. JIeroyHOi KanWUISIPHBIMA TeMaHTMOMAaTO3.
IlBa 1 GoJee psifa KaNWLISIPOB B MeXKabBeOISIPHBIX IIe-
peropogkax. VMMYHOTMCTOXMMMUYECKOe TUMIMPOBaHME
MOHOKJIOHaJIbHbIMM aHTUTenaMu K CD34, x200.
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JIETOYHBIN KUAl'[I/IJI.TIHPHPII‘/JI TEMAHTMIOMATO3 KAK OJHO 13 PEJTKNX MOP®OJIOTMYECKUX
IMPOABJIEHMU JIETOYHOU APTEPUAJIbHOU I'MITEPTEH3MN YV JETEWU (HABJIIOJJEHUE U3 ITPAKTHUKHN)

B cTaTbe mpenacTaBaeHoO omNMcaHMe CEKIIMOHHOTO Ha-
6/TI0/IeHMST TAKOTO PEJIKOTO MPOSIBJIEHNST JIETOUYHO apTe-
pUaNbHOV TUIIEPTEeH3UM Y AeTell KaK JIeTOYHOM Kalui-
JISIpHBIN reMaHrnomaTto3. OTMeueHOo, UTO CTaHAapTHbIE
MeTOAbI TUCTOIOTMYECKOI OKpaCKy MO3BOMSIIOT BBISIBUTD
HaJIM4ye 3TOT0 MOPaskeHMs, HO IOCTAHOBKA OKOHYATEb-

HOT'O JMarHo3a J0/sKHAa OCHOBBIBATHCS HA KOMIUIEKCHOIA
OLIEHKe MAHHBIX KIMHUYECKUX, MHCTPYMEHTAJbHbIX U
MMMYHOTMCTOXUMMYECKMX UCCIeN0BaHMIA.

Knroueeste cnoea: nerouHas aprepuanbHas rurep-
TEH3Msl, JIETOYHOM KalWUISIPHbI TeMaHTMOMAaTO3, M-
MYHOTMCTOXMMUYECKOE MCCIeN0BaHe, IeTH.

K.V. Polyakov

SEI HPE «M. Gorky Donetsk National Medical University», Donetsk

PULMONARY CAPILLARY HEMANGIOMATOSIS AS ONE OF THE RARE MORPHOLOGIC MANIFESTATIONS
OF PULMONARY ARTERIAL HYPERTENSION IN PHILDREN (PASE FROM PRAPTIPE)

Description of autopsy study of such a rare manifes-
tation of pulmonary arterial hypertension in children as
pulmonary capillary hemangiomatosis is presented in
the article. It is noted that the conventional methods of
histological staining can reveal the presence of this le-
sion, but making the final diagnosis should be based on a

comprehensive assessment of clinical, instrumental and
immunohistochemical studies.

Key words: pulmonary arterial hypertension, pulmo-
nary capillary hemangiomatosis, immunohistochemical
test, children.
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