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0O6ocHOBaHMe. PacrpocTpaHeHHOCTb BPOXKAEHHbIX MOPOKOB Pa3BUTUSA COCYAOB, MM aHrmoaucraasnu, Kosaebniercsi ot
1:50000 go 1:5000000. BpoxpaeHHble aHrnogucrnaasmm sIB/SIIOTCA CEeACTBUEM HapyLueHMs1 06pa30BaHUs U pPa3BUTHS
COCYANCTOM CUCTEMbI B dMBPHOreHe3e. 3TMOo10r1si aHrMoAmCrniasui octaeTcss Maiou3y4eHHOH, a AuarHoCTiKa B psige ciy-
4yaeB COMPSKEHa CO 3Ha4YUTE/IbHbIMU TPYAHOCTIMU. ONMcaHue KIMHMYECKOro cay4as. [lpescTtaBieHo HabgeHne pea-
KOro cJsiyyasi CO4ETaHHOro MopoKa Pas3BUTUSI COCYAO0B U ansia3mm BMIOYKOBOM Kene3bl y pebeHKa XEHCKOro nosa rnepBoro
roja XXu3HW. AHrMoAMnCIa3uns BKIOYana CUHAPOM BPOXKAEHHON reHepan30BaHHON Geb63KTa3num (CMHOHUM: BPOXAEHHas
Te/leaHIrMaKTaTMyecKas MpaMopHas Koxa) B COYETaHUN CO MHOMXECTBEHHbIMW COCYAUCTbIMU MasbPOopMaLMsaIMK C MPEUMY-
LECTBEHHbIM MOpPa)eHnemM COoCy4OB roJI0OBHOI0 Mo3ra, JIerkux, cepaua, novyexk n 6pbienkn. KnmHnyecku 3abosieBaHne
XapaKTepu3oBaioCh reHepasn3oBaHHbIM U3MEHEHWEM KOXHOro MOKPOBa B BMJE CETYATOro JIMBEAO, COMPOBOXAa/10Ch
TSHKEJI0M MTHEBMOHUEN, CTOMKUM MOYEBbIM CUHAPOMOM, HEBPOJIOrMYECKON CUMNTOMATUKOM (CYAOPOXKHbIE MPUCTYbI, ABU-
ratesibHble HapylleHWsl), a TaKKe NPorpeccUpylolen cepaeyHon HegocTaTtoqyHOCTbI0. AnarHo3 rnoATBepKAeH B Xo4e nato-
JI0roaHaTOMM4YeCKOro uccaefoBaHns. 3akmodeHme. [lpejcTaBieHHbIN cyv4an Mo3BOJISET PAacLuMpnTb MpeacTaB/ieHUs
0 MHOroobpasnmn KIMHUYECKUX MPOSIBAEHUI BPOXAEHHbIX @HMMOANCIIa3uni, a TaKKe BO3MOMKHbBIX MX COYETaHMUSIX C APYIMMH
opoOKammu pa3BUTUS.

KnroueBble cnoBa: aHrmoamcnna3us, BPOXKAEHHas reHepan3oBaHHas GebaKTa3usl, ania3usi BUI0YKOBOMH ee3bl, K-
HUYECKMI Cyda.
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Angiodysplasia Combined with Thymic Aplasia in an Infant:
A Rare Clinical Case

Background. The prevalence of congenital malformations of the vessels or angiodysplasia ranges from 1:50,000 to 1:5,000,000.
Congenital angiodysplasia is a consequence of impaired formation and development of the vascular system in embryogenesis. The
aetiology of angiodysplasia remains poorly studied, and the diagnosis involves significant difficulties in some cases. Clinical Case
Description. The observation of a rare case of a combined malformation of vessels and thymic aplasia in a female infant is presented.
Angiodysplasia included the syndrome of congenital generalised phlebectasia (synonym: congenital telangiectatic marbled skin)
combined with multiple vascular malformations with predominant vascular lesions of the brain, lungs, heart, kidneys, and mesentery.
Clinically, the disease was characterised by a generalised change in the skin in the form of livedo reticularis accompanied by the
development of severe pneumonia, persistent urinary syndrome, neurological symptoms (convulsive seizures, motor disorders), and
progressive heart failure. The diagnosis was confirmed in the course of a pathological study. Conclusion. The presented case allows
expanding the notion of the variety of clinical manifestations of congenital angiodysplasia, as well as its possible combinations with
other malformations.
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KnuHu4yecKoe Ha6GaogeHue

OBOCHOBAHME

BpoxkaeHHble MOPOKM pa3BUTUS COCYAOB, MW aHrMOAM-
cnnasuu (cocyaucTble manbbopMaLmm), ABNSIOTCA CNeACTBU-
€M HapyllieHnss 06pa30oBaHNs U Pa3BUTUS COCYAUCTON CUCTe-
Mbl B aMbpuoreHese [1-3]. PacnpocTpaHeHHOCTb AaHHbIX
nopokoB Kone6netca ot 1:50000 pgo 1:5000000 cnyyaeB
[4, 5]. 9TMonormna aHrmogMcnna3nMm ocTaeTcs HEBbIACHEHHON
n ManoudyyeHHon [1]. MNpegnonaraercs, 4TO TepaTOreHHble
daKTopbl BO3AENCTBYIOT Ha GOPMUPOBAHME COCYA0B UMEHHO
Ha paHHUX aTanax ambpuoreHesa. K HUM MOXHO OTHECTH
He TONbKO BUPYCHblE MHOEKLMU Yy BEPEMEHHON, HO U BO3AEN-
CTBME TOKCMYECKMX BELLECTB B Hava/lbHOM nepuoae 6epemer-
HocTu [5]. N psiga aHrMoaUcNIasui XapakTepHo Hanuyune
MyTauuin B reHax RASA 1, PTEN, a TaKe B reHax, Koaupyto-
WMX aKTUMBWMH-peLenTopHyto KuHasly-1 (ACVRL1), 3HOOMWH
(ENG), TpaHcdopmupytowmm daktop pocta (TGF) [6].

BpoxaeHHble aHrMogucniasmm Moryt JOMUMHMPOBaTb B
KaKOM-TO OJHOW COCYyAMCTOM cuUCTeME (Hanpumep, BEHO3-
Has Manbdopmaumsa) Man 3aTparuBaTb A0 TPEX COCYAUCTbIX
CUCTEM OAHOBPEMEHHO (remMonumdaTnyeckas Manbpopma-
LUMSa C BOBNEYEHMEM apTepuasibHON, BEHO3HOM U numdaTu-
yeckomn cuctem) [7]. O6pagzylomecs npu 3TOM pasinyHble
COCyaMCTble aHOManuKM MOFyT Bbl3blBaTb HapYLIEHUS MecT-
HOM 1/WMnKn o6LLEeN reMoaAuHaMUKK [6].

C uenbio 03HAKOMJIEHWSI C PEAKOW COCYAMCTOM MnaToso-
rMen npeacTtaBnsiemM KIMHUYECKUIM Clydal aHrnoaucnnasnm
y peb6eHKa NepBoro roaa *uU3Hu.

KJIUHUYECKUNA NPUMEP

O nauyueHTe

[eBouyKa K., Bo3pacT 2 mec 26 cyT, jocTaBfieHa B NpUeM-
HOe oTeNneHne AEeTCKON KIMHMYECKOM 60NbHUWLbI Ha BTOPbIE
CYTKM 3a60/1eBaHNsA 6puragor CKOPon MeANLMHCKOM MOMOLLM
C )XaJ106amMu Ha 3a10XKEHHOCTb HOCA, Kallenb, OAblLWKY, NOBbI-
LWeHne Temnepatypbl Tena ao 38,5°C, cHMXeHWe anneTuTa.

N3 aHamHe3a: pebeHOoK OT 2- 6epeMEHHOCTU ANaMHMU-
OTMYECKOM MOHOXOpMaNbHOW [OBOMHEW, NMpPOTEKaBLIEN Ha
poHe TPUXOMOHAAHOro KoMbnuta Ha 22-1 Hej, yrpo3bl npe-
pbiBaHns Ha 33-34-i Hep rectauuu U rMIKo3ypun bepe-
MeHHOW. MaTepu 22 roga. lNepBas 6epeMeHHOCTb Y KEeHLLM-
Hbl 3aKOH4YMNacb BbIKMAbIWEM B 9 Hej rectauunu (NpuymHa
HensBecTHa). Poabl nepBble, NpexaeBpeEMEHHbIE, CaMOMpo-
M3BOJbHbIE, MPU CPOKe rectaumm 36 Hea. [leBoYKa poannach
nepBOn U3 ABONHW, B COCTOSIHUM MHTPaAHaTalbHON achUKCHn
JIErKON CTeneHn, C OLEeHKOW no lwKane Anrap 7 6annos
Ha 1-n 1 5-1 mMuH. Macca npu poxaeHun 2000 r, anvHa
Tena 45 cM, OKPYHOCTb rofioBbl 33 CM, OKPYXHOCTb Fpyau
31 cm. lNocne poxaeHns pebeHoK B TeyeHne 1 mMec Haxo-
OWNICA Ha NIeYEHMMN B NEpUHaATaNbHOM LIEHTPE B OTAENEHMMU
peaHnumMaLnn U nHTeHcusHon Tepanunn (OPUT) HoOBOpOXaEH-
HbIX. TSXKECTb COCTOSIHMA onpefensnacb NPenMyLeCTBEHHO
HEBPOJIOrMYECKON cMMNTOMATUKOW. [0 AaHHbIM HeHpoco-
Horpagpum — MEPUBEHTPUKYNSPHAA WILEMUS, BHYTPUMKENY-
[I04YKOBOE KPOBOW3NUSAHWE 2-W CTEMEHM crpaBa; gomnniep-
aXOoKapanorpapun — OTKpbIToe oBaNbHoe OKHO (0,5 cm,
NIeBO-NpPaBbIV WYHT reMOAMHAaMUYECKM HE3HAYNMbIN). bbina
[MarHoCcTMpoBaHa BPOXKAEeHHas MHEBMOHMUS.

[MpoBoamnacb MHTEHCMBHas Tepanusa (nogpobHas WH-
popmMaLus, B TOM YMCNE O XxapaKTepe 1 CpoKax pecnmpaTtop-
HOM MOAAEPKKWU, B MEAULMHCKOW OOKyMEHTauun pebeHKa
oTCcyTCTBYET). B panbHenwem AeBoYKa Monyydana nedvyeHue
B YC/IOBWUSIX OTAENEHUS MNaToNOrMM HOBOPOXKAEHHbIX AeT-
CKOWM KJIMHMYecKon 6onbHMLbI M B Bo3pacTe 1,5 mec 6bina
BbiMMCaHa AOMOW Noj HabnaeHue neguatpa ¢ AMarHo3oMm
«[MNOKCHYECKU-remopparmieckoe noparKeHme LeHTpanbHON
HEPBHOM CUCTEMbI, NOCTrEeMOpparnyeckas BEHTPUKyIomera-
. AHEMWUS HEIOHOLLEHHbIX».

Puc. 1. bonbHas K. B Bo3pacTe 2 mec (cnpasa) ¢ CECTPOW (cnesa)
Fig. 1. Patient K. at the age of 2 months (right) with her sister (left)
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C poxaeHusa obpaliana Ha cebs BHUMaHUE BblpaxKeHHas
MPaMOPHOCTb BCET0 KOXKHOMO MOKPOBA KOXM, ycUAnBatoLLa-
fics Npu 6ecnoKOMCTBE, KOTOPas B AMHAMMUKE He yMeHbLLa-
nacb. Ha am6ynatopHoM 3Tane AeBOYKa COCTOS/1a Ha y4eTe
y HeBposiora ¢ auarHo3om «flepuHaTtanbHasa asHuedanona-
TUS», NMOAYYMNIa Kypc peabuiMTauMoHHOro nevenuns. Apyrmux
OTKJIOHEHWUW B COCTOSIHUM 340POBbS pebeHKa (B TOM 4ucie
[IM3YPWUW, YMEHbLIEHUS YMCNa MOYEUCMNYCKaHWW, OTEKOB)
HW Bpay, HX POAMUTENMU He oTMedanu. [pubGaBKa Macchl Tena
C POXAEHWSA M A0 rOCnUTann3auuun B AETCKYIO KIMHUYECKYIO
60nbHMLUY B BO3pacTe 2 mec 26 cyt coctaBuna 1600 r.
BTopoi pebeHOK 13 ABOMHM OTHOCUTENbHO 340POB (puUc. 1).

®dusuKanbHana gMarHocTUKa

lpu noctynieHmn B MHOEKLUMOHHOE OTAE/IeHUE COCTOS-
HUe pebeHKa pacueHnBanochb Kak cpeaHeTsenoe, 06ycnoB-
JIEHHOE MPOSIBIEHUSIMW OCTPOW PECMMPATOPHON MHPEKLIMU
(nMxopaaKa, 3an0XKEeHHOCTb HOCa, rMnepemusi PoTOrIoTKK),
OCNOYXHEHHOW BPOHXO0OCTPYKTUBHBIM CMHAPOMOM. B npnem-
HOM OTAENEeHMU OTMEYeHbl 61eAHOCTb U BblPaXKEHHbIN CoCyau-
CTbIi PUCYHOK KOXW. [Tpn ¢pu3amkaibHOM o6cieq0BaHUM pas-
Mepbl NEYEHN U CENE3EHKM He YBENIMYEHbI, FPaHuLbl cepaua
B Npeaenax BO3pacTHOW HOPMbI. YacToTa cepheyHbix COKpa-
WeHUn 142 /MUH. B nerkux nepKyTopHbIi 3BYK C KOPOBOYHbLIM
OTTEHKOM, MpPU ayCKynbTalMKU YMEPEHHOE KOMUYECTBO CyXMX
CBUCTALWMX XPUNOB. Mpn 6eCNOKONCTBE OfibllLIKa 3KCNUpaTop-
HOro xapakTepa 10 48-55 gbIxaTeNbHbIX ABUXEHUN B MUHYTY
C HEe3Ha4YUTe/bHbIM BTSKEHWEM YCTYNMYMBbLIX MECT TpyaHOM
KNeTKU, nepudepuyeckas KucnopopHasa catypauus (SpO,)
94-95%. CTyn KawuueobpasHbin 2 pa3a 3a NpeawecTByto-
e CyTKkM 6€3 NaTtonorMyeckux npumecen. [AInsypmm Her.

MpeaBapuTenbHbI UArHo3

Y4ynTbiBas JaHHble aHaMHe3a U PU3UKaNbHOro 06¢Ieao-
BaHWs, Obl1 YCTAHOBJIEH CNeayloLMi AMarHos.

OcHoBHoe 3ab6osieBaHne: «OCTPbIM  PUHODAPUHIUT.
O6CTPYKTUBHbLIN OPOHXWT. [bixaTenbHas HEOACTAaTOYHOCTb
1-1 cTeneHm».

®doHoBoe cocTosiHme: «HegoHOLWEHHOCTb 36 Hepp.

ConyteTByolme 3aboseBaHus: «JHuedbanonatua nepu-
HaTaNbHaa: CUMHAPOM [BMUraTesibHbIX HapylweHWin. AHemust
HEOHOLLIEHHbIX».

AMHaMuKa U ucxopbl

Mpun noctynneHnn B MHPEKLMOHHOE OTAENEHME B 06LLEM
aHa/In3e KPOBM HE3HAYUTENbHbIN IENKOLMTO3 (16,1><109/n;
HopMma 5-15) npu 06WeM KOMYeCcTBE HEUTPODUIbHBIX rpa-
HynoLuToB 8,5X109/n (Hopma oT 1,0 o 8,5), nanouxosaep-
HbIX rpaHynoumntoB 2% (Hopma 1-5), cerMeHTOAepPHbIX —
51% (Hopma 32-35); CKOpPOCTb OCeAaHWs 3PUTPOLMTOB
(CO3) 12 mm/y (Hopma ao 10). BbiiBieHbl NPU3HaKKM aHe-
MWW NIEFKOW CTEMEHU: 3PUTPOLUTbI — 3,7><1012/n (Hopma



> 3,8), remornobuH — 107 r/n (Hopma > 110). YpoBeHb
C-peaKTMBHOro 6enKa nosbiweH o 56 mr/n (Hopma 0-5).
B AeHb NoCTynneHus BbIMOMHEHO PEHTrEHONOrMYeCcKoe M-
cnefoBaHWe opraHoB rpygHoM KneTku. [pu3HaKoB ovaro-
BOW U MHOWUABTPATUBHOW MATONOrMU NIETKUX HE BbISBEHO.
B nepBble CyTKM npoBeaeH MMMyHOXpomaTorpapuyeckum
3KCNpecc-TeCcT Ha BUpYCbl rpunna A u B — pesynbrat oTpuua-
TeNbHbIN, aHTUTEeNa K PecnmMpaTopHO-CUHLMTHUANIbHOMY BUPY-
Cy He O6HapyKeHbI.

Mpu nccnegoBaHMM MOYM (Ha 2-e€ CyT) BbiiBiEHa Mpo-
TenHypus 7,125 r/n (Hopma go 0,033), apuTpouunTypus
50-60 B none 3peHus (Hopma 1-3), ckonneHns go 100 B
BWAE CBEXMX W BbIWENOYEHHbIX 3PUTPOLMTOB. Buanmble
OTEKW, HapYyWeHUs auypesa U U3MEHEHUS YPOBHEW moye-
BWHbI M KpeaTMHWHaA KPOBW oOTcyTcTBOBanW. lMpu ynbTpa-
3BYKOBOM MCCNeOBaHUKN NOYEK Ha BTOPble CYTKU BUAUMOMN
naTofiorMun He BbiiBNEHO. PaccmatpuBan BO3MOXHOCTb UH-
GaHTUIbHOrO HEPPOTUYECKOTO CUHAPOMA.

PebeHOK C nepBbIx CYTOK MpebbiBaHWUS B MHOEKLMOH-
HOM OTAENEeHMM NoJslydan aHTMGaKTepuanbHyo (LepoTaKCuUMm
no 100 Mr/Kr napeHTepanbHo), NPOTUBOBUPYCHYIO (MHTEpP-
depoH a2b peKTanbHO), GPOHXOUTMYECKYIO (MNpaTponus
6pomMnag + GeHOoTePON MHranguMOHHO; TEOPUIINH BHYTPHU-
BEHHO), FOPMOHabHYIO (MPEeaHU30/I0H BHYTPMBEHHO MO
2 MI/KF B CYTKM), @ TaKXe CMMMNTOMaTUYEecKylo Tepanwuio.
Bblna HasHayeHa OoKcureHoTepanus 4Yepesd MackKy noj KOH-
TpofieM ypoBHS caTtypaumu. OcywecTBnancs AMHaMUYeCcKui
KOHTPO/Ib NOKa3aTenen KWCIOTHO-OCHOBHOMO COCTOSIHUSA
C COOTBETCTBYIOLLEN UX KOPPEKLIMEN.

HecmoTpsa Ha npoBoauMble fie4ebHble MeponpuaTus,
OTMeYanocb HapacTaHuWe MNPWU3HAKOB AblxaTelbHOWM Hepno-
CTAaTOYHOCTWU, PaCCTPOMCTB MWMKPOLMPKYNALMN, W3MEHe-
HWUM MOKasaTtenen nepndepuyecKon KpoBW (EMKOLMTO3 A0
21,2x10%/n, HeiTpodunes Ao 9,5Xx10°2/n, CO3 fo 36 MMm/4).
Yepes 48 4 nocne rocnuranusauum B MHOEKLMOHHOE OTaE-
neHne 6onbHas 6bina nepeBedeHa B OPUT. lpu nosTop-
HOM PEHTreHONI0rMYEeCKOM WCCNEeA0BaHWM OPraHoB rpyAaHON
KNETKM (Ha 3-M CcyT) OTMeYeHbl ycuneHne u gedopmauus
NIEro4HOro puUcyHKka B 6Ga3ainbHblX M MPUKOPHEBLIX OTAEnax
¢ 06enx cTopoH. OyaroBble U UHPUNBLTPATUBHbIE UBMEHEHUS
B JIEMKMX OTCYTCTBOBaNW. TeHb CPefoCTEHMS HE paclupeHa.
KapanoTtopaKanbHbiv nHgeKke 0,55 (Hopma 0,55-0,58).

CocTosiHMe pebeHKa 6bI/10 pacLLEHEHO KaK 04eHb TaXKenoe
3a cYeT HEBPOIOrMYECKON CUMMNTOMATUKKU W [bIxaTeSibHOM
HepgocTaTo4HOCTU. CoxpaHanucb 61eQHOCTb U MPaMOPHOCTb
KOXXHOMO MOKpOBa Mo TUMYy CETYATOro MBEAO, rMNepTepMus
no 38,4°C, taxukapams go 200 ya./muH (Hopma 120-140).
Ha ¢oHe coxpaHeHHOro Co3HaHWs Habnwganucb Bblpa-
YXEHHasa BSANOCTb, CEPUMHbIE MOBTOpSOWMECT POKalbHble
TOHUYECKME MPUCTYMbl B BEPXHUX KOHEYHOCTSX, OpasibHble
aBTOMaTU3Mbl, KOTOPblE pPaCLEHMBANUCh KaK MpPOSIBAEHWUS
CYOOPOXHOro CUHAPOMA. Y4YMUTbIBas BblPa)KEHHOCTb Ablxa-
TENbHbIX PACCTPONCTB, PebEeHKY Oblla HavyaTa MCKYCCTBEH-
Haa BeHTUAaUMSA nerkux (pexum SIMV). bbin npousseneH
nepexoj Ha KomM6uHaumio uedTprMakcoHa (B ose 75 mr/Kr
B CYTKWM BHYTPMBEHHO) U aMMWKaumMHa (Mo 15 Mr/Kr B CyTKH);
Ha3Ha4YeH aHTUMMUKOTUK (DIlyKoHa3on no 3,5 Mr/Kr B CyTKH
3HTEpasibHO); NPOAOKEHA MPOTUBOBMPYCHAA M FOPMOHasb-
Has Tepanus (AeKcameTa30H C TPETbUX CYTOK BHYTPMBEHHO
CTPYMHO B Te4yeHune 5 cyT B 103e 2—3 MI/Kr B CyTKM N0 npea-
HMU30/0HY); OCYLLECTBNSNACb KOppeKuuss MeTabosnmyecko-
ro auugosa; NpPoBOAMNAOCL CUMMOTOMATUYECKOE NeveHue.
Ha ¢doHe meTabonn4yecKknx HapylweHum y 60/1bHOM 3adUKCK-
pOBaHO HEOOW/IbHOE Xenyao4HOe KpoBOTeyeHue, 6bICTPO
KynupoBaBlleecs Ha GOHe aHTUreMopparMyeckon Tepanunu.

Mpy npoBeaeHUM KOPOTKOro Kypca ropMOHanbHOM Te-
panuu, Hayatoro B MHPEKLMOHHOM OTAENEHMU C NMPOTUBO-

BOCMNaNUTENbHOW LENb Npu BGPOHXOO0OBCTPYKTMBHOM CUH-
Apome, MpU OTCYTCTBMM YAYYLLEHWS COCTOSIHUA Ha MHrans-
umMn bepogyanom pesynbTaTbl aHaIM30B MOYM YAYHLLIMAWUCH
(cHM3unacb npotemHypusa go 0,932 r/n, apuUTpouUTypua —
[0 6-—7 CBEXWX 3pUTPOLMTOB B nose 3peHus). lNpu aTom
rMnoanbOyMMHEMUS U TUNEPXOSIECTEPUHEMMS OTCYTCTBO-
Bann. COBOKYMHOCTb [AaHHbIX WM3MEHEHWIH pacLeHMBau
KaK MnposiBNeHne MHPEKLMOHHO-TOKCUYECKOrO MOopaKeHus
noyeK Ha GoHe TAXKENoW pecnnupaTopHON MHOEKLIMKN KU acco-
LIMMPOBAHHbIX C HEN METAaBO/IMYECKMUX HapPYLUEHWN, @ OAHO-
KpaTHO 3adMKCMPOBaAHHOE MOBbLIWEHWE YPOBHA MOYEBMHbI
0o 15,8 Mmmonb/n (Ha TPETbU CYTKM rocnuTanmn3daumnm) — Kak
CNefCcTBME TPAH3UTOPHOMO HapyweHns GYHKLUK NOYeEK.

NMoMnmo 3Toro, y pebeHKa 6b11n 3adUKCMpoBaHbl U3Me-
HEHMA CO CTOPOHbI cepaua. o AaHHbIM 3XOKapauorpadun
(Ha 4-e cyT rocnuTanusalmm) BbiiB/iEHbl UBMEHEHWE ANACTO-
NINYEeCKOM PYHKLUMM MO penakcaLnmoHHOMY TUNY U HebOoNblloe
CHUXEeHMEe TrNnobanbHOM COKPAaTUMOCTU N1€BOro enyao4yka
(dppakums Bbibpoca 62% npu HopMme = 65), a TakkKe GYHKLUK-
OoHupytoLlee oBanbHoe 0KHO 0,5 ¢M € 1eBO-MpPaBbIM LYHTOM.
Mpy NOBTOPHbIX MCCNEAOBaHUSAX B AMHAMWKEe AuacTonuye-
CKas 1 cokpatuTenbHas GYHKLMM NEBOro Xenyaodyka Hopma-
nnaoBanucb, dpakuns ebibpoca — 70%. OQHOKpPATHO BbISB-
nanacb AuactonMyecKas cenapauus IMCTKOB MepuKapaa
3a 3aJHen CTEHKOM NeBoro xenygoyka 0,3 cm (Hopma < 0,3).
Mpu npoBeaeHun MNocneaylolen axokapauorpadum (4epes
3 1 7 cyt) — nepukapg 6e3 ocobeHHOCTEN. YPOBEHb Ccep-
[e4yHon dpaKumm KpeaTUHOOCHOKMHA3bl HE UBMEHANCH —
24 En/n (Hopma < 25) Ha wWecTble CYyTKM rocnutannsauuu.

B TeyeHune 10 cyT cocTosHME AEBOYKM OCTaBasoCb
OYeHb TaKenbIM. Y pebeHKa Mo AaHHbIM peHTreHorpadumn
Oblla AMarHoCcTMpoBaHa BHYTPUBONbHMYHAS [BYCTOPOH-
HAS MHEBMOHMSA. B noceBax COOEPXKMMOro TpaxeobpoH-
XnanbHoro gepesa (Ha 10-e cyT) BblAefeHbl CUHErHOMHAd
nanoyka W anuaepmanbHbli CTadUIOKOKK B KONW4YecTBe
10% n 10% cooTBeTCTBEHHO. YpOBEHb ramma-rioGy/MHOB
B CbIBOPOTKE KPOBW NpPW NPOBEAEHMM MNPOTEUMHOrpPamMMbI
Ha BOCbMble CYTKM cocTtaBun 5,5 r/n (9,4%) (Hopma 5-9 r/n;
5-11,5%) npv HOopManbHOM coAepxKaHuu obuiero 6enka
1 anbObyMWUHOB.

CoxpaHsancs MOYeBOW CWUHAPOM, BbIPaXKEHHOCTb KOTO-
poro BHOBb Hapocfa mnocfe MOMbITKW OTMEHbl rOPMOHab-
HOM Tepanuu NPEeMMyLLECTBEHHO 3a CYET MNPOTEUHYPUM
(Ha 10-e cyT ypoBeHb 6efKa B 06LLeM aHanu3e mouun 3,8 r/n,
APUTPOLNTBI — 7—8 U3MEHEHHbIX B Nojie 3peHus). Mpu
YNbTPa3BYKOBOM WCCNEeAOBaHUM MOYEK OBGHapy*KeHbl And-
dy3Hble U3MEHEHUS NapeHXMMbl. BHOBb Ha3HayeHa ropmo-
HanbHasa Tepanua (NPefHM30/0H BHYTPUBEHHO: CTapToBas
[03a 5 MIr/Kr B CyTKM).

OTmevanacb HeBpoOnOrMyeckas cMmMnNToMaTvka B BuAe
CYHAPOMa ABUraTe/bHbIX HapyLWeHWIN (CHUXEHWE ABUraTeNb-
HOW aKTMBHOCTH, MbllleYyHas rMnoToHuns). B xoge o6cnegosa-
HUS BbISIBNEHbl MPU3HAKU TUNEPTEH3NOHHO-THAPoLedanb-
HOrO CMHAPOMA (MPX OCMOTPE Na3HOro0 AHa — MPU3HAKK
BHYTPUYEPENHON TUMMNEpPTEH3MU; HaA HEWpocoHOorpamme —
avnataums nepeaHunx poros 6GOKOBLIX XeNya04yKoB). [JaHHble
M3MEHEHUS, BO3MOXHO, IBASNNCh CNeACTBMEM HEOpraHuye-
CKOro NopakeHus, CBA3aHHOIO CO CHWMKEHWEM COCYAUCTOro
TOHyCa, B 4aCTHOCTM BEHO3HOrO, YTO MO0 NPUBOAUTL K
3aTPYAHEHMIO OTTOKA M36bLITOYHOM HMOKOCTU U MepenosiHe-
HUIO KEeNyJ04YKOB MO3ra.

BeneHune pebeHka B OPUT Ha gaHHOM 3Tane ocyllecT-
BSNIOCH CO CNeayloWwnM AMarHo30M.

OcHoBHoe 3aboseBaHue: «BHYyTpnBONbHUYHAA [OBYCTO-
POHHSA 04aroBO-CMMBHAs MHEBMOHWUS B BEPXHUX [ONSX
0060uX JIErKMX, B HWXKHEW [Ofne NeBOro JIErkoro, Taxenoe
TeYeHue».

BOMPOCbI COBPEMEHHOW NMEAUATPUM /2018/ TOM 17/ N 4
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CoyeTaHHoe 3ab6oseBaHue: «OCTPbIN TYOYNOUHTEPCTULIN-
anbHbIM HePPUT. HEnonHbiM HEPPOTUYECKUIN CUHOPOMY.

OcnoxkHeHne: <IHPEeKLMOHHO-TOKCUYECKas KapauonaTus».

®PoHoBOEe cocTosiHME: «HefoHOLWEHHOCTb 36 Heap.

ConyTtcTByroume 3aboneBaHus: «Huedanonatnsa nepwu-
HaTanbHasa: CUMHAPOM [ABUraTesibHbIX HapyweHun. AHemus
HEAOHOLIEHHbIX».

Ha gecaTble cyTKM rocnutanusaumm Ha ¢GoHe npoBOau-
Mon B OPUT Tepanuu BblpaxeHHOCTb SBIEHUI OblXaTeNbHOM
HEeJoCTaTOYHOCTM YMEHbLMMAchk, AEBOYKA CTana aKTUBHee,
CylOpOrv He NOBTOPS/IUCL, U peBeHOK nocne 7 CYyT UCKYC-
CTBEHHON BEHTUAALMM NErkux 6bin NepeBedeH Ha pecnu-
paTopHyto noaaepKy B pexunme CUMAIM (ot aHrn. constant
positive airway pressure, CPAP; peXXMM UCKYCCTBEHHOW BEH-
TUAAUMKM TIETKUX MOCTOAHHbBIM MOMOXKUTENbHBIM AaBIEHUEM).
KaTtapanbHble NPOsiBAEHUS CO CTOPOHbI POTO- M HOCONOT-
KM 6blIn KynupoBaHbl. OgHaKo y 60/IbHOW COXPaHSAIUCh
cyb6debpunbHaa Temnepatypa ¢ NepuoaMyYecKMMU noAabe-
Mamu 00 GebpuibHbIX 3HaYeHur (Makcumym go 38,4°C)
M MOYEBOW CMHAPOM B BUAE MPOTEUHYPUMU U IPUTPOLIUTYPUN
Ha GoHe HopMasbHbIX NOKasaTenen anbbyMUHa U xonecTe-
pUHa B KPOBW; YCUAMAUCL NMPU3HAKM aHEMMWU: FEMOrNO6UH
CHU3WACS 40 77,5 /N, 3puTpoLmTbl — A0 2,98 X1012/n npu
coAepxKaHun remornobuHa B aputpoumTe (mean corpuscular
hemoglobin, MCH) 28,2 nr npu Hopme > 26. pun ynbTpa-
3BYKOBOM WCC/IEA0BaHUM MOYEK COXpaHanucb AUGPy3Hble
M3MEHEHMS MapeHXMMbl. YPOBEHb raMma-rnobynMHOB B Kpo-
BW COOTBETCTBOBA HUMKHEW rpaHuLe HOPMbI AN1F AeTew AaH-
Horo Bo3pacta — 5,2 r/n (9,2%).

YunTbiBas coxpaHstowmecs NpU3Haku MHEBMOHUU (KNu-
HUYECKMUE, PEHTreHoNorMyeckue), bboina NpoaoIKeHa aHTu-
6akTepunanbHaa Tepanua (uedtpuakcoH go 10 cyT M amu-
KauuH 40 5 cyT) ¢ fanbHeWwwen nocneaoBaTeibHOM CMEHOM
aHTMMUKPOOBHbLIX NpenapaToB, B TOM YUCE UX KOMOWUHALMK,
Ha GOHe OTCYTCTBMS MONOXKWUTENbHOW AMHAMWUKM U MOcneay-
lOLEero yxyaweHMn COCTOSHWSA Ha ABajuaTble CyTKM B BuAe
HapacTaHWs TOKCMKO3a, AblXaTebHbIX HapYLWEHUH PEHTIeHO-
NOTMYECKMUX NPUBHAKOB MHOUABTPATUBHbBIX USBMEHEHWI B Ner-
KWUX (BaHKOMWUUMH 12 cyT n meponeHem 8 cyT, METPOHMAA30/
14 cyT un uedenum 14 cyt, makeuued 10 cyr). Mpu cmeHe
@HTMOBMOTUKOB Y4MUTbIBANACh YyBCTBUTENBHOCTb BblAENEHHOM
M3 COOEPKUMOro Tpaxeu MUKpodbnopbl. KomnaeKkcHas Tepa-
nua BK/KOYaNa TaKXKe PecnuMpaTopHyld MOAAEPHKKY (YBNna-
HEeHHbIN Kncnoposa B pexkume CPAP), NpoTMBOBUPYCHYIO (Npe-
napatbl a-MHTEpdEPOHa peKTanbHO 3 Kypca Mo 5 cyT ¢ UHTEp-
BasioM 5 cyT), UMMYHO3aMECTUTENbHYIO (MMMYHOMO6GYANH
yenoBeKa HOpMasbHbIA 415 BHYTPMBEHHOrO BBEAEHMS MO
12,5 mn N2 4 exxegHeBHO Ha 20—23-1 CyT), FOPMOHaNbHYIO
(MpeaHn3010H B CTapTOBOM A03e 5 Mr/Kr ¢ nocneaylolmm
CHUXEHMEM W MnepexoaoM Ha nepopanbHblM MPUEM), dpu-
TponoascTumynupyowyto (3panbdoH, 3atem ISMNOKPUH MO
200 Mr/Kr B CYTKM MOAKOXHO Yepes CYTKK), a TakKe CUMNTO-
MaTMYECKYI0 Tepanuio C y4ETOM THIKECTH U KIMHUYECKUX NPO-
fBNeHUN 3aboneBaHus. lNpoBeaeHMe MMMYHO3aMeCTUTENb-
HOW Tepanuu 6b1710 06YCIOBIEHO TAXKECTbIO U ANUTENIbHOCTbLIO
3a601eBaHUS, YXYALEHUEM COCTOSHMSA, a TaKKe CHUKEHWEM
YPOBHSA ramma-rnobynumHos go 3,1 r/n (5,4%) npu Hopmanb-
HOM YpOBHe 0o6LLero 6esKka 1 anbbyM1MHOB.

B anHaMuKe HabnogeHns obpallanv Ha cebs BHUMaHue
YCTOMYMBbIE U3MEHEHUS NepudepmnyecKon Kposu B BUAe
BbIPa*KEHHOr0 NIEMKOLMTO3a NPEUMYLLECTBEHHO HEUTPODUIIb-
HOro XapaKTepa (c Kone6GaHusmu oT 22,4 go 45,7x10°/n)
C NepuoauvyecKnm MosBAEHUEM IOHbIX GOpPM BMAOTb A0
npoMMWenounToB, MoHouuto3a (oT 11 po 24%; Hopma
4,5-8,2x109/n) ¢ NepuoanYecKoi aH303MHOGUINEN, aHe-
MUel (3puTpoLmnThl oT 3,6 A0 2,9%10%2/7; remorno6uH
ot 83 po 97 r/n; MCH ot 25,8 go 28,2 nr), "SBMEHEHUIMHU

COQ3 (0T eaMHUYHbIX HOpPMasbHbIX 3HA4YeHUn Ao 45 MM/Y).
PaccmatpvBanu Bonpoc o Te4eHMM CENTUYECKOro npoLecca.
MocnegHuni 6bI1 UCKIOYEH HA OCHOBAHUKW CBEAEHUI O COXpa-
HEHUW MU3BMEHEHUN KPOBWU MPU MOSIOKUTENBbHON OAMHAMUKE
NMHEBMOHMWU, OTCYTCTBMMU CUMMNTOMOB APYrMX 6GaKTepuabHbIX
04aroB, HEOAHOKPATHO YCTAHOBMIEHHbIX HOPMasibHbIX 3Ha-
YyeHun C-peaKTUBHOro 6efiKka M MpoKasbLUMUTOHMHA, a TaKXe
OoTpuLaTENbHbIX Pe3yNbTaToB WUCCNEeA0BaHWUA TEMOKYbTYP.
Peb6eHoK 6b11 06C/1eA0BaH Ha MapKepbl LMTOMeEranoBmupyc-
HOM WMH}EKUMM METOAOM MOSIMMEPA3HOW LIEMHOM peaKkuuu:
OHK unMTomeranosupyca B KpOBM HEe 0OBGHapy*KeHa.

Ha ¢oHe KomnnekcHow Tepanuu Habnwoganacb nocre-
neHHas NoJIoXKUTeNbHas AMHaMUKa coCTosiHUA pebeHKa. Ha
31-e cyT rocnutanu3auuun geBoYKa nepeBeeHa Ha CroHTaH-
HOe [blxaHue C nojayen yBlaKHEHHOro Kucnopoga yepes
MacKy. HecmoTps Ha ynydlieHne o6LLero COCTOSHMS, coxpa-
HAIMCb reHepannM3oBaHHas MPaMOPHOCTb KOXHOI0 MOKPO-
Ba M U3BMEHEHUS CO CTOPOHbI MOYEBbLIAENUTENBbHOW CUCTE-
Mbl B Buae npotenHypuu (ot 0,825 go 8 r/n) u remartypum
(ot 6-10 go 100 B n.3p.). MpK 3TOM OTCYTCTBOBANN OTEKM,
coxpaHsinacb ymepeHHas runonpoteMHemus 6e3 runoasnb-
OyMUHEMUM W TunepxosecTepuHeMuun. CoHorpaduyecKku
npoao/iKanu peructpupoBaTtbcs AMPOY3HbIE U3MEHEHUS
napeHX1Mbl NOYeK.

C 37-x cyT rocnuTann3aumnm y 4eBo4kn GUKCMpoBanu cta-
6MNbHO HOpPManbHyl0 Temnepatypy Tena. Mo AaHHbIM PeHT-
reHONOMMYEeCKOro MccneaoBaHusl OpraHoB FPYAHOM KIETKM
(Ha 43-1 cyT) NMHEBMOHUSA paspelwnnacb, pebeHOK Ha4an
npubaBnsATb B Macce Tena, u aHTMbBaKTepuanbHasa Tepanus
Oblla OTMEeHeHa.

Ha naTtble CyTKM nocne oTMeHbl aHTUOUOTUKOB (48-e cyT
rocnutanmsaunm) COCTOAHUE NaLMEHTKM BHOBb YXYALLIMAOCH:
Temnepatypa Tena nosbicunachk 4o 39,3°C, NosSBUINCH Cyxom
HaBA34YMBbLIN Kalleflb, oAbllKa C y4yacTMeM BCrnoMoraTtenb-
HOM MYyCKynaTtypbl, ocnabneHuve AbixaHus U obunue pacce-
SIHHbIX CYXWMX XpWUMOB NPW aycKynbTauuu. B o6wem aHanuse
KPOBM OTMEYanucb BOoCnanuTeNbHble U3SMEHEHUS (IENKOLK-
103 25,2X10°%/n, HeitTpodunes 14,6x10%/n). Mo AaHHbIM
peHTreHorpadum 6bi1a AMarHOCTMpOBaHa NPaBOCTOPOHHASA
oyaroBas MHeBMOHMSA. Ha aTom ¢OHe npoTenHypus yBe-
nnumnack go 10,8 r/n, nosiBUNacb BblpaxKeHHas 3pPUTPO-
LMTYpUS (CBEXKME M BblLLENIOYEHHbIE 3PUTPOLMUTBLI CM/OLWb).
Mpn aTOM N3MeEHeHUs BGENKOBOr0O CreKTpa KPoBK OTCYTCTBO-
Ba/li, YPOBEHb XOJeCTepUHa MOBbLICUACA HE3HaYUTEeNbHO
(mo 7,39 mmonb/n).

Peb6eHKy cHoBa 6blia Ha3HayeHa aHTMbGaKTepuanbHas
Tepanus AByMSs npenapatamu WKUPOKOro CnekTpa AencTBus
M3 rpynnbl pe3epBa (MeponeHeMm, BaHKOMMWLMH), Hauva-
Ta OKCUreHoTepanus, yBefluMyeHa [o3a MpeaHU30/0Ha Ao
5 MI/Kr B CyTKM BHYTPUBEHHO (puc. 2). Ha 54-e cyT rocnuta-
nm3auuun Ha doHe cybdebpunbHOM TemnepaTypbl pa3Buics
GOKanbHbIK CYAOPOXKHbIM MPUNagoK B BWAE 3aKaTbiBaHWS
rnasHblX 960K BBEPX, TOHNYECKOrO HaMpPSKEHUS BEPXHMX
KOHEYHOCTEN, KOTOPbIN Obl/T KYNMPOBaH BHYTPUBEHHbLIM BBE-
[LeHWeM gnazenama.

KonnernanbHbiM (C y4actmem neauartpa, nNyIbMOHOJO-
ra, Hedponora, Kapguosnora, HeBposiora, MHOEKLMOHUCTA)
aHanu3 AMHaMWKKU TeyeHuss 3a6oneBaHUs Ha JaHHOM 3Tane
NO3BOJIU CBSI3aTb COYETAHHYKD HEBPONOrMYECKylo, pecnu-
PaTOPHYIO, MOYEYHYD CUMMNTOMATUKY U CTOMKWME KOMKHble
M3MEHEHNS B BUAE reHepanM30BaHHOIoO ceT4yaToro nBeao
C Hann4mem y pebeHKa BPOXKAEHHOW CUCTEMHOW NaTo/orMu
cocyfoB (reHepann3oBaHHON GnebakTasnn?), obycnosnnea-
lOLLLEN HapYLIEHMS MECTHOM M, B KOHEYHOM UTOre, CUCTEMHOM
reMoavHaMuKW. TPUKM3HEHHAs AMArHOCTMKa, MO3BOASIO-
Was YyTOYHWTb XapaKTep COCYAMCTOM NaToNorMuM B CINOMXMUB-
Lencs cuTtyauuu, 6blna 3aTpygHeHa.



Puc. 2. bonbHas K. B Bo3pacTe 4 mec 18 cyT
Fig. 2. Patient K. at the age of 4 months 18 days
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MpumevaHne. N3MEHEHUS KOXHM NO TUNY CeT4aToro NMBeAo: A — n3obpaxeHne pebeHKa B NoNHbIN pocT; b — neBasf HUKHAS KOHEYHOCTb.
Note. Livedo reticularis skin changes (A — full-length picture of the child, b — the left lower limb).

B nocnepytowme aHM MMeno MecTto HapacTaHue cTe-
NMEeHW TAXKECTU COCTOAHMA 3a CHET CUMMTOMOB CepAeyHO-
NIEro4YyHOM HeaoCcTaTO4YHOCTU. PeBGeHOK BHOBb Obin nepe-
Be[EeH Ha MCKYCCTBEHHYIO BEHTUIALMIO IETKUX B PEXUME
SIMV. MNMpoBoaunnack KOppeKLns MeTaboIMYECKNX HapyLLe-
HWUW, UCMOSIb30BaNNUCb KapAMOTOHWKKW. HecmoTps Ha ocy-
LecTBnsiemMble ne4ebHble MePONPUATUS, COCTOSHMUE AEeBOY-
KW NpPOAOMKaNno NporpeccmMBHO yxyawartbes. Ha 59-e cyt
C MOMEHTa rocnutanmMaauunn npomaolwsia OCTaHOBKa cep-
Ae4YHOW feATeNlbHOCTH, HacTynuna cMmepTb pebeHKa (B BO3-
pacte 4 mec 23 cy).

YynTbiBasi AaHHble aHamHe3a, COBOKYMNMHOCTb KMHUYe-
CKMX CUMNTOMOB M TabOPaTOPHO-MHCTPYMEHTaNbHbIX AaH-
HbIX, @ TaKXe WX OUHAMWKY M TOPNUAHOCTb K MCMNofb3ye-
MbIM MEeTOAaM Tepanuu, 6bl1 YCTaHOBNEH OKOHYaTENbHbIN
AnarHos.

OcHoBHoe 3abonieBaHue: «BpoxaeHHas aHoOManus cuc-
TeMbl nepudepunyeckmx cocygoB. BporkaeHHas reHepann3o-
BaHHasa GpnebaKTasunsi».

Oco)KHeHUS: «BHYTpMOONbHUYHAA NHEBMOHMS, Taxenas
dopma. OcTpbint TYOYyNoOMHTEPCTULMANBbHBIN HEDPUT. UHPEK-
LIMOHHO-TOKCHYecKasa Kapauonatusa. OcTpas cepaeyHo-
nieroyHas Hegoctato4HOCTb Il cTeneHm».

®oHoBoe cocTosHMe: «HeaoHOLWEeHHOCTb 36 Heap.

ConytcTByoume 3abosieBaHms: «JHuedanonatua nepu-
HaTanbHas: CUMHAPOM [ABWraTe/lbHblX HapyleHWW. AHemus
HeOOHOLWEHHbIX».

Puc. 3. [McTonornyeckoe uccneaoBaHne TKaHU Nerkux
Fig. 3. Histological examination of the lung tissue
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MaTtonoroaHaromuyeckoe uccieaoBaHue

B xofe natonoroaHaTOMMY4eCcKOro UccnefoBaHus auar-
HO3 BPOXAEHHOW aHOManuu cucTeMbl nepudbepuyecKmx
COCyaoB 6bln MoaTBepAaeH. bbinu BbIIBNEHbl MPU3HAKK
reHepannM3o0BaHHOW aHrMOAMCNNA3UN C NPEUMYLLECTBEHHBIM
nopaKeHNeM COCyOB FONOBHOrO MO3ra, NIerkux, cepaua,
noyeK, OPbIKENKM U KOXM. MaKpOCKOMUYECKU OTMeEYeEHbI
paclmpeHue, M3BUTOCTb U UCTOHYEHWE CTEHKU COCYAO0B
MSAITKOM MO3roBoM 060/104KM, BPbIXKENKK, MO BUCLLEPASTbHON
nneBpon, Nos 3HA0KaPAOM.

Mpv rMCTONOrMYeCcKOM UccnefoBaHUM B NErkux Ha ¢GoHe
CNMBHOW GUOGPUHO3HO-THOMHOM MHEBMOHMMU, aTeNeKkTa3os,
04aroBbIX WHTPaanbBEONAPHbIX KPOBOUINUAHUA U HOPMU-
pyloLmxcs MHGapKTOB obpallany Ha cebs BHUMaHWe pe3Ko
paclnpeHHble cocydbl (Kak apTepuu, Tak U BeHbl). CTEHKM
ux Oblla HepaBHOMEPHO UCTOHYeHbl. B npocBeTe cocynos
pacnonaranucb GUOGPUHOBBLIE W 3PUTPOLMUTAPHbLIE TPOMObI
(puc. 3). B yTonWeHHbIX cTeHKax GPOHXOB Obln BblpaKeH
aHrmomaTtos. [ONHOKPOBHbIE COCYAbl KanuangpHOro Tuna
pasHoro AuvameTpa pacnonaranucb 6AM3KO ApYyr K Apyry
(puc. 4). B neyeHn oTmevanocb BbIpaXKEHHOE BEHO3HOE
nonHokposue. Cocyabl B 06nacTv nNopTanbHbIX TPaKTOB
UMENU CTEHKY PasfM4yHON TONLWMHbLI, MPOCBET UX OblN pes-
KO pacwupeH (puc. 5). B ronoBHom mo3re 6bi1 06Hapy-
YEH BbIPaXEHHbIN NEePULLENTIONAPHBIN U NEPUBACKYNAPHbIN
oTeK. O4aroBble CKOMNEHMS PaCLUMPEHHbIX U NONHOKPOBHbIX
COCY0B BCTPeYainCb TONbKO B HEKOTOPbIX MONSAX 3PEeHUs

oneparop:

KoweenTapul ¢

FPEOcTh: 708 KOWTPACTHOCTH:3 PaacocTe: @ G6norTen: Sx  Macwtab @ xi
Gon @  Meowirens: 1.80 OTTenox
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MpumeyaHme. OGHapyKeHbl pacluMpeHHble C PasUYHOM TOMLLMHOM CTEHKM COCYAOB NIErkoro (CTpesnku). OKpacka reMaToKCUIMHOM W 303UHOM, X227.
Note. The enlarged lung vessels with different thickness of the wall have been found. Staining: haematoxylin and eosin (magn. X227).
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KnuHu4yecKoe Ha6GaogeHue

Puc. 4. AHrnomaTo3 CcTeHKn 6poHxa
Fig. 4. Angiomatosis of the bronchial wall

Puc. 5. Aptepusi ¢ HepaBHOMEPHbIM
YTONUWEHUEM CTEHKU B NEYEHU
Fig. 5. The artery with uneven wall

Puc. 6. Pe3Ko pacluMpeHHble TOHKOCTEHHbIE
cocyabl MArKOM MO3roBoi 060/104KHM
Fig. 6. Sharply enlarged thin-walled vessels
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MpumeyaHne. OKpacka reMaToKCUIMHOM
1 303MHOM, X64.

Note. Staining: haematoxylin and eosin.
Magn. X64.

1 303UHOM, X64.

Magn. X64.

Puc. 7. ApTepus 1 BApMKO3HO
paclMpeHHble BEHbl Ha rpaHu1LLe KOPKOBOro
1 MO3roBOro BellecTBa B NMoyKe

Fig. 7. The artery and varicose veins at

the border of the cortical and medullary
substance in the kidney

KoHTpacTHaCThI -1 Peakoeme: @
Ll GoH 1 @ L SR ]

Couparan: 200 Macemab @ a2
OTresme B

lMpumeyaHne. OKpacKa reMaToKCUINHOM
W 303MHOM, X227.

Note. Staining: haematoxylin and eosin.
Magn. X227.

BellecTBa rofloBHOro Mosra. Hapagy ¢ aTum Habntoganucb
BblpaXeHHbI aHrMOMaTo3 1 pacluMpeHre NPocBeTa COCyA0B
MSIFKOM MO3roBon 060/104KK. B npocBeTe cocyaos pacnona-
rannucb GUOPUHOBLIE U IPUTPOLIUTAPHbIE TPOMOGbLI (puc. 6).
CTpyKTypa noyeK 6bina coxpaHeHa. Kny6o4yku nmenn obbly-
HblM BMA. Ha rpaHMLe KOpPKOBOro M MO3roBOro Bellectsa
pacrnonarafiMcb HECKONbKO apTepuit 60nbWwOoro guametpa
C YTONWEHHON CTEHKOM M BapUKO3HO paclMpeHHbIMU BEHa-
Mu (puc. 7). B ceneseHKe CTpyKTypa opraHa 6bl1a HapyleHa,
nmmdounaHble GONNUKyNbl Menkue, 6e3 LIeHTPOB pa3MHOXKe-
HWS. YBENMYEHHbIE B AUAMETPe C PE3KO YTOMLLEHHOW CTEH-
KOW apTepuu pacnonaraancb B MPOCOMKax COeAnHUTENbHOM
TKaHW. B oTaenbHbIXx nonsx 3peHus cocygbl GopmupoBanu
KNy6Kn, coctosume ux 3—4 cocynoB (puc. 8). lMpu3HaKku
reHepanuM3oBaHHOM COCYAUCTOM aHoManuuM CONpoBOXAa-
SINCb ANCTPOPUYECKMMMU U HEKPOTUHECKUMKU U3MEHEHUSMM
KapAMOMWOLIUTOB, renaToumToB, ANUTENNOLMTOB KaHanbLeB
noyeK, AUCTPOPUYECKUMU U HEKPOTUHECKMMU UBMEHEHUTMM
C/IN3UCTOM OBONOYKM KULIEYHUKA.

Ha BCKpblTUM pebeHKa Oblna ycTaHOBAEHa annasus
TMMmyca. HenocpeacTBEHHOM MPUYUHON CMEPTH SIBUIOCH pas-
BUTWE NIEro4HO-cepaeyHon HefocTaTo4yHOCTH Il cTenenu.

thickening in the liver
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MpumedaHne. OKpacka reMaToKCUIUHOM

Note. Staining: haematoxylin and eosin.

of the pia mater
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MprmeyaHne. OKpacka reMaToKCUIVHOM
1 303UHOM, X64.

Note. Staining: haematoxylin and eosin.
Magn. X64.

Puc. 8. PacwwnpeHHble cocyabl cpeaun

paspacTaHuii CoeJMHUTENBHOM TKaHK

B Cene3eHKe

Fig. 8. Enlarged vessels in connective
tissue overgrowths in the spleen
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lMpumeyaHne. OKpacKa reMaToKCUINHOM
1 303MHOM, X227.

Note. Staining: haematoxylin and eosin.
Magn. X227.

[MaTonoroaHaToMMYeCKuUM anarHos:

OcHoBHoe 3abosneBaHue: «MHOXKECTBEHHble BPOMXAEH-
Hble NOPOKK pa3BuTua: 1. BpoxKaeHHas reHepann3oBaHHas
dnebaKTasunsa. AHrMoMaTo3 COCYyA0B MSATKOM MO3roBon 060-
NI0YKM, BelecTBa ro0OBHOrO MO3ra, Ierkux, CTEHOK GPOH-
XOB, MOYEK, MeYeHU, ceneseHku. 2. Annasuns Tumyca.

OC/10}KHEHUS OCHOBHOIro 3ab0seBaHus: «[JBYCTOPOHHAS
ToTaNbHas CePO3HO-THOMHAs MHEBMOHUS. PeaHMMaLMOHHble
MEeponpUATUS, UCKYCCTBEHHAsA BEHTUAALMSA Nerkux (Mo AaH-
HbIM UCTOpUK 6onesHu). NMepmnBacKynspHbIA OTEK U Habyxa-
HWe rONOBHOIMO MO3ra, AUCTPOOUYECKME WUBMEHEHUS HeW-
POLIMTOB KOpbl U NMOAKOPKOBLIX Afep. benkosas auctpodus
KapAMOMMOLIUTOB, renaToLnToB, ANUTENNOLMTOB KaHanbLeB
noyek. Auctpodryeckme n HEKPOTUHECKNE U3MEHEHUS CNK-
3MCTOM 0BONOYKM KULIEYHMKaY.

®PoHoBoOEe 3aboseBaHMe: «HeJOHOWEHHOCTb 36 Hey.

ConytetByioljee 3aboneBaHne: <AHEMUSA HELOHOLWEHHbIX
(MO AaHHBbIM UCTOPUKN BONE3HM)».

OBCYXAEHME
BpoxaeHHas reHepanM3oBaHHas dnebakTasus, an BPoXK-
[IeHHasa TeneaHrMakratMyeckas MpamopHas Koxa (BTMK),



ABNAETCH MOPOKOM pPasBUTUSA cocydoB. [aHHbi CUHAPOM
BrnepBble 6b1 onucaH B 1922 r. Van Lohuizen [8]. BTMK
aBnseTcs peakum 3abosieBaHMEM: ONy6/MKOBAHO onucaHue
HeMHornm 6onee 300 cny4yaes [9, 10]. NpeanonaraeTcs BO3-
MOXHOCTb ayTOCOMHO-AOMWHAHTHOIO HacNeAoBaHUs C HU3-
KOW NeHeTpaHTHOCTbIO [9].

MmeloTcss coobLLEHNS, YTO Y NUL, KEHCKoro nona BMTK
pa3BMBaAETCS HECKOJIbKO Yalle M Y HUX MMEETCH TeHAEHLMA
K reHepann3oBaHHbIM dopmaM 3abosieBaHus, 04HaKO YMCNOo
OMNUCaHHbIX Cly4aeB HEBENMKO, U Pa3InMyns He SBASIOTCS CTa-
TUCTUYECKM 3Ha4yMmbiMu [10]. MNpu gaHHOM CMHAPOME OTMe-
yaeTcs Me3oaepMalbHbli AePeKT B BUAE IKTa3UU Kanuang-
POB M BEH, YEM MOXKET OOBACHATLCA COHETAHMEM BPOXKAEH-
HOW TeneaHrnMaKTaTU4eCKOM MPaMOPHOM KOXW C OPYyruMHM
Me3o4epMalbHbIMU BPOXKAEHHbIMM 3ab6oneBaHmamu [11].

OCHOBHbIM KMHMYeCKUM nposieneHneM BTMK saBnsetca
Hannyune y pebeHKa C POXKAEHUS CETHATOrO PUCYHKA OT Kpac-
HOro 4O CMHErO LiBETa, HAaNoOMWHaIoLWLEero TPaH3MTOPHOE N3me-
HEHWe Y HOBOPOXKAEHHbIX — «MPAMOPHYIO KOXY», HO OT/IMYato-
uerocs 66nblIen BblpaXEeHHOCTbIO U MOCTOSHCTBOM. MHoraa
CUMMTOMaTMKa pa3BMBaETCs No3xe — oT 3 Mec A0 2 feT.
MN3MeHeHnss MOryT 3aTparuBaTb TOSIbKO KOMY KOHEYHOCTH,
yacTu TynoBsula (NoKann3oBaHHbIM cuHapom BTMK) nnu pac-
NPOCTPaHATLCA Ha 60/bliMe NOBEPXHOCTU (FreHepanun3oBaH-
Hasa BTMK) [12-14]. MNpun dn3nyecKon Harpyske, Kpuke, nna-
ye LBET YCUIMBAETCS, HE CYE3aET NPU TPEHUMU U COrpeBaHNmU
[15-18]. B 6ruonTaTte KoK BO BCEX CNOSAX AEPMbI U B MOAKOXK-
HOM KJIeTY4aTKEe OOHapYyXKMBalOTCA AUNATUMPOBAaHHbIE Kanwi-
NFpbl U BEHYANbl. [MCTONOrMYECKME M3MEHEHUS MOTYT OblTb
HESIBHbIMU U HE UMETb AMarHOCTUYECKOM LieHHoCTH [11].

[ns NnoCTaHOBKM AMarHo3a B HacTosilee Bpems npes-
naraetca Mcnosnb3oBaTb GOMblWME U Manble KIMHWYECKME
KpuTepuun. bonblive KpuTepuu: BPOXKAEHHas MpamopHas
JpuTeMa, He ucyezalolwas npu HarpeBaHuu, OTCyTCTBME
BEHO3HbIX 3KTa3u. Manble KpuTepum: NOCTENEHHOE YMEHb-
LEHWE 3pUTEMDBI B TeYeHHe 2 NIET; HaNn4Me Ha HemopaKeH-
HOM y4acTKe NniaMeHeloLWero HeByca UM MOHIONbCKOro NAT-
Ha, TeleaHrMaKTa3nm1; U3bA3BAEHUS 1 aTpodus B Npegenax
o4yaroB MpaMopHoK apuTemsbl [14].

KaKk npaBuno, cepbe3HblX OCAOKHEHUN MPU CUHAPOME
BTMK He oTMe4eHo. Y 601blIMHCTBA NaLMEHTOB COCYAUCTbIN
PUCYHOK C BO3pacToM MocCTeneHHO 6neaHeet. Haubonee
3aMeTHOE M3MEHEHME NPOUCXOANT B TedeHMe NepBoro roga
YU3HU. MOryT pa3BUTbCHA y4aCTKM aTpoduu, M3bA3BEHUS
MU pybuoBble M3MeHeHua [19-21]. pu nokannusoBaHHOM
dopMe MONKET ObITb YMEHbLIEH AMAMETP KOHe4yHocTW. pu
reHepannsoBaHHbix dopmax BTMK B 50-80% cnyyaes
HabnAalTCs coYeTaHHble HEBPONIOrMYECKUE, COCYANCTbIE,
odTaNbMONOrMYECKME U CKENETHbIE aHOMaauu, KoTopble
MOTYT OKa3blBaTb BAUSHWE Ha NPOrHo3 [22-24].

MpeactaBneHHbIM KTMHUYECKUIM CllyYal Bbl3blBaeT HECO-
MHEHHbI MHTEpPEeC B CBA3M C PEAKOCTbI0 HE TOMbKO CUHA-
poma BMTK, HO ¥ onucbiBaeMon COYETAHHOW MaTONOrMM.
Y pebeHKa C KIMHMYECKOW CMMMTOMAaTUMKOW reHepanu3o-
BaHHOW popmbl BMTK oTMe4vanocb HETUNWYHO TaXKenoe ans
JaHHOro 3aboneBaHua TEYEHME, YTO CYLLECTBEHHO OC/IOXK-
HWNO MOCTAHOBKY AMarHo3a M 6bl10 CBA3AHO C HalnyueM
MHOXECTBEHHbIX MOPOKOB Pa3BUTUS.

TpyAHOCTb AMArHOCTUKU CUHAPOMA reHepanM30BaHHOM
BMTK B gaHHOM Bo3pacTe 06yc/oBieHa Hanninem psiga cocto-
AHWUI M 3a60N1EBAHUIN, COMPOBOXKAAILMXCSA UBMEHEHUSMU KOXKMU
B BUOE ee MpaMOpHOCTU. K HUM oTHOoCcATCS dU3MONornyeckoe
livedo reticularis HOBOPOXAEHHbIX; MPAaMOPHbIA PUCYHOK KOXMH,
BO3HMWKAIOWMIA MPKU Pa3/IMYHbIX MATONOrMYECKMUX COCTOSHUSIX,
COMPOBOXKAAEMbIX U3BMEHEHWEM TOHYCa KPOBEHOCHbIX COCYAO0B,
MpU IMXopagoyHbIX 3a60/eBaHUaX, HEKOTOPbLIX NMOPOKax cepa-
La, Npy pasfiMyHbIX CUCTEMHbIX 3a6oneBaHusax 1 T.4. [11].

Y Habnogaemoro Hamu pebeHKa NOMUMO KOXKHbIX Mpo-
ABNEHUN Ha poHe Taxenon dopmMbl pecnnpaTopHOr UHPEK-
MM B Te4YEeHWe BCero BpeMeHU npebbiBaHus B cTauMoHape
COXPaHSANUCb TOPMUAHbIE K Tepanuu MOYEBOW CWUHAPOM,
HeBpoOorMyecKkass CMMNTOMaTKa U USMEHEHUS CO CTOPOHbI
cepaua, TpaKTyeMble KaK «MHDEKLMOHHO-TOKCHYecKas Kap-
avonaTtus», ¢ pasBUTMEM W HapacTaHMEM MPU3HAKOB cep-
[Ee4YHOM HeJOCTAaTOYHOCTH.

MN3n0xKeHHOoe Bhbllle MO3BOAMAO MPEAnoNOKUTb, YTO He-
GPOTUYECKUIN CUHOPOM Hapsiy C HEBPOIOrMYECKON, pecnu-
paTopHOM, KapauanbHOM CUMMNTOMATUKON U U3MEHEHUAMM
KOXW B BMAE CTOMKOW MPaMOPHOCTU OblIN MPOSBIEHUEM
CUCTEMHOrO MNOpa*KeHWs COCyaoB, YTO W Mpeponpenensno
TOPNMUAHOCTb TEYEHUS U PE3UCTEHTHOCTb K Tepanuu. B aaH-
HOM cflydae NpoTEMHYpUS U rematypusi 6bian obycrnoBne-
Hbl MOPa*KEHUMEM B YMCe OCTajlbHbIX COCYAOB W COCYAW-
CTOM CUCTEMbI NMOYEK C NpexoasaWwmMm nponoreBaHMemM 6enka
N 3PUTPOLMTOB B KaHasbLibl MOYEK.

370 NpeanonoXeHne OblI0 MOATBEPKAEHO B XoAe naTo-
JIOroaHaTOMMYECKOro uccnefoBaHus. Y pebeHKa BblfBEHbI
COYeTaHHble COCyanCTble ManbdopMaLMK C MPEUMYLLECTBEH-
HbIM MOPaXEHWEM COCYAOB rO/I0BHOMO MO3ra, Nerkux, cepa-
La, NovyeK u 6pbhKenkn. NOpoK pas3BUTUS XapaKTepnaosascs
BOBJ/IEYEHNEM B MPOLLECC HE TONMIbKO BEHO3HOro M Kanuinsp-
HOro pycna, HO M apTepui, W COMPOBOXKAANCA HapyLleHUem
MECTHOM U CUCTEMHOW remMOAMHaAMUKM U HapacTaloWwmnMKn auc-
TPODUYECKMUMM N HEKPOTUYECKUMM NBMEHEHNUAMM TKAHEN COOT-
BETCTBYIOLMX OPraHoB C HapylleHneM MX GyHKUMK. OTmeyeH
BbIPaXKEHHbIM aHrMOMaTO3 COCYA0B MSArKOM MO3roBOM 060/104-
KW, CTEHKN BPOHXOB 1 cenedeHKkn. Kpome Toro, B ONMcbiIBaEMOM
cnyyae obpalianu Ha cebst BHUMaHWUE TAKECTb MHOEKLMOHHOIO
fpoLecca CO CTOPOHbI AblXaTeNbHOW CUCTEMbI, €ro peLunaun-
BUpYlOLLEE TEYEHME M YCTOMYMBOCTb K MPOBOAMMON Teparnuu,
BK/IIOYaBLLEN NocneaoBaTesbHy0 CMeHy KOMOMHaLMIM aHTUOaK-
TepuanbHbIX NPenapaToB LUMPOKOro CNeKTpa AENCTBUS, Heoa-
HOKpaTHYl0 MapeHTepanbHylo MHOY3NO MMMYHOTNO6YIMHOB.
Ha Haw B3rnsja, ¢ 04HOM CTOPOHbI, HaM4yMe COCyaNCTOro Nopo-
Ka, COMPOBOXAAEMOro onpeaeneHHbIM HapyleHUeM reMoau-
HaMUKWM TKaHen BPOHXOIErOYHOM CUCTEMbI, Npeapacnonarano
K pasBUTUIO MUHDEKLIMOHHbIX OCTOXHEHWI, C APYron — yrnopHoe
Te4yeHne 6bin0 06YCNOBAEHO MMMYHOAEDULMTOM BCREACTBUE
annasuu Tumyca. lMpu *M3Hn 60/1bHOM AaHHbIM AMarHo3 He pac-
cMaTpuBascs, Tak KaK MHOEKLMOHHbIE MOPaXKeHWUs Kacanucb
TO/bKO AbIXaTelbHOM CUCTEMbI NMPU OTCYTCTBUM LPYrMX O4aros,
OTCYTCTBOBa/l aHaMHe3 peuuanBUPYIOWMX UHPEKLIMIA, KaHau-
[AO3HOrO MOPAKEHUs, TMMBONEHNH, YTO, YYUTbIBas TaKKe BO3-
pacT NauMeHTKM (MepBble MECSLbl U3HM), U 3aTPYAHWO Anar-
HOCTMKY NePBUYHOIO UMMYyHOAepULIMTA.

B pocTtynHon nutepatype nogobHoe coyeTaHne NopoKoB
pa3BUTUSA COCYAOB M annasuu TUMyca HaMu He HaWaeHo.
M3 cnuctemHbix aHoManun y geten ¢ BMTK onucbiBatoTcs re-
MaHrmoma [20], BpPOXKAEHHbIM MUTMEHTUPOBAHHbLIN HEBYC,
naTHa «Kode C MOJSIOKOM», annasdus KOXW, KapauanbHble
ManbdopMaLnn, rmnocnaans 1 NOAMKUCTO3 novek [25-27],
rMNOTUPEODS, 3NaCTONN3 [22], TUTMEHTHbIE COoCcyaANCTbIE daKo-
MaTo3bl [26], CUHAAKTUANS, CTEHO3UPYIOLWLMK TEHOAUHUT, AUC-
nnasua Ta3o6epeHHoro cyctaBa, KoCcoanocTb, pacliefiMHa
Heba, MWKPOrHaTU§, CKOAMO3, FMMNOMnIasus NoAB3AOLHbIX
1 6eapeHHbIX BEH, aTpe3uns aHyca [20, 23, 28], numborncTmo-
uMTO3 [29], CTEHO3 NOAB3A0LWHON apTepun [23].

3AK/TIIOMEHME

OnucaHHbIM cnyYyan NO3BOMSET paclUMPUTb HallK npea-
CTaBNE€HUA O MHOroo6pasnu KINHWUYECKUX MPOSABAEHUN
BPOX/AEHHbIX aHMMOAMCMNNA3UI, a TaKKe BO3MOMKHbIX WX
COYEeTaHWM C APYrMMK MOPOKaMK Pa3BUTHS, YTO B KOHEYHOM
nTore 6yaeTr cnoco6CcTBOBaTb YAYYLIEHWUIO KadvecTBa guar-
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KnuHu4yecKoe Ha6GaogeHue

HOCTMKM 3TOW NaToNOrMMW M COBEPLLUEHCTBOBAHUIO TaKTUKK
BeAEeHUs NOoA0GHbIX MNaLUeHTOB.

UWHO®OPMUPOBAHHOE COINIACUE

OT mMaTepu nauueHTa nojy4eHo A06POBOSbHOE MUCh-
MeHHOoe MHOPMUPOBAHHOE cornacue Ha nNybaMKauuio ero
M306parKEHNN B MEAULIMHCKOM XypHasne, BK/to4as ero afek-
TPOHHYI0 BepCUIo (gaTa nognucaHusa 05.06.2018 r.).
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