Haobnwoenusa uz npakmuxu
Selected reports

Bronnemens uzuonozuu u namonozuu
ovixanus, Boinyck 82, 2021

Bulletin Physiology and Pathology of
Respiration, Issue 82, 2021

VIK 616-006.311.03:618.3-06]-036-08:618.5-089.888.61
DOI: 10.36604/1998-5029- 2021-82-96-106

KJIUHUYECKOE HABJIIOAEHUE BOJIbHOM TEMAHTHOMATO30M
C IOPA’KEHUEM KOXH, TOAKOXHOM KJIETYATKH, JET'KUX, ’KEJYIKA,
KNIIEYHUKA, ITIEYEHU, IOYEK, IO3BOHOYHUKA

B.B.Boiinexosckuii!, O.B.JIutBak?, B.A.CamoxsaJios?, O.B.I'aiiraposa?, E.JI.Haymenko?, E.A.®uraroBa’

IPedepanvroe cocydapemeaenioe 6100cemuoe 0OPaA306aMeNbHOE YUPeNcOeHUe BbICUe20 00PA308AHUS
«Amypckas cocyoapcmeennasn meouyuncras akademusy Munucmepcemea 30pasooxpanenust Poccutickot @edepayuu,
675000, 2. Fnazosewenck, yn. Iopvkoeco, 95
’Tocydapcmeennoe agmoHoOMHOE yupedcoeHue 30pasooxpanenus Amypckou obnacmu «Amypckas oonacmuast
KIUHUYeckas oonvruyay, 675028, e. Bracosewenck, yi. Bopoukosa, 26

PE3IOME. Ilean. B padoTe mpoaeMOHCTpUPOBaH KIIMHUYECKUHN CITydail KpaifHe PEeIKOM MaToI0T i — TEMaHIHOMAaTO3
C MIOpaXEHNUEM KOXH, TIOJKOKHON KJIETYATKH, JIETKUX, JKETy/IKa, KHIIIEYHUKA, IeYeHH, TOYeK, TO3BOHOYHHKA. Pe3yabrarTshl.
[MTarmenTka JI., pogunack B 1994 1. ¢ MHOYKECTBEHHBIMU FeMaHTHOMaMu. HacieIcTBEHHOCTh 1O COCYIUCTBIM OITyXOJISIM
HE MPOCIICKUBAIACH. B IeTCTBE MPHUIIUIOCH ONIEPATUBHBIM IIyTEM YIATUTh HECKOJILKO KPYITHBIX TeMaHruoM. O0paTiiach
B AMYypCKHI1 00J1aCTHO! TIepUHATAILHBIHN LICHTP 110 TTOBOY IEPBOI OEPEMEHHOCTHU. BbIT BRICOKMM PHUCK TEMOPPArHIeCKUX
OCJIO’)KHEHUH B CBSI3M C TIOPAKEHUEM BHYTPEHHHUX OPraHOB, B MEPBYIO odepeb — JIETKUX. [I0CKOIbKY UMENOCh MHOXKE-
CTBCHHOC MOPaKCHHUE MTO3BOHKOB, HEHPOAKCHANIbHBIC METOIbI 00€300IMBaHuUs OBLIO PEIICHO HE HCIIOIB30BaTh. MeTOmOM
aHECTE3MOJIOTHMUCCKOTO MOCOOMSI ObLTH BEIOPAHBI TOTAIbHAS BHYTPHUBEHHAS aHECTE3Us U UCKYCCTBEHHASI BEHTUJISIIINS JICT-
KHX I10J] KOHTPOJIEM OPOHXOCKOIUH. | @eMaHTMOMATO3 C MOPaKCHUEM BHYTPECHHHX OPraHOB IMOCTYKHJI IMOKa3aHUSIMH K
orepanuu kecapeBo ceuenue. Onepanus nmpoiuia 6e3 ocIoKHeHH. PeOeHOK poauics 3M0poBbIiM. 3akiiouenne. B 60i1b-
IIMHCTBE CJTyYacB 3HAYUTEIBHOMN Po0JIeMOM TeMaHTHOMATO3a SIBJISIFOTCS KocMeTnueckue nedekTsl. Ho B psie cutyaruid,
HarpuMep, IPH OEPEMEHHOCTH, BO3HHKAET BHICOKHI PUCK pa3pbiBa TEMaHTHOM M pa3BUTHsI KPOBOTeUCHUH. B 3TOM ciiyyae
BBIOOp METO/Ia POIOPA3PCHICHHSI U aHECTE3UOIOTHYCSCKOTO MOCOOHS 3aBUCHT OT JIOKAITM3ALUH TEMaHTHOM.

Kniouesvie cnosa: eemaneuomamos, nopasjcenue HYmMpeHHUxX Opeanos npu 2emManesuomMamose, 6epemMeHHoCms, pooo-
paspeuietue, Kecapeso cedenue.

CLINICAL OBSERVATION OF A PATIENT WITH HEMANGIOMATOSIS INVOLVING

SKIN, SUBCUTANEOQOUS TISSUE, LUNG, STOMACH, INTESTINAL,
LIVER, KIDNEY, SPINE

V.V.Voytsekhovskiy', O.V.Litvak?, V.A.Samokhvalov?, O.V.Gaidarova?, E.D.Naumenko?, E.A. Filatova?
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SUMMARY. Aim. The work demonstrates a clinical case of an extremely rare pathology — hemangiomatosis with
damage to the skin, subcutaneous tissue, lungs, stomach, intestinal, liver, kidneys, and spine. Results. Patient L., born in
1994 with multiple hemangiomas. No heredity was observed for vascular tumors. In childhood, several large hemangiomas
had to be surgically removed. She resorted to the Amur Regional Perinatal Center about her first pregnancy. There was a
high risk of hemorrhagic complications due to damage to internal organs, primarily the lungs. Since there were multiple
lesions of the vertebrae, it was decided not to use neuraxial methods of anesthesia. Total intravenous anesthesia and artificial
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ventilation of the lungs under the control of bronchoscopy were chosen by the method of anesthesia. Hemangiomatosis
with lesions of internal organs was the indication for a Cesarean section. The operation took place without complications.
The child was born healthy. Conclusion. In most cases, cosmetic defects are a significant problem of hemangiomatosis.
However, in a number of situations, for example during pregnancy, there is a high risk of rupture of hemangiomas and the
development of bleeding. In this case, the choice of the method of delivery and anesthesia depends on the location of the

hemangiomas.

Key words: hemangiomatosis, damage to internal organs at hemangiomatosis, pregnancy, delivery, Cesarean section.

CocyaucThle aHOMAaJIMH TPEJCTaBISIIOT CO00i reTepo-
TeHHYIO TPYIITY BPOXIEHHON MaToyioruu cocynoB. OHU
TIOAPA3IEIISIIOTCSl Ha COCYUCTBIE OMyXOJIU B MaJib(opMma-
LUK, OTIIMYAIOIIUECs CIIeIM(PUIECKUM CTPOSHHEM, MaTo-
¢dusnonorue, 0COOEHHOCTSMY KIIMHUYECKOTO TEUSHHS U
TOAXOJ]AMH K JIeueHHI0. [ eMaHrrnoma siBisieTcs HauboJee
Y4acTO BCTPEYAIOILIeiCcsl COCyAMCTON ommyxoibio. JInmparu-
YeCcKHUe, KalWUIIPHbIE, BEHO3HBIE M apTEepPHOBEHO3HBIE
Masib(hOpManu COCTABISIIOT OONBIIYI0 YacTh MMOPOKOB
pa3BUTHS COCYIOB. B HacTosiiee BpeMst JUIsl CCTeMarn3a-
LUK COCYIMCTBIX aHOMAJIHH HCIIONB3YIOT KIIacCHU(PUKAIINIO
Mex1yHapOHOTO 00IIeCTBA U3yUSHHUSI COCYUCTHIX aHO-
maymit ISSVA (International Society for the Study of Vas-
cular Anomalies) [1]. /Jlannas knaccudukanms ocHOBaHA
Ha WCCJIENOBAaHUSX T'€MOJMHAMHUKH, TPOBEICHHBIX
J.B.Mulliken, J.Glowacki [2]. 'emanrnomaros — cucrem-
HBIE OITyXOJIEBBIE Pa3pacTaHus COCYAOB C HATMYNEM MHO-
YKECTBA TEMaHTMOM B Pa3JIUUHBIX YYaCTKaX OpraHu3Ma.

I'emaHnrroMa KOXKH y B3pOCJBIX BCTpEYaeTcsi, HO He
4acTo, TaK KaK OOJIBIIMHCTBO OITyXOJIel CaMOCTOSITENTbHO
paccacsiBaroTcs elie B 1eTckoM Bospacte [3]. Eciu moxo-
»Kee HOBOOOpa30BaHUE TIOSIBUIIOCH HA KOYKE B3POCIIOTO Ye-
JIOBEKa, IJI€ JI0 ATOTO He ObLJIO0 HUKAKHX TOBEPXHOCTHBIX
JIe()eKTOB, TO Takas OIyXoJb TPeOyeT THIaTeIbHON Juar-
HOCTUKH. Ecim B IeTCTBEe reMaHrnoMa BeIpaXkKeHa cinabo
(B BUEe CcaauHbBI WM HEOOJBIIOTO MSATHBINIKA), TO BO
B3pOCIIOM BO3PAacTe IO ACHCTBUEM OIPEJIENICHHBIX (aK-
TOPOB OHa MOYKET PacTu M yBenuuuBathes [4]. I'eman-
THOMBI (DOPMHPYIOTCSI, KaK MPAaBHJIO, HA KOXKE TOJIOBBI,
JIMIIQ, IeU U PeKe — Ha TYJIOBHIIE U KOHEYHOCTSIX. 3100~
JICHHBIMH JIOKAIIUSIMH BO BHYTPEHHHUX OpraHax SIBIISIOTCS
Me4eHb, KOCTH, JieTkue [4].

['eMaHTHOMBI BCTpEYAIOTCS PUMEPHO Y ACCATH U3 CTa
MaJIbIIIeH, Jamie y AeBoYeK, YeM y MaJIbUUKOB (B COOT-
HoureHuu 3:1) v y HeoHONIEHHBIX AeTel. KomnuecTBo re-
MaHTHOM y peOeHKa MOXKET BapbUpOBarTh OT OJAHOHM 0
HECKOJIbKHX COTEH. [ eMaHTHOMBI MOT'YT OBITh KaK M30JIH-
POBaHHBIMH KO)KHBIMH ITOPAXKEHUSIMH, TAK U IIPOSIBICHUEM
CJIOKHBIX HACJEICTBEHHBIX CHHApPOMOB. KimHMueckue
MIPOSIBIICHUSI TeMaHTHOM MMEIOT XapaKTepHble 0COOCHHO-
CTH U SABJISIIOTCA BEIYIIMMHU B UX TuarHoctuke. Y 80% ma-
LIMEHTOB FEMaHTUOMBI TTOSIBJISIIOTCS B BO3pacTe OT 2 HeZelb
JI0 2 MECSIIIEB, Y OCTAIBHBIX MOTYT OBITh 3aMEUEHBI yKe
pu pokaeHuu [3-5].

KnuHudeckoe Te4eHHEe TeMaHTHOM MOXKHO TTOJ[paszie-
JIUTh Ha TPU OCHOBHBIC (ha3bl (cTamun): pocta (mponude-
parun); cradbru3ayu (OCTAaHOBKH POCTA); CIIOHTAHHOM
perpeccuu (CaMoCTOSATEILHOTO paccachiBanus) [3—5].

BoNbIIMHCTBO reMaHTHOM pErpecCHpyIOT JIMIIb Ya-
CTHYHO, OCTaBJISIS TTOCIIE cedst runepTpodHio 1tk aTpo-
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(U0 MATKHUX TKaHEH, M3MEHEHHs] BHEIIHErO BUJIA KOXKH,
0CTaTOYHbIE TIOKOKHBIE U BHYTPUKOXKHBIE cOoCybl. B me-
PHOJl aKTHBHOTO POCTA FTeMaHTHOMa MOYKET U3bSI3BIISITHCS,
KpPOBOTOUHUTb, HH(PHUIIUPOBATHCS, IIPOPACTATh B MOJIEKA-
M€ CTPYKTYPHI ¥ OPTraHbl, HApyIIaTh XMU3HEHHO Ba)KHBIE
(YHKIIMHM, YTO MOXKET MIPUBECTU K WHBAIHU3ALNH MaIH-
eHta [3-5].

Bb1IensroT npocThie reMaHTHOMBI (PacIioJiararorecs
Ha KOK€), KaBepHO3HbIE (pacrioyiararomrecs moj Koxen),
KOMOMHHUPOBAHHBIE (MMEIOIINE KOXKHYIO M TIOAKOKHYIO
YacTh) U CMEIIAHHBIE TEMaHTUOMBI (COYETAOIINECS C JIpY-
THMH OIYXOJISIMH — JTMMQOMO, KepaTtomoii, Gudpomoii u
ap.) [3-5].

Nmeercss MHOTOOOpa3ue KIMHUYECKUX (HOPM TeMaH-
THOM: OT MaJIEHBKOT'O Y3JI0BOTO 00pa30BaHHusl (OMHOUHBIE)
IO pacpOCTPAHEHHOM OIyX0JH (MHOXKECTBEHHBIC), 3aHHU-
MarolIel HECKOJIbKO aHaTOMHYECKHUX 00JacTel 1 Jaxe pe-
30pOUpyIONIel KOCTH deperna MW JIMIEBOrO CKeJeTa,
Hapymaromeil (yHKIUU aHaTOMUYEeCKUX opraHoB. Jlo-
BOJILHO YaCTO FreMaHTHOMBI JIUI[A MOTYT HPUBOIUTD K HEK-
pO3y TKaHe# ¢ KOCMETHYECKUMH Jie(eKTaMu BeK, HOCa,
ry0, yieii. [Ipu Hadu4unu Ha KoXe Tpex U Ooliee reMaH-
THOM JIOJDKHO OBITB MpoBezieHo Y3 BHYTpeHHHX OpraHoB
C 1IEJIbI0 PAHHETO BBISIBIICHUS U JICUCHHS] BHYTPEHHUX CO-
CYIMCTBIX HOBOOOpa3zoBaHwuii [4, 6].

M. Waner et al. [7] ortucanu 232 citydast JIUIEBBIX HH-
(aHTHIBHBIX reMaHroM y 205 ManueHToB U COMOCTaBUIIN
UX C XapaKTepOM POCTa OITyXOJIH M KIIMHUUECKUMH OCII0XK-
HeHusiMu. Cpear MpoaHaTM3UPOBAHHBIX TEMAaHTHOM ObLIH
OUEBUJIHBI JIBE€ MOJIENM pocTa onmyxoyuu: odarosas (177
ouaroB wi 76,3%) u quddysHast (55 ouaros wiu 23,7%).
doxanbHbIE FTeMaHTHOMBI ONIMCAHBI B 22 MEeCTaX BO3HUK-
HOBEHHUS, BCE PSJIOM C JHHUSMH ME3CHXUMAJIBHOTO MU
ME3eHXUMaJIbHO-OKTOAEPMAILHOTO CIUSHUSI SMOPUOHOB.
55 nudy3HBIX TeMaHTHOM UMEIH CErMEHTapHOE TKaHe-
BO€ pacrpe/iesieHHe U, TAKUM 00pa3oM, ObUIH 0003HAYEHBI
Kak JI0OHO-HOcOoBBIe (15 moBpexnenwuii, 27%), BepXxHeue-
mocTHbIe (19 moBpexxaeHuit, 35%) Win HUKHEUCITFOCTHRIC
(21 nopaxenue, 38%). SI3BbI BcTpedanuch B 3 pasa yaiie
y HanueHToB ¢ quddy3HpMu remManruomamu (21 u3 41,
51%), yeM y manueHTOB ¢ 04aroBLIMUA reMaHruoMaMu (28
u3 164, 17%). OOCTpyKIUs IbIXaTeNbHBIX ITyTei Oblia Xa-
paxrepHa uist 1M PY3HBIX TEMAHTUOM HU)KHEH YEITFOCTH.
ABTOpBI IPHILIHA K BEIBOALY, YTO JIMIIEBbIC HH(AHTHIbHbIC
TeMaHI'MOMBI BO3HUKAIOT T10 JBYM PA3IMYHBIM THIIAM I10-
paKEHUS TKaHEi: OYaroBbIi THUI C MOXOXKUM Ha OIyXOJIb
BHUJIOM U MEHEE pacipoCTpaHeHHbIN U Qy3HBIN THII C TIO-
sieieHreM Ossiek. [lng dy3Hble mopaskeHus Jariie 0CIoxkK-
HSIIOTCSI M3bS3BICHUEM WM OOCTPYKIIMEH JbIXaTeIbHBIX
myTeil U AEMOHCTPUPYIOT MOPA3UTEILHO CErMEHTapHBII
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xapakrtep pacnpezeneHus. @okanbHble TEMaHTHOMBI, Ha-
MIPOTHB, IEMOHCTPHUPYIOT MTPEIPACIIONOKEHHOCTh K y4acT-
KaM 3MOPHOJIOTHYCCKOTO CIIHUSHUSA [7].

J.Zaremba et al. [8] cooOmurim 0 4 TOPaKCHHBIX JIUII B
3 NMOKOJICHUSX, BKJTFOUAsi OTIA U 2 €T0 ChIHOBeH. O1H ma-
LIMEeHT yMep B Bo3pacte 28 JeT BCIECTBUE HAIMYUS MHO-
YKECTBEHHBIX PACHIMPEHHBIX TOHKOCTEHHBIX COCYIIOB B
TOJIOBHOM Mo3re. [ eMaHrMOMBI y HETO Tak ke pacrojara-
JIMCh HA KOXKE JICBOTO IUIe4a, PyKH U Npearuieubs. Y Opara
Ppa3BUIICA JIEBOCTOPOHHUI remumnapes B 13 seT, oH ymep B
19 net nocie HeyJaYHON MOMBITKH PE3EKIMH CTUHAIBHON
anruombl B oomactu C6-T1 (BbI3BaBIICH cuHApoM [opHEpa
u cunpom bpoyH-Cekapa), y Hero Oblila aHTHOMa B JIEBOU
JIOOHO-BHCOYHOM OOJIaCTH M BTOpas HaJ IMPaBbIM COC-
LIEBUIHBIM OTPOCTKOM. Y HX OTLA B 58 jeT pa3Busics Jje-
BOCTOPOHHUH TeMHITape3, ObUTH AMHM30/bI TIOYEYHOTO U
KETYIOYHO-KHIIIEYHOTO KPOBOTEUSHHs. AHTHOMBI pac-
TIOJIaraJIMCh Ha TPY/IU U JIEBOM Oezipe. Y Jjouepu cTapiiero
U3 €ro ChIHOBEH (ymepiiero B 28 jiet) ObUIO 3 aHTHOMBI B
MOSICHUYHO-KPECTLOBOM obnactu 1 | Ha JIeBO JIa/IOHU.
[NopakeHne HIEHTpaTbLHOW HEPBHOM CHCTEMBI HATOMUHAJIO
W3MEHEHHs paHee ONMCAHHbIE B HCIaHICKOH CeMbe, O KO-
Topoii B 1947 rony coobmmmu H.A.Kidd, J.N.Cumings [9],
HO B TOW CEMbe HE OBbLIO KOYKHBIX aHTHOM.

E.C.Burke et al. [10] 6bu10 O1y0/IMKOBaHO HAOJFOICHHE
JIBYX HEpOJICTBEHHBIX MIIAJICHIIEB C OOJNBIINM KOJIHYe-
CTBOM MEJIKMX I'€MaHTMOM Ha MHOTHX Y4acCTKax KOXH, a
TaKXe B TOJIOBHOM MO3TE.

P.Kaplan et al. [11] mpomemoncTpupoBanu 16-mecsd-
HYIO JIEBOYKY C KO)KHO-MEHUHIOCITMHAJILHBIM aHTHOMaTO-
30M, MPHUBOMSAIIMM K Tapamjierdd W3-3a BHYTPH-
CIMHAIBHON aTpHOBEHTPUKYIISIPHON Masibpopmanuu. [e-
MaHTHOMBI KOYKH BCTPEYAJIMCh B 3 TIOKOJICHUSIX ceMbH (0e3
CilyyaeB Nepesiavyn OT MY)YHHBI K MYy>KIHHE).

D.Foo et al. [12] na0mtonanu 33-1eTHEr0 MYX4UHY, Y
KOTOPOTO Pa3BUIIOCH CIIOHTAHHOE KPOBOTEYCHUE M3 apTe-
PHOBEHO3HOH Malb(pOpMAIMU B IIEHHOM SIHIYPaIbHOM
MpocTpaHcTBe. B mocnenyonmx HaOMOISHHUSIX BBISIBICHBI
KOXKHBIE COCYAUCTBIE Majb(opMaluu B 3-X TOKOJICHHUSIX.
VY marepu npoGaHja ObuM yaaneHbl 4 TeMaHTHOMBI (C
1IIeH, CIIMHBI, TpaBoro Oenpa u nuna). Tere Mo MarepuH-
CKOM JIMHUY Y/aJHIIM TeMaHI'HOMY B 00JIacTH JIEBOIl JIo-
IeDKKA B 20 7eT. Y 0IHOM M3 ero MIIAIIIuX cecTep Oblia
y/lajieHa TeMaHrioMa B 00JIacTH IpaBoro ruieda B 15 jer,
a'y apyroit u3 taza B 31 rox. Cecrpa nepegana reH CBOUM
2 CBIHOBBSIM; Y OJTHOTO ChIHA ObUIa yAajeHa reMaHIHoMa
co j0a B BO3pacTe 2 JIET, a y IPyroro — reMaHruoma c
JIEBOI CTOPOHBI TOJIOBBI B Bo3pacte 3 yier. Y Opara npo-
0aHia ObLIA yAajIeHa TeMaHTHOMa Ha/l ITPAaBbIM YXOM B BO3-
pacte 10 ner.

M.Bandler [13] cooburi o cembe, B 3 OKOJICHUSIX KO-
TOPOit ObLIO 3 MOATBEPIKJICHHBIX U 2 BO3MOYKHBIX CITydast
KaBEpPHO3HON I'eMaHTHOMBI, OXBAThIBAIOIIEH TIOYTH BECh
TOHKHUH KHIICYHHK.

J.Hurst, M.Baraitser [14] npoaemoncTpupoBaiu 2
CeMbH, B OJJHOH M3 KOTOpBIX Oblja repeaada oT oTia K
CBIHY; Y OTIIa ObLIN KOKHBIE TEeMaHTHOMBI HOCA, PYKH H TY-
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JIOBUIIIA, @ Y ChIHA — apTEPUOBEHO3HAasI MAIb(OpMaIUs BU-
co4Hoit nonu. B npyroii ceMbe mocTpaaiy B 4eThIpeX Mo-
KOJICHUSX 5 YeNlOBeK.

A.B.Reid et al. [15] onucanu cembto, B KoTOpoii 12 ue-
JIOBEK B 4 MOKOJIEHUSIX cTpasaiu Ju((y3HBIM KUCTO3HBIM
aHTUOMAaTO30M KOCTEH. Y MoCTpagaBIIuX He ObLIO KIIMHH-
YeCKUX MposiBienuii. [Ipu penTreHorpadun nopaxeHus
MMEJIH MECTO I10 BCEH JUTMHE JJMHHBIX KOCTEH, ObLIN OC-
TEOJUTUYECKHMH, C TOHKAM CKJIEPOTHYECKUM OOOKOM.
Kopa kocTr nopakaiach peiko U epHoCTAIBHOM peakiin
He HaONIoAaNoch. 3aKphITHE M PEMOJICIMPOBAHUE TLIA-
CTUHKH pocTa He m3MeHmIoch. C BO3pacToM HapacTai
CKJIEPO3, YTO TIPUBOJIUIIO K TIOJHOW OOIUTEPAI[H KHCTHI C
HeperyJIsipHbIMU peakTUBHBIMH Tpabekynamu. [IsaTepo u3
MOCTPaJaBUINX OBUIH KEHIIIMHAMHU.

[.Vargel et al. [16] cooOrmmu 0 2 KpOBHOPOACTBEHHBIX
TYPELKUX CEMBbSIX, B KOTOPBIX 4 YeJloBeKa ObUTH C COCYITH-
cToil Maibdopmaryei, (GeHOTUINYECKOE BBIPAYKEHUE KO-
TOpOW OBIIO CXOMHBIM B O0EHMX CEMBSX: TSDKEI0e
pacuiMpeHue KpOBEHOCHBIX COCY/IOB B UEPEITHO-THIEBBIX
KOCTSIX ¥ aHOMAJINH CPE/IHEH JINHUM, TaKUe KaK JuacTa3
MPSIMBIX MBIIIIL )KABOTA, HAJIMYTOYHBIH I1I0B U TPBIKA ITH-
IIEBOJTHOTO OoTBepcTHs Auadparmbl. B mpemnyOeprarHbiit
TIEpUOJI TIOPOK PA3BUTHSI OIPAHUYMBAIICS HUKHEUEITFOCT-
HOW U BEPXHEYCTIOCTHOM 001acTsIMI; OBICTPOE paciIupe-
Hue Hayanock mocne 12 wmm 13 7ger. 15-netHee
HaOJTIO/ICHNE 32 OTHIM TMAIlUEHTOM POJIEMOHCTPUPOBAIIO,
YTO COCYHCTAas Majb(opMaryst He BEIXO/HJIA 32 TIPEJIEITbI
YeperHO-JIMIEBON 00JIaCTH, HECMOTPSI Ha TSDKENIOe Mopa-
YKEHHe MOYTH BcexX KocTel ueperna. [logpoOHast kimHnYe-
CKasl U PEHTTeHOJIOTHYECKasi OIIeHKa He MPEA0CTaBrIIa HU
JIOKa3aTesIbCTB BOBICUEHHSI MATKUX TKaHEH, HU KaKHX-
00 MPHU3HAKOB MaKPOCKOITNYECKUX apTepUaIbHbIX, Be-
HO3HBIX WJIM KOMOWHHPOBAHHBIX MOPOKOB PA3BHUTHSI, YTO
yKa3bIBaeT Ha TO, YTO KOCTHBIE N3MEHEHHS SIBJISIOTCSI TIep-
BUYHBIM, a HE BTOPUYHBIM 3(h(heKTOoM n3-3a 1000 Ipyron
COCY/IUCTOM aHOMAJTUH B YEPEMHO-IUIIEBOI 00JIacTH.

A.Cetinkaya et al. [17] usyuniau 8 mocTpagaBIIMX
JieTeil U3 5 HepoACTBEHHBIX KPOBHOPOJICTBEHHBIX CEMEN ¢
cocymucToi Maib(opmarueli, B ToM uucie 4 u3 2 Typell-
KHX CeMel, 0 KOTOpbIX nepBoHadanbHO B 2002 roay co-
obmmmm 1.Vargel et al. Bece netu BeImIsieny 310pOBBIMU
TIPU POXK/ICHNH, HO B PAHHEM JIETCTBE Yy HUX pa3BHIICs 0e3-
0O0JIe3HEHHBII OTEK HIKHEH YeTF0CTH, KOTOPBIN Iporpec-
cupoBas ¢ Bo3pactoM. [locienyromiee HaOmOAeHNE 32
MOCTPAIaBIIMMH YWICHAMH TYPEIKHX ceMel MoKa3alo, 4To
yBEJIMYCHHUE JIMLEBBIX KOCTEH YCKOPUIIOCH B TIEPHO] paH-
HETO TO0JIOBOTO CO3PEBAHMUS U BBI3BAIO CEPHE3HYIO aCHM-
MeTpUI0 JHia. HIDKHSS ¥ BEpXHSAS YENIOCTH ObUTH
TIOpa)KeHBI Y BCEX MAIMEHTOB; PYTUe MaTOJIOTHYECKUE 13-
MEHEHHs PacIojarajluch B HOCOBBIX KOCTSIX, CBOJIE 4e-
perna, KIMHOBUAHON KOCTH, CKare W, pee, KIIOYHIAX,
pebpax 1 no3BoHKax. [Ipope3biBaHne 3y0OB MPOU30IILIO Y
BCEX MOCTPAIaBIINX, a ylaJeHHe 3yOOB U JIMLIEBBIX KOCTEH
o0ecrieursio BpeMeHHOe 00JIerYeHre CUMIITOMOB U 3aMe/l-
JIUJIO TIPOrpeCcCUpOBaHKe 3a00JIeBaHMs. Y BCEX MAIlMEHTOB
OTMEYaIUCh KPOBOTEUEHUSI U3 JeCEH, TPeOyIoIIne SH/10-
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BaCKYJISIPHOM SMOOJIH3aIIMH W/UITH YPECKOKHOM CKIIepOTe-
parnum, a y 5 13 HuX ObuIa AMarHOCTUPOBAHA XPOHUUECKAsT
aHeMMs U3-3a MOBTOPSIOMIUXCS 3MU30/]0B KPOBOTEUEHHUS.
OnuH U3 HUX yMep B Bo3pacTe 27 JIeT U3-3a CIOHTAaHHOTO
MAacCCHUBHOTO KPOBOTeUEHHs. Y 5 U3 6 MalMeHTOB MPU aH-
ruorpaduu HaOMIO1ATaCh MTATOJIOTHYECKasl OpraHU3aIns
COCY/IOB ¥ HAKOIUIEHHE KalMJUIIPOB Ha MO3HEN CTaIuH B
MOPAKEHHBIX KOCTAX, YTO YKa3bIBAJIIO HA MEJJICHHBIE T10-
PaKEHHs KaMJIIAPHOTO UM BEHO3HOTO MPOUCXOMKIACHHUS.
MarauTHO-pe30HaHCHasl aHTUOTpadusi, BBITOJTHEHHAS Of1-
HOMY TAIIUEHTY, BBISBUJIA THIIEPBACKYIAPHOE MTOPAKEHUE
KocTel nuieBoro Hepsa. CaaBieHue OTAEIOB Pa3HbIX Op-
TaHOB 3a CUET PACUIMPEHHS COCYAUCTHIX MOPAKEHUN TPH-
BEJIO K Pa3BUTHUIO OCIIOKHEHHH, BKITFOYast SK30(TanbpM y 7
nanyeHToB (y 5 U3 HAX — C YaCTUYHOU MOTepel 3peHust),
KOMIIPECCHIO CIMHHOTO MO3Ta C Maparuieruei y ojHoro na-
LMEHTA U NOBBIILICHNE BHYTPUUYEPETTHOTO JaBIeHUs y 3 na-
LIMEHTOB, CBA3aHHOE C TPBDKEH TOJOBHOTO MO3Ta HU
cMmepthio y 1 GosbHOTO. IIepBUYHBIMU BHEKOCTHBIMH H3-
MEHEHHUSIMH OBbLIM HaITyOYHBIN IIOB, JHACTa3 MPSIMBIX
MBI KUBOTA U MyToyHas rpeixka [17].

F.Blei et al. [ 18] omucanu 6 cemeid, B KOTOPBIX JETCKHE
T€MaHT'HOMBI OBbIIN BBIJICJIEHBI KaK ayTOCOMHO-IOMHUHAHT-
HbIi npu3Hak. KpoMe Toro, B 3TUX POICTBEHHBIX CBS3IX
OBbUTH BBISBIICHBI WIEHBI CEMbU C COCYITUCTHIMU MalIb(Op-
Marmsmu. J.W. Walter et al. [19] mpu noHOreHOMHOM aHa-
Ju3e CLUeIUIGHMs 3  HEpPOACTBEHHBIX CeMel ¢
KalWULIPHBIMA T€MaHTHOMaMH 00HApYKWIIN CBSI3b C UH-
TepBasioM 38 cM Ha xpomocome 5q31-q33 Mexny mapke-
pamu D5S1469 1 D5S211 (MakcumanbHasi MHOTOTOUYEUHAsT
orneHka lod 4,773 npu D5S1456). ABTOpHI 3asIBUIIH, YTO
KaHuarHas oonmacts copepxkut red FLT4. Bee 3 csizan-
HBIX CEMbH COZIEPrKalu, IO KpaifHel Mepe, 1 yenoseka, mo-
PKEHHOTO IPYTMM THUIIOM COCYAHCTON aHOMAaJIuH, HO He
reMaHTHOMOM. JIBe OMOJHUTENbHBIE CEMbH HE TIOKA3aIH
CIIETIIICHUSI C ATOW OOJNACThIO, YTO YKa3bIBAET HAa TCHETH-
YECKYIO TeTepOTeHHOCTb.

B sHmoTenuaibHBIX KJIeTKaX reManrnoMbl M.Jinnin et
al. [20] o6napyxwu, uto skcnpeccus VEGFR1 (FLT1;
165070) Obu1a 3aMETHO CHIDKCHA, a akTHBHOCTH VEGFR2
yBeJIMYEHa [0 CPaBHEHHIO ¢ KOHTpoieM. B HopMabHBIX
SHOTEIHANBHBIX KieTkax TpaHckpunius FLT1 3aBucut
ot aktuBanuu NFAT. JlanpHelme ucciaenoBaHus moka-
3anu, uto Hu3kas skcrpeccusi VEGFRI1 B kieTkax reman-
THOMBI Obllla BbI3BaHA CHI)KEHHOH aKTHBHOCTBIO ITyTH,
Briroyarommero ITGB1 (135630), TEM8, VEGFR2 u
NFAT. Boiu BeISIBIEHBI MyTallM{ 3apO/IBIIICBON JINHUH B
reue TEMS8 (606410.0001) u B renme VEGFR2
(191306.0002) y manueHToB ¢ AETCKOM TeMaHTHOMO#. DTH
MyTalUK HApYIIUIN HOPMaJIbHYIO aCCOIIMALIUIO ATOTO MO-
JIEKYISPHOTO KOMIUIEKCA. ABTOPHI MOCTYIMPOBAIHU, YTO
9TH MYTAIIMH TTOBBIIIAIOT BOCIPUUMYHUBOCTH K 00pa3oBa-
HUIO TEeMaHTHOM, HO, BEPOSTHO, CBSI3aHbl CO BTOPUYHBIM
COMAaTHYECKHM COOBITHEM, 3aITyCKAIOIINM YKCTIAHCHIO IH-
JIOTeNIMANBHBIX KJIETOK B oyarax nopaxenus [20].

B 1 u3 15 o0Opa3noB gerckoii remanruomsr J.W. Walter
et al. [21] unenTuduupoBanu myranuo B reie FLT4
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(136352,0007). DTOT pe3ynbTar U 0OHAPYKCHHE COMATH-
yeckoit Muccenc-mytanuu B reie VEGFR2 (191306,0001)
B IpyroM u3 15 00pa3iioB MO3BOJIIIH MPEIIOIOKNUTH, YTO
W3MEHEHHE CUTHAJBLHOTO MYTH B DHJOTEIHAIBHBIX W/UIN
TIEPUIIMTAPHBIX KIIETKaX MOXKET ObITh MEXaHW3MOM, y4a-
CTBYIOIIMM B (POPMHUPOBAHMH T'€MaHIMOMBI KaK pe3yJIbTar
myTanuu B rene FLT4.

K.Pramanik et al. [22] nneHTuduImpoBau sBHO coMa-
TH4eckyro mytamuto Ser 147 p.Pro (S147P) B rene DUSPS5
(603069) B 01HO#1 U3 TpeX 00PA3IOB NETCKOW TeMaHT HOMBI
u B 12 u3 17 00pa3noB IuMQaTHIECKUX, apTEPUOBEHO3-
HBIX U BEHO3HBIX Masbpopmanuii. MyTamus He Obu1a 00-
Hapy)KeHa B  HOPMaJbHOM IDIAllEHTE  YellOBEKa,
KOHTPOJIBHBIX SHJIOTEIHATIBHBIX KIETKAX MyIOYHON BEHBI
YeloBeKa WIM TKaHW MHHAAJINH OT HEPOJICTBEHHBIX
Jronei.

JuddepeHnnanbHblii AUarHO3 MHOMKECTBEHHBIX Te-
MaHT'HOM ITPUXOMUTCS IIPOBOAUTH C PSIOM TIOXOXKHX 3200-
JIeBaHUH.

Cocynuctbie Maab(hopMaluH SBISTIOTCS TOPOKAMH pa3-
BUTHSI COCY/IOB KOXKH U, B OTIINYHE OT TeMaHTHOM, HUKOT/a
He npou(epUPyYIOT, PaCTyT MPOMOPIIHOHATIBHO POCTY pe-
OeHKa, Bceria BUIHBI YK€ TIPH €r0 POXKJICHUU B BHIE PO-
30BaTO-KpaCHOTO ¥  KPacHO-()MOJETOBOTO  ISITHA.
CocyaucTble Mab(popMalnuy HUKOTAA HE PErPeCCHPYIOT,
a C BO3pacTOM CTaHOBSITCsI O0Jiee CHHIOIIHBIMU, Ha UX I10-
BEPXHOCTH MOSIBISIFOTCS aHTMOMATO3HBIE pa3pacTaHMs.
Ecnu nopaskeHue BBISBICHO MPH POKACHUH, 3TO MOXKET
OBITh U TEMAaHI'MOMa, U COCYIUCTas Mayb(opmanus, HO
nponudeprupoBarTh OyAeT JHIIb reManruoma [5].

Cunapom Kazabaxa—MeppuTa, BKIFOUAIOIIUN cOYeTa-
HHE TEMaHTHOMBI C TPOMOOLIMTONIEHHEH 1 KOoaryaonaruen
norpebnenust. [Ipu naHHOM CHHIpOME Yy peOeHKa BO3-
HHUKAET COCYJHCTAasl OIyX0Jb OOJIBIIOrO pazmepa, Hallo-
JIAIOTCSI MEJIKME T'eMOpparuu, MOTYT ObITh MacCHBHBIC
KpoBoTeueHus. J(marHoctuka CHHIpOMa OCHOBaHa Ha
OIIEHKE KIIMHUYECKHUX IMPOSBICHHUH, COHOTpadrH MITKHX
TKaHEH, UCCIIEI0BAaHMAX KIETOYHOTO COCTaBa M CBEPTHI-
BaloIIeH CrIOcCOOHOCTH KpoBH [23, 24].

Cunnpomsl buna u banepa — peakue ayTocoMHO-10-
MHUHAHTHBIE COCYAMCTBIE OITYXOJIN KOXKH, JKEITy/IKa, KUILIed-
HUKa C CHHIONIHUMH T'€MaHMOMaMH KaBEpPHO3HOTO THUIIA,
OJIM3KHME TI0 MPOSBJICHUSAM ¢ cHHIpoMoM Kazabaxa—Mep-
pura. [eMaHrHOMBI NIPH 3TOM MATOJIOTHH JIETKO KPOBOTO-
Yar, MEepUOAMYECKH NPUBOIAT K PEUUAMBHPYIOIIAM
PO y3HBIM XKENYT0YHO-KUILIEYHBIM KPOBOTEUEeHHsIM. J{y1st
cuHzpoma baHuiepa xapakTepHbl Takke MelaHHHOBBIE
IIATHA Ha KOJKe JIMIa ¥ IpyTUX yactei tena [23].

HacnencrBeHHast reMopparudeckast TeleaHTuIKTa3us
(Bonesns Permro-Ociepa, Perro-Ociiepa-Bebepa) — ayto-
COMHO-JJOMHHAHTHOE 3a00JIeBaHUE, XapaKTepPHU3yoIIeecs
MHOXECTBEHHBIMH TEJICAHI'MIKTA3UIMHU KOXKH M CIIU3U-
CTBIX 000JIOUEK, a TAKIKE TeMOPPAarHuecKuM CHHIPOMOM
pasuoii nokanuzammu. B 1901 romy W.Osler [25] B kiac-
CHYECKOM OIMCAHUM Pa3TPaHUYMII TPH BUJIA TEICaHTUIK-
Ta3uii, BBISBIISIEMBIX Ha KOXKE Y CIIM3UCTBIX 000JI0uKax: 1)
paHHUA, B Bujie HEOOIBIINX HENPaBUILHOM (opMbI Me-
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KHX COCYAMCTBIX 00pa30BaHMii — ISITHBIIIEK; 2) TPOMEXKY-
TOYHBIH, B BHJIe HEOOIBIIUX COCYAHMCTBIX «IAydKOBY; 3)
TIO3/THUH MJIM y3JIOBATHIA TUI, UMEIOIINHI BHJI SIPKO-Kpac-
HBIX KPYIJIBIX WJIN OBAJILHBIX BO3BBILIAIONIMXCS Y3EIKOB
namerpoMm 3-7 mMu [25]. Bokpyr 3THX 00pa3oBaHuii 4acTo
BBISIBIISIETCS CETh PACIIMPEHHBIX MEJIKUX COCYIOB, OCO-
OCHHO B 00J1aCTH KPBUILEB HOCA, I'y0, IIEK M BEK, TAKKE
BOKPYT' COCKOB Ha TpYJIH, TPUAAIONINX KOXKe 0arpoBo-CH-
HIOIIIHBIH OTTEHOK C PE3KO BBIPaKEHHBIM COCYANCTBIM PH-
CYHKOM. Y OONBHBIX CTaplie 25 JeT MOTYT OTMEYaThCs
TEJICAHI'MIKTA3UH BCEX TPEX BBIILIETIEPEUNUCICHHBIX THIIOB.
Bce oHu XapakTepHu3yroTCst TeM, 4TO OJIETHEIOT IIPH Ha/1aB-
JIMBAHUU M HAIOIHSIOTCSI KPOBBIO TOCIE TPEKpaIeHUs
naBieHust. Y OOJBIIMHCTBA OOJIBHBIX TEJICaHTHIKTA3UU
paHbIlIe TOSIBISIIOTCS Ha Ty0ax M MX BHYTPEHHEH MOBEpX-
HOCTH. 3aTeM OHH MOT'YT OOHApY)KUBAThCS Ha JHOOBIX
y4acTKax KOXKH — KPBUIbSIX HOCA U €r0 CIU3UCTOH 000-
JIOUKe, NIeKax, Hajl OpOBSMHU, Ha BHY TPEHHEH ITOBEPXHOCTH
IIEK, SI3bIKa, IECHAX, BOJIOCHCTOM YaCTH rOJIOBbI, KOHYMKAX
nasblieB. TeaeaHruaKkTa3zun MOryT 00pa3oBBIBATHCS U KPO-
BOTOYHTD U3 BCEX CIU3UCTHIX 0005104eK [26].

AHrHocapkoma — OIyXoJib, TPOUCXOAIIAs U3 YHOTE-
TSI M TIEPUTENsI COCY/IOB, KpaifHe 3JI0KaueCTBEHHas,
yacto Meracrazupytomas. K aToif rpymnmne omyxosnen mo
CBOEMY THCTOT'€He3y OTHOCUTCS U capkoma Kamomm. AH-
rHOCapKOMa — pejiKoe 3a00J1eBaHKe, BCTPEUACTCs IPEHUMY-
mecTBeHHO B Bo3pacte 40-50 net. [IpencraisieT coboi
OyrpUCTYIO AJIACTUYECKOW KOHCHUCTEHIIUH OIyXOJlb, pac-
TI0JIaraloIIyI0Cs B TIIyOMHE MSTKHX TKaHEH M WHUIBT-
pupyromyto ux. Ha paspe3e cocTouT M3 MONOCTEH,
3aIIOJIHEHHBIX KPOBSIHUCTBIM COZlEP)KUMBIM. [1pu MuKpo-
CKOITMYECKOM HCCIIEJOBAHHH OIMYXOJb COCTOUT U3 OOJIb-
IIOT0 YKCJa TOHKOCTEHHBIX KPOBEHOCHBIX COCYIOB U
0OWITBHOTO pa3pacTanus Majoau(depeHIIMPOBAHHBIX T10-
JTMMOPQHBIX KJIETOK. B oHMX ciryyasx nmpeobiiaiaroT pas-
pacranus KJIETOK TUTIA SHJIOTEIHS
(TeMaHTHO’HIOTENIMOMA), B APYTUX — HenudepeHupo-
BaHHBIE KJIETKH Pa3pacTaroTcsi BOKPYT COCYAOB Haronooune
MyQT (TIepuTenoma, nepuTeInatbHas capkoma) [27].

K MeTonam jieueHnst reMaHTHOM MO>KHO OTHECTH KPHO-
JIECTPYKIIHIO, JIa3epOTEPAITNIO, CKIIEPO3UPOBAHUE, TOPMO-
HOTEpanuio, Xupypruueckoe uccedenue [28, 29].

B cBsi3u ¢ OOMbIION PEKOCTHI0 MHOKECTBEHHOTO Te-
MaHIMOMaTo3a MPUBOJUM KIMHHYECKUH Cllydai U3 JInd-
HOM TIPaKTUKHU aBTOPOB.

Hayuenmka JI., 26 nem. Obpamurace 6 Amypckui
obnacmuoul nepunamanvuwiil yeump (OIIL]) no nosody be-
pemennocmu. M3 anamuesa uzgecmuo, 4mo poounacs ¢
MHOHCECMEEeHHbIMU 2emaneuomamu. Tlocne poscoenust 6
odemckotl bonvnuye 2. bracosewerncka oot evicmasien ou-
A2HO3 «BPOJNCOCHHDIL 2eMANSUOMANO3», C KOMOPbIM 8
danvHetiwem Habooanacy. B dememee 5 pasz oviia npo-
ONnepuposana no noeoody 2eMAHUOM KOJCHO20 NOKPO8d
pasnuunoil noxkaruzayuy. Haubonvwux pazmepos docmu-
2ana eemanauoma 6 06nacmu HUdICHell Yerocmu clesd,
ouamempom 00 12 cm. I'emaneuomol 6 1eckux 6vliu Ouae-
HOCMUpOBaHvl 8 eospacme 15 nem, nocie vinonHeHus:
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@moopoepaguu. Cocmoum na OucnancepHom yueme,
edicecoono evinonnsiem KT neekux, u 6piownou notocmu.
Ipu eacmpockonuu 6 2018 2. bvina ouacnocmuposana ee-
Maneuoma cauzucmou dxcenyoka. Juaznocmuposanvt max
Jice 2eMAaHeUOMbl NeYeHUl, NapaHeppatbHOll Kaemyuamki.
Konmponv Y3U enympennux opeanos evinonnsics I pas é
200.

Cemetinblii anammes: HACTEOCMBEHHOCHb He OMs20-
wena, pooument u poonas cecmpa 300poswl. Ilepenecen-
Hble 3a0071e8aHUsl: XPOHUYECKAs dicene300ehuyummas
anemus ¢ 17 nem, Kypcamu npunumMana npenapamol Jce-
aesa; eunomupeos ¢ 2016 2., npunumaem L-mupoxcun, 00
bepemennocmu 6 003e 75 me 6 cymku, 60 8pemsi bepemen-
nocmu 100 me /cymxu.

T'emompancghy3uonnulii anamues: neperusanusi Kpogu
NPOBOOUNUCH 8 OeMCHIEe NPU ONEPAUBHBIX 6MEUAMeNb-
cmeax no noeooy cemanauom, bez ociodxicHeHull. Bpeouvie
NPUBBIYUKL OMPUYAEm.

Tunexonoeuueckuil anammes. Mencmpyanonas Qynk-
yusi: mencmpyayusi ¢ 14 1em, ycmanogunucs ne cpasy, ¢
saodepockamu 00 1 mecsiya, no 4-5 Ous, ymepenmvle, 6e3-
bonesnennvle, peeyisaphole ¢ 2016 200a, nocieouss men-
cmpyayus 19.12.2019. /Jannas 6epemennocmo nepsas,
Jicenannas, bes npeepasudapHoil noocomosku. Ha oucnan-
ceprom yueme no bepemennocmu ¢ 7-8 neoenw.

B OIl1] 6viia ocmompena nepunamono2om u mepanes-
mom, ece Y3U ckpununeu evinonnenst 6 OIIL], namonozuu
N100a He BbIABILEHO, Kpaesoe NPUKpenieHue nynosuHbl co
emopoeo Y3U ckpununea. Ucxoonutii eec 48 ke.

bvina ocmompena cocyoucmuim xupypeom npu cpoke
10 Hedenv, OuacHo3. 2eMaHSUOMAMO3, PEKOMEHOOBAH
ocmomp onronoecom. Ocmompena Ha Koncuauyme 8 Amyp-
CKOM 0DIACMHOM OHKONIO2UYECKOM OUCHANCcepe NP CPOKe
12 nedenv bepemennocmu, OHKONAMONO2USL UCKTIOYEHA.

B 17-18 neoenv — yeposa npepuvleanus bepemennocmu,
cmayuonaphoe aeyenue no mecmy scumenvcmea. C 22 ne-
oenb — anemusi CpedHetl CmeneHu MANCeCmu, GHYMPUBEHHO
6600UICsL 6eHOPED, 6 OalbHeluleM OIUMEIbHO NOIYHALd
Mmanemoghep.

I1o 0annvim 0OMEHHOU Kapmbl MpPomMoOOyUmol Kpou 6
nopme, om 150 0o 220x10°/n. Kaxux-1ub0 kiunuveckux u
1abOpamopHsix OAHHLIX 3a Koazyionamuio ne owvLio. Kpo-
BAHUCMBIX BbLOCTLEHULL U3 NOLOBbIX NYMEl U CIUSUCTNBIX 3d
epemst bepemennocmu He ovLno. Ilpubaeka eéeca 3a epems
dannotl bepemennocmu cocmasuna 10 ke.

Hannvie obwvexmuenozo ocmompa. Obuee cocmosinue
yoosnemeopumenvroe. Terocnodcenue HOpMOCMeHUYe-
ckoe. Kocmuas cucmema npu eHewinem ocmompe 6e3 na-
monoeuu. Kooicnolii nokpos 0bwiunotl okpacku. B obnacmu
HUJICHETl 4enlocmu Cleea NoCieonepayuoHHvli. pyoey
nocne yoanenus cemaneuomsl (puc. 1), na noobopooke ze-
Maneuoma 00 3 cm 8 OuMempe, HUICHISL YelOCHb OMEO-
oumcst 6 nonHom obveme. Ilo 6cemy KodCHOMY NOKPOBY —
MHOJIcecmaenHble cemaneuomvl ouamempom om 0,5 0o 2-
3 cm, nromuvle, 6esdonesnennvie (puc. 2). Hpu ocmompe
CAUBUCTMOU NOTOCTU PMA 2eMAHSUOMbL HE BU3VANU3U-
pyiomest. [1o HapydicHotl nogepxHocmu wieu ceea naibnu-
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PYemcs 2eMaHeUoMa, ONUHOU 5 CM, WUpUuHoul 2 cm, MaeKasi,
bezbonesnennasn. Ilepugepuueckue numpoysivl ne yge-
Juyenvl, 6e3oonesHennble.

B neexux ovixanue 8e3uKyIsAPHOE, ¢ HCECKUM OMIMeH-
KOM, XpUNO8 Hem, Yacmoma OblXxameibHoix osudicenuti 16
6 1 mun. Tonvl cepoya sicnvle, pumm npaguIbHLIIL, UMbl
He svlcIywueaiomes. Yacmoma cepOeunvix cokpaiyenul
76 6 1 mun. A3vix enasxcuviii wucmolil. Kueom msaekuil, oe3-
oone3nennvlil 60 cex omoenax. Monounvie dcenesvl mse-
Kue, bezoonesnennvie. Cocku uucmule. Ilevens no kpaio
pebepnoui oyeu. Cenezenka narbnamopHo He onpede-
asiemest u no dannvim Y3U ne yeenuuena.

Moueucnyckanue c60600H0e, bezbonesnennoe, Ousypuu
nem. CumMnmom NOKOIAUUEAHUS OMPUYATNENbHDLL C 00eUX
cmopon. Omexoé nem. Buvicokas cmenens pucka kpoeo-
meueHus, 88Uy 2eMAHUOMAMO3A C NOPAANCEHUEM GHYMI-
DEHHUX 0p2ano8, 8 Nepayio 0uepedd JIeeKuX.

Hapysicnoe axywepckoe ucciedosanue. Mamxa 6 Hop-
Momouyce, He 8030youma npu narenayuu. Bvicoma oua
mamku 35 cm. Okpyosrcnocmo drcusoma 94 cm. Taz: D.Sp.
26 cm; D.Cr. 28 cm, D.Tr. 32 cm, C.ext. 23 cm, C.diag.
bonvuwe 12 cm, namepanvhas konvroeama 18 cm, nonHo-

A

Kpecmuyosblil pasvep 22 cM, 8blcoma 10HA 3 CM, NPAMOU
pasmep 6b1x00a NOIOCMU MAL020 Ma3za 9 cm, Nonepeynbvlil
pasmep evixoda nonocmu manozo masa 10 cm. Pomo Mu-
xasnuca: npodonvhulil 11 cm, nonepeunviii 12 cym. Hnoexc
Conosvesa 1,45 cm. Okononnoounwvie 600bi He NOOMeEKaron.
Cpox bepemennocmu. no nocieounei mencmpyayuu 38 ne-
oenv 6 oneit, no Y3HU 39 neoenw.

Knunuueckuii ananuz xposu om 14.09.2020: cemoeno-
oun — 117 2/, spumpoyumor — 4, 7% 10'*/n., mpomboyumel
— 191 x10°/n, aetixoyumot — 6,79 x10°/n, ceemenmosioepivie
— 62%, 203unodhunvt — 3%, numgoyumol — 35%, COD — 34
MM/

Koazynoepamma om 14.09.2020: ¢pubpunozen — 3,6 &/x,
ITH — 102%, AYTB — 29 cex (nopma 24-34 cex), npo-
mpombunosoe epemsi — 17 cex (nopma 11-17 cex), mpom-
bunosoe  epems 13 cex (nopma 11-15 cex).
Dyuxyuonarbnas cnocooHOCmb MpoMOOYUMo8 e Hapy-
wena. Co cmopousl Na1asmMeHno2o 2eMoCcmasa HOpMoKoa-
2VIAYUS, AKMUBAYUS CEEPIMBIBAHUS KPOBU.

Tpombosnacmozpamma om 16.09.2020: nopmorxoazy-
TAYUSL.

b

Puc. 1. bonbaas J1., 26 net. PyOer nociie ynaneHus reMaHTMOMBI B 00JIaCTH HU)KHEH 4elrocTH ciieBa (A). ['eMaHrHoMbl

muua u wew (B).

buoxumuuecxuii ananuz kposu om 14.09.2020: ACAT
— 25,3 ed; AJIAT — 8,8 €0, xonecmepun — 4,24 mmonv/n;
obwuti benok — 70 2/n; kpeamunun — 73 MKMOAb/1; MOYe-
suna — 4,2 mmonv/n; aniokosa — 5,23 mmonv/n;amunaza —
82 eo/n; obwuil bunupyoun — 8,5, npsamoii — 4,6, nenpsimot
— 3,9 mxmonw/n.

Ilo Oannvim Oonniepomempuu MamoyHo-nAAYEH-
mapno-n100068020 kpoeomoxka om 14.09.20202 napywenuii
Kpo8omoxa mem.

KTT nnooa om 14.09.2020: nauanvhvle Hapyuwienus pe-
AKMUBHOCTU CEPOUHO-COCYOUCTOU CUCMEMbl NI100d, NO
Maxaposy 4,8 6annos, bazanvhas wacmoma cepoeunbix co-
Kpawjenuti n1ooda 6 Hopme.

V33U om 14.09.2020: pasmepwvi niooa coomeem-
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cmegyiom 38-39 medenam, kpaegoe npuxkpenienue nyno-
BUHD.

KT opeanoe epyonoii knemxu om 15.09.2020: muooce-
cmeenHbvle pasHoKanubepHvle 04aco8ble U3MEeHeHUs 80 6Cex
071X 000UX 1e2KUX, HEKOMOpble U3 HUX PACHONONHCEHD
cyonnespanvio. I emanzuomol.

ODXOKT om 15.09.2020. Coomnowenue kamep cepoya
coxpaneno. Yniommnenue nepeoueil cmeopKu Mumpaiy-
HO20 KAanaua u CmeHoK aopmsl Ha yposHe cunycos. Pe-
eypeumayua na Kianawe aecoynotll apmepuu 1 cmenenu.
Oxoniomuvie 6KAIOUEHUS. 8 MENHCHCENTYOOUKOBOU nepezo-
pooxke. [Jononnumenvhvle mpadexynvl 6 NOIOCMU 1€8020
arcenyoouxa. Cucmonuieckas yHKYus 1e6020 HeryOouKd
coxpanena. PB 60%.
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A
Puc. 2. bonbuas J1. 26 net. 'emanrnomsl npaBoii (A) u sieBoit (b) BepXHUX KOHEUHOCTEHA.

Y3U nouex om 16.09.2020. Kanuxonuenosxma3zus
cnpasa. lunepsxocennvie 0Opazosanus npasoi NOUKuU
15,7x10,7 mm 6 cpedneti mpemu napeuxumvl npagou
NOUKU, 8 HUJICHEL MPemu aHAN0SUYHAsL CMPYKnypa 0o 12
Mm 6 ouamempe. [ emaneuomoi.

Cnupoepamma om 16.09.2020: ymepennoe napywenue
BEHMUNAYUOHHOU PYHKYUU 1e2KUX NO CMEWUAHHHOMY MUNY.

Y3U enympennux opeanos om 16.09.2020. Juehpys-
Hble UsMeHeHUs napeHxumvl newenu. B npaesoii done nevenu
6 npoexyuu S4 eunepsxoeennas, Cmpykmypa 00 5 Mm 8 oua-
mempe, Ha epanuye S5-S6 ananoeuunas cmpyxmypa
18,7x13,2 mm ( cemaneuomsi).

Tunexonocuueckuii cmamyc. Hapyswcuvie nonoswvie op-
2aHbl PA36UMbL NPABUTILHO, 080N0CEHUE NO IHCEHCKOMY
muny. OcmMomp npu noMoOwU 3epKan. CIusucCmas e1aaa-
auwa yucmas, 2emancuom nem. Bvioenenus 6enu, ymepen-
nvie. Llletixa mamxu He 0epopmuposana, 3po3uposand, He
Kpogomouum. Brazanuwnoe uccredosanue: erazanuuye
emKoe, Hepoxcaswiell, weuka Mamku chopmuposana,
NAOMHAS, PACNONONCEHA NO OCU Ma3d, OAUHOU NO HA-
DPYAHCHO-O0KOBOU NOBEPXHOCU 00 2 CM, HAPYIHCHDBIIL 3€6 3a-
Kpblm, NPeoaelcum 20108Ka niood, Molc He OOCHIUNCUM,
9K3ACMO306 6 MATOM MA3Y Hem.

Yuumvisas omcymemeue mpomboyumonenuu, Kposo-
meueHull, HOpMaIbHbIlL YPO8eHb MPOMOOYUTNOS 8 meyeHie
6cell HCU3HU NAyuenmku u OepemMeHHoCmu, Omcymcmeue
Koazynonamu, cunopom Kazabaxa- Meppuma uckuouen.

Bvicmasnen ouaenos: bepemennocmov 38 nedenv 6
Onetl. I'emaneuomamos ¢ nopasicenuem KoHcu, NOOKOICHOU
KAeMYamxu, 1eekux, JHcenyoka, nevenu, nouex. Kenesode-
Guyumnasn anemus, pemuccust. I uoponedhpos bepemennoi
cnpasa. Ilepsuunviii cunomupeos, komnencayus. Jugpgys-
Holil 300 1 cmenenu. Bazunum. Bvickaszano npeononooice-
Hue, 4mo NAyueHmka COCmagiaem epynny pucka no
KpOGomeueHuI0, MamepuHcKoll u nepuHamanbHoll cmepm-
HOCMU. Yuumuieas 6biCOKUL PUCK 1€204H020 Kposomeye-
HUSL U KPOBOMEUEeHUSs U3 NAPEeHXUMAMOZHLIX Op2aHOs,
MAMepuHCKol CMEPMHOCMU 8 pOOax, NPUHAMO pelenue
pooopaspewiums nayueHmKy Memooom onepayuu Keca-
peso ceuenue 8 nianosom nopaoke. Ha pooopaspeuwienue
uMems 3anac IpUmpoyumapHoll 836ect, C8exce3amopo-
JrcenHoll nuasmel, koazuaa. Ilpu 6o3nuknosenuu akyuiep-
CKO20 KpOBOmMeEYeHUs OKA3AHUE NOMOWU 8 COOMEEMCIMEUY
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b

¢ Knunuyeckum npomoxonom «llpoghunaxmuxa, areopumm
8e0enisl, anecmesus U UHMEHCUBHAS. Mepanus npu nocie-
Po00gbix kposomeyenusxy [30].

Toxazanusamu k onepayuu Kecapego cevenue A6IAI0CH
HAU4Ue 2eMAHSUOM 8 Ie2KUX, nevenu, deeryoxe, napaneq-
DPanbHOU Klemyamye, 8 C8A3U ¢ Yem Oblll blCOKUL PUCK Jle-
20YHO20 KpOGOMeEYEeHUs U KpPOBOMeUeHus u3 opyaux
opeanos. Obvem onepayuu — aanapomomus Kecapeso
ceuenue 8 HUNCHEM MAMOYHOM ce2Menme.

Hna pewenus eonpoca 0 803MOACHOCIU NPOBEOEHUS.
HeUpOaKCUAIbHbIX MEMo008 06e3001U6aHUs 80 8PEMS PO-
Odopaspewenus peueno ovino suinoanums MPT ucciedo-
6anue nosicHuyno2o omoena nozeonounuka. Ilpu MPT 6
NO380HKAX MAK Jice ObLIU OUASHOCUPOBAHbI MHOMCE-
cmeenHble 2eMaHSUOMD.

Memoodom anecme3suonoeuueckoeo nocoous ObLIU 6bi-
Opanvl MOMANbHAA BHYMPUBEHHAS AHeCMe3Us U UCKYC-
CMBEHHAsl  GEHMUMAYUA — Je2KUx Nnoo  KOHMpoiem
bponxockonuu.

Iloo 6ponxockonuyeckum conposodicoenuem npoge-
Oena unmybayus mpaxeu. B acenmuueckux ycroseusax
nocie obpabomku pyk xupypea u onepayuonHo2o noisi,
npouseedena nanapomomust no [ocoan-Koxeny. B 6prout-
HOUI nonocmu anamomuieckux ocobennocmeit nem. K paue
npeoaexicana bepemMeHHas MamxKa, yeenuyeHnas coomsem-
cmeenno cpoxy bepemennocmu. Huscnuil ceevenm mamxu
be3 ocobennocmeil. B obracmu nudicHe2o ceemenma
MaAmKu 6 nonepeunom HanpasieHuu npou3eedeH paspes
onunout 3 c¢m, myno paseeden 0o 13 cm. B pany npeo-
nedcana 20106ka niood. Ioo vt uzeneuen 6 20106HOM
npeoaedcanuu, marbyux maccot 3256 epamm, pocm 53
CM., C OOHOKPAMHBIM 008UMUeM NYNOGUHbL OKPY2 WeU
nnooa, oyenén no wikane Aneap na 9/9 6annos. Ocobenmno-
cmell npu usgrevenuy niooa Hem. Buympusenno ggedeno
5 EJ[ okcumoyuna. Ilomsieusanuem 3a nynoguny omoeieHna
naayenma, pacnoiazasuancs no 3a0uell CmenKe Mamxu.
Inayenma yena, obonouxu ece, 6e3 ocovennocmeit. Ilocne
KIopemasica noiocmu Mamxu u 00pabomxu ee pacmeopom
XN0p2eKCUOURA pacuiupen yepsukanoHulll kanai. Pana na
Mamie yuuma HenpepbleHbIM UWE0M HUMbIO UKPUT NOCTe
Hanodcenus: OMOeNbHuIX WE08 Ha yaivl panvl. Tlepumonu-
3ayus IUCMKAMU NY3bIPHO-MAMOUHOU CKAAOKU. bprownas
noOIOCMb OCywena, npuoamxku OCMompen, 6e3 0cobeHHo-
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cmetl. Kpatl neuenu enaoxuil, posHwlil, nemiu KUUewHUKd
He pacluupeHvl, Ha CIUZUCMOU KUK U Opbloicetike MHO-
orcecmeennvie cemaneuomsvt om 0,3 0o 2 cm 6 duamempe.
bprowmnasn cmenka soccmarnognena nociotino naziyxo. Ha
aAnonespo3 HAIOJICEeHbl OMOelbHble ulenKogvie wevl. Ha
Kooicy Hanooicen eukpui. Hanooicena acenmuyeckas no-
es3ka. Oowas kposonomepst cocmasuna 500 mi.

Pebenox poouncs 300posvim. Pazeusaemes coomeem-
CMBEHHO 803DACHLY.

3akJrouenne

B nanHo# myOnukayuy npoaeMOHCTPUPOBAH KIMHU-
YyecKuii ciryuyail kpaliHe peKoil maToJI0THH — TeMaHTHOMa-
TO3 C MOPAKEHHEM KOXH, ITOAKOKHOM KIIETUATKH, JIETKHX,
JKENy/IKa, IeYeHH, TIOUeK, KUIIIeYHNKA, T03BOHOYHMKA. Ha-
CIEJICTBEHHOCTH 10 COCYAMCTBIM OITYXOJISIM y TaHHOM Ma-
LUEHTKH He MPOCIeKHUBAIOCh. B JeTCTBE MpPHILIOCH
OIEPaTUBHBIM MTYTEM Y/IAJIUTh HECKOJIBKO KPYITHBIX TeMaH-
ruoM. [Ipu GepeMeHHOCTH OBLT BHICOKUM PUCK TeMoppa-
TUYECKUX OCJIO’)KHEHUH. [TockonbKy HAMEJOCh
MHOYKECTBEHHOE MOpakeHUE MO3BOHKOB, HEMpOAKCHATb-
HBIE METOBI 00€300JIMBAHMUS TIPU POIOPA3PEIICHIH OBLIO
pelIeHO He UCHOJIb30BaTh. METOIOM aHeCTe3noIornye-
CKOTO TIOCOOHs ObLIIM BBIOPAHbI TOTAJIbHAS BHY TPUBEHHAS

aHEeCTe3Msl U WCKYCCTBEHHAs! BEHTHJISIMS JIETKUX ITOJ
KOHTpOJIEM OPOHXOCKOIMH. ['eMaHrnomaro3 ¢ mopaxe-
HUEM BHYTPEHHHUX OPTaHOB MOCIYXWJ TMOKa3aHUSIMH K
orepanuu kecapeBo cedeHue. Omepanmsi mpounuia 0e3
OCIIOKHCHUH. PEOCHOK POJIHIICS 3I0POBBIM.

B GonbmivHCTBE CilydaeB 3HAYUTENLHOW MPOOIEMOI
reMaHIMoMaTo3a SIBISIOTCS KocMeTHnueckue aedexrsl. Ho
B psZie CUTyaluil, HarpuMep Npu OepeMEHHOCTH, BO3-
HUKaeT BBICOKHI PUCK pa3pbiBa FEMaHTHOM M Pa3BHTHUS
KpoBOTe4YeHHit. B aToM ciryuae BBIOOp MeTona poopaspe-
LIEHUsI ¥ aHECTE3UOJIOTHYECKOTO ITOCOOMS 3aBUCHT OT JIO-
KaJn3alyy TeMaHTHOM.

Kongnuxm unmepecos

Aemopol Oexaapupyrom omcymcmeue 16HbIX U HOMmeH-
YUATLHBIX KOHDIUKMOB UHMEPECO8, C8A3AHHbIX ¢ NYOIU-
Kayuell Hacmosiuieli cmamaou

Conflict of interest

The authors declare no conflict of interest

Hcmounuku gpunancuposanus

Hccenedosanue nposoounocs He3 yuacmusi CHOHCOPO8

Funding Sources

This study was not sponsored

JUTEPATYPA

1. ISSVA classification for vascular anomalies. Approved at the 20th ISSVA Workshop. Melbourne, April 2014. URL:
https://www.issva.org/UserFiles/file/Classifications-2014-Final.pdf

2. Mulliken J.B., Glowacki J. Hemangiomas and vascular malformations in infants and children: a classification based
on endothelial characteristics // Plastic and Reconstructive Surgery. 1982. Vol.69, Iss.3. P.412-420. URL: https:/www.se-
manticscholar.org/paper/Hemangiomas-and-Vascular-Malformations-in-Infants- A-Mulliken-Glowacki/e 188178326

227096a68c76d27eb9bccf5cft7abe

3. OxyneB H.A., OxyneBa A.W., lllexun O.A., Kanadkun H.A., bynanosa M.A. Cocyaucteie HOBOOOpa30BaHMS MATKHX
TKaHe# y nereid: yueOHoe mocooue. Capanck: M3n-so Mopaosckoro yH-Ta, 2019. 97 ¢. ISBN 978-5-7103-3780-6

4. 3axaposa WN.H., Kotinykosa H.I1., Porunckuii B.B., Cokonos 10.10., 3aiinieBa O.B., Maiixosa 1./1., Unpucosa I'.P.,
[MennynnkoBa M.U. Uto HY»XHO 3HATh Ieanarpy o MiajieHuecKkux remanruoMax // Meaumuackuii Coser. 2016. Nel6.

C.32-37. https://doi.org/10.21518/2079-701X-2016-16-32-37

5. Ucakos 10.®., Tuxonos K0.A. BpoxneHHbIC TOPOKH MepUPEPUICSCKIX COCYIOB y aeTeil. M.: Meauiuna, 1974.

231 c.

6. Kysuenos C.A., lletiko E.A., Hlamkuna JI.YO., Tpuangadumumu E.W., Beikanoposa O.B. MHOXeCTBEHHBIE FeMaH-
TMOMBI TOJIOBBI y peOeHKA paHHEro Bo3pacra (HecTanaapTHoe jederue). Onucanue KIMHHYECKOTo ciydast // MexayHa-
POIHBIN KypHAI PUKIAAHBIX U QyHIaMeHTanbHbIX uccnenoBanuii. 2018. Ne7. C.113-117.

7. Waner M., North P.E., Scherer K.A., Frieden I.J., Waner A., Mihm M.C.Jr. The nonrandom distribution of facial he-
mangiomas // Arch. Dermatol. 2003. Vol.139, Iss.7. P.869-875. https://doi.org/10.1001/archderm.139.7.869

8. Zaremba J., Stepien M., Jelowicka M., Ostrowska D. Hereditary neurocutaneous angioma: a new genetic entity? //
J. Med. Genet. 1979. Vol.16, Iss.6. P.443—447. https://doi.org/10.1136/jmg.16.6.443

9. Kidd H.A., Cumings J.N. Cerebral angiomata in an Icelandic family // Lancet. 1947. Vol.1, Iss.6457. P.747-748.

https://doi.org/10.1016/s0140-6736(47)91494-3

10. Burke E.C., Winkelmann R.K., Strickland M.K. Disseminated hemangiomatosis: the newborn with central nervous
system involvement // Am. J. Dis. Child. 1964. Vol.108. P.418-424.

11. Kaplan P., Hollenberg R.D., Fraser F.C. A spinal arteriovenous malformation with hereditary cutaneous heman-
giomas // Am. J. Dis. Child. 1976. Vol.130, Iss.12. P.1329—-1331. https://doi.org/10.1001/archpedi.1976.02120130035007

12. Foo D., Chang Y.C., Rossier A.B. Spontaneous cervical epidural hemorrhage, anterior cord syndrome, and familial
vascular malformation // Neurology. 1980. Vol.30, Iss.11. P.1253—1254. https://doi.org/10.1212/wnl.30.11.1253-b

13. Bandler M. Hemangiomas of the small intestine associated with mucocutaneous pigmentation // Gastroenterology.

1960. Vol.38. P.641-645.

14. Hurst J., Baraitser M. Hereditary neurocutaneous angiomatous malformations: autosomal dominant inheritance in



Bronnemens uzuonozuu u namonozuu Bulletin Physiology and Pathology of
ovixanus, Boinyck 82, 2021 Respiration, Issue 82, 2021

two families // Clin. Genet. 1988. Vol.33, Iss.1. P.44—48. https://doi.org/10.1111/j.1399-0004.1988.tb04263 .x

15. Reid A.B., Reid I.L., Johnson G., Hamonic M., Major P. Familial diffuse cystic angiomatosis of bone // Clin.
Orthop. Relat. Res. 1989. Vol.238. P.211-218.

16. Vargel 1., Cil B.E., Er N., Ruacan S., Akarsu A.N., Erk Y. Hereditary intraosseous vascular malformation of the
craniofacial region: an apparently novel disorder / Am. J. Med. Genet. 2002. Vol.109, Iss.l1. P.22-35.
https://doi.org/10.1002/ajmg.10282

17. Cetinkaya A., Xiong J. R., Vargel 1., Kosemehmetoglu K., Canter H.I., Gerdan O.F., Longo N., Alzahrani A., Camps
M.P. Taskiran E.Z., Laupheimer S., Botto L.D., Paramalingam E., Gormez Z., Uz E., Yuksel B., Ruacan S., Sagiroglu
M.S., Takahashi T., Reversade B., Akarsu N.A. Loss-of-function mutations in ELMO?2 cause intraosseous vascular mal-
formation by impeding RACI1 signaling // Am. J. Hum. Genet. 2016. Vol.99, Iss.2. P.299-317.
https://doi.org/10.1016/j.ajhg.2016.06.008

18. Blei F., Walter J., Orlow S.J., Marchuk D.A. Familial segregation of hemangiomas and vascular malformations as
an autosomal dominant trait / Arch. Derm. 1998. Vol.134, Iss.6. P.718—722. https://doi.org/10.1001/archderm.134.6.718

19. Walter J.W., Blei F., Anderson J.L., Orlow S.J., Speer M.C., Marchuk D.A. Genetic mapping of a novel familial
form of infantile hemangioma // Am. J. Med. Genet. 1999. Vol.82, Iss.1. P.77-83. https://doi.org/10.1002/(sici)1096-
8628(19990101)82:1<77::aid-ajmg15>3.0.co;2-a

20. Jinnin M., Medici D., Park L., Limaye N., Liu Y., Boscolo E., Bischoff J., Vikkula M., Boye E., Olsen B.R. Sup-
pressed NFAT-dependent VEGFR1 expression and constitutive VEGFR2 signaling in infantile hemangioma // Nat. Med.
2008. Vol.14, Iss.11. P.1236-1246. https://doi.org/1010.1038/nm.1877

21. Walter J.W., North P.E., Waner M., Mizeracki A., Blei F., Walker ]. W.T., Reinisch J.F., Marchuk D.A. Somatic mu-
tation of vascular endothelial growth factor receptors in juvenile hemangioma // Genes Chromosomes Cancer. 2002. Vol.33,
Iss.3. P.295-303. https://doi.org/10.1002/gcc.10028

22. Pramanik K., Chun C.Z., Garnaas M.K., Samant G.V., Li K., Horswill M.A., North P.E., Ramchandran R. Dusp-5
and Snrk-1 coordinately function during vascular development and disease // Blood. 2009. Vol.113, Iss.5. P.1184-1191.
https://doi.org/10.1182/blood-2008-06-162180

23. Bapkaran 3.C. ['eMopparuueckie aHrHONATHH U FeMaTOME3eHXUMAIIbHBIE UCIUIa3un // PYKOBOICTBO 110 reMaTo-
noruu / ox pea. A.M.Bopoosesa. M.: Herommamen, 2005. T.3. C.118-120.

24. Boiinexosckuii B.B., Jlannemues 10.C., Lenyiiko C.C., 3a6onorckux T.B. 'emopparndeckuii CMiHIpOM B KIMHH-
yeckoit mpakTuke. brarosemenck: Oneon, 2014. 254 ¢. ISBN 978-5-8044-0059-2

25. Osler W.B. On a family form of recurring epistaxis, associated with multiple telangiectases of the skin and mucous
membranes // Bull. Johns Hopkins Hosp. 1901. Vol.12. P.333-337.

26. Boiiniexorckuit B.B., Bperanse E.1O., Honmuna E.A. OcoberHoctr nuarnoctuku 6one3nn Penaro-Ocrepa ¢ mopa-
JKEHHEM TOHKOTO KHIIeUYHWKa // AMypckuii MmemunumHCKuii okypHan. 2021. Nel(31). 2021. C.79-84.
https://doi.org/10.24412/2311-5068-2021-1-79-84

27. bonotun M.B. I'urantckasi aHrnocapkomMa OCHOBaHHS Yeperna y peOeHKa 6 MecCsIeB: 0030 JIUTEpaTyphl U COOCT-
BEHHOE KJIMHUYeCKoe Haomronenue // Omyxonu roioBsl u med. 2011, Nel. C.66—69.

28. JleTckass XUpyprusl: HaIllMOHAJIbHOE pyKOBOACTBO / mox pen. FO.®d.Mcakosa, A.®./Iponosa. M.: I'sorap-Menua,
2009. 1053 c. ISBN 978-5-9704-0679-3

29. CoBpeMeHHbBIC KOHIICTIIIMH JICUCHHS apTEPUOBCHO3HBIX aHTHOAMCILIA3HH (Mab(opMmaluii). CortacuTebHbIH 10~
KyMeHT. Meronuyeckue pexomengamuu. M., 2015. 28 c¢. URL: http://angiologia.ru/specialist/cathedra/
recommendations/2015/001.pdf

30. HIudman E.M., Kyimukos A.B., Porencon A.M., Abaszosa 1.C., Anamsu JI.B., Aaapeesa M. 1., Apteimyk H.B.,
baes O.P., bapunos C.B., benoxpununikast T.E., brayman C.1., Bparumes 1.B., byxtun A.A., Bapranos B.fl., Bonkos
A.B., Topoxosckuii B.C., lonrymmua H.B., [lpoounckas A.H., Kumxanosa C.B., Kutuameuiu 1.3., Koran 1.10., Ko-
poxneB A.IO., Kpacnononbsckuii B.W., Kykapckas U.U., Kypiiep M.A., Mapmanos JI.B., Markosckuii A.A., OBe3oB A.M.,
[emxosan IA., TlectpuxoBa T.1O., ITerpyxun B.A., IIpuxoasko A.M., IIporononosa H.B., IIpouenko /I.H., IIsiperos
A.B., Pactionun 10.C., Porauesckuii O.B., PszanoBa O.B., CaBenwseBa ['M., Cemenos F0.A., Cutkun C.U., @arkyminH
N.®., depoposa T.A., Dumumnmos O.C., [1IseukoBa M.B., IlImakos P.I, Illerones A.B., 3adonorckux .. [TpodriakTika,
AITOPUTM BEJIEHHSI, AHECTE3UsI M HHTEHCUBHAS TEPAITKsI TP MOCIEPOIOBBIX KPOBOTEUEHUsIX. KITMHHUECKHEe peKOMEHTaIin
// BectHuk nHTeHCUBHOM Tepamuu uM. A.M.Canranoa. 2019. Ne3. C.9-33. https://doi.org/10.21320/1818-474X-2019-3-
9-33

REFERENCES

1. ISSVA classification for vascular anomalies. Approved at the 20th ISSVA Workshop. Melbourne, April 2014. Avail-
able at: https://www.issva.org/UserFiles/file/Classifications-2014-Final.pdf.

2. Mulliken J.B., Glowacki J. Hemangiomas and vascular malformations in infants and children: a classification based
on endothelial characteristics. Plastic and Reconstructive Surgery 1982; 69(3):412—420. Available at: https://www.seman-

104



Bronnemens uzuonozuu u namonozuu Bulletin Physiology and Pathology of
ovixanus, Boinyck 82, 2021 Respiration, Issue 82, 2021

ticscholar.org/paper/Hemangiomas-and-Vascular-Malformations-in-Infants-A-Mulliken-Glowacki/e 1881783262270
96a68c76d27eb9bccfScff7abe

3. Okunev N.A., Okuneva A.I., Shchekin O.A., Kalabkin N.A., Budanova M.A. Vascular neoplasms of soft tissues in
children: textbook. Saransk; 2019 (in Russian). ISBN 978-5-7103-3780-6

4. Zakharova I.N., Kotlukova N.P., Roginsky V.V., Sokolov J.J., Zaitseva O.V., Maykova 1.D., Idrisova G.R., Pshe-
nichnikova I.I. What pediatricians should know about infantile hemangiomas. Meditsinskiy sovet = Medical Council 2016;
(16):32-37 (in Russian). https://doi.org/10.21518/2079-701X-2016-16-32-37.

5. Isakov Yu.F., Tikhonov Yu.A. Congenital defects of peripheral vessels in children. Moscow: Meditsina; 1974 (in
Russian).

6. Kuznetsov S.A., Sheyko E.A., Shashkina L.Yu., Triandafilidi E.I., Bykadorova O.V. Multiple hemangiomas of the
head in an child an early age (non-standard treatment). Description of a clinical case. Mezhdunarodniy zhurnal prikladnykh
i fundamental'nykh issledovaniy = International Journal of Applied and Fundamental Research 2018; (7):113—117 (in
Russian).

7. Waner M., North P.E., Scherer K.A., Frieden I.J., Waner A., Mihm M.C.Jr. The nonrandom distribution of facial he-
mangiomas. Arch. Dermatol. 2003; 139(7):869-875. https://doi.org/10.1001/archderm.139.7.869

8. Zaremba J., Stepien M., Jelowicka M., Ostrowska D. Hereditary neurocutaneous angioma: a new genetic entity? J.
Med. Genet. 1979; 16(6):443—447. https://doi.org/10.1136/jmg.16.6.443

9. Kidd H.A., Cumings J.N. Cerebral angiomata in an Icelandic family. Lancet 1947; 1(6457):747-748.
https://doi.org/10.1016/s0140-6736(47)91494-3

10. Burke E.C., Winkelmann R.K., Strickland M.K. Disseminated hemangiomatosis: the newborn with central nervous
system involvement. Am. J. Dis. Child. 1964; 108:418—424.

11. Kaplan P., Hollenberg R.D., Fraser F.C. A spinal arteriovenous malformation with hereditary cutaneous heman-
giomas. Am. J. Dis. Child. 1976; 130(2):1329—-1331. https://doi.org/10.1001/archpedi.1976.02120130035007

12. Foo D., Chang, Y.C., Rossier A. B. Spontaneous cervical epidural hemorrhage, anterior cord syndrome, and familial
vascular malformation. Neurology 1980; 30(11):1253—1254. https://doi.org/10.1212/wnl.30.11.1253-b

13. Bandler, M. Hemangiomas of the small intestine associated with mucocutaneous pigmentation. Gastroenterology
1960; 38:641-645.

14. Hurst J., Baraitser M. Hereditary neurocutaneous angiomatous malformations: autosomal dominant inheritance in
two families. Clin. Genet. 1988; 33(1):44—48. https://doi.org/10.1111/j.1399-0004.1988.tb04263.x

15.Reid A.B., Reid I.L., Johnson G., Hamonic M., Major P. Familial diffuse cystic angiomatosis of bone. Clin. Orthop.
Relat. Res. 1989; 238:211-218.

16. Vargel 1., Cil B.E., Er N., Ruacan S., Akarsu A.N., Erk Y. Hereditary intraosseous vascular malformation of the
craniofacial region: an apparently novel disorder. Am. J. Med. Genet. 2002; 109(1):22-35. https://doi.org/
10.1002/ajmg.10282

17. Cetinkaya A., Xiong J. R., Vargel 1., Kosemehmetoglu K., Canter H.I., Gerdan O.F., Longo N., Alzahrani A., Camps
M.P. Taskiran E.Z., Laupheimer S., Botto L.D., Paramalingam E., Gormez Z., Uz E., Yuksel B., Ruacan S., Sagiroglu
M.S., Takahashi T., Reversade B., Akarsu N.A. Loss-of-function mutations in ELMO?2 cause intraosseous vascular mal-
formation by impeding RACI1 signaling. A4Am. J. Hum. Genet. 2016; 99(2):299-317. https://doi.org/
10.1016/j.ajhg.2016.06.008

18. Blei F., Walter J., Orlow S.J., Marchuk D. A. Familial segregation of hemangiomas and vascular malformations as
an autosomal dominant trait. Arch. Derm. 1998; 134(6):718—722. https://doi.org/10.1001/archderm.134.6.718

19. Walter J.W., Blei F., Anderson J.L., Orlow S.J., Speer M.C., Marchuk D.A. Genetic mapping of a novel familial
form of infantile hemangioma. Am. J. Med. Genet. 1999; 82(1):77-83. https://doi.org/10.1002/(sici)1096-
8628(19990101)82:1<77::aid-ajmg15>3.0.co0;2-a

20. Jinnin M., Medici D., Park L., Limaye N., Liu Y., Boscolo E., Bischoff J., Vikkula M., Boye E., Olsen B.R. Sup-
pressed NFAT-dependent VEGFR1 expression and constitutive VEGFR2 signaling in infantile hemangioma. Nat. Med.
2008; 14(11):1236-1246. https://doi.org/1010.1038/nm. 1877

21. Walter J.W., North P.E., Waner M., Mizeracki A., Blei F., Walker ]. W.T., Reinisch J.F., Marchuk D.A. Somatic mu-
tation of vascular endothelial growth factor receptors in juvenile hemangioma. Genes Chromosomes Cancer 2002;
33(3):295-303. https://doi.org/10.1002/gcc.10028

22. Pramanik K., Chun C.Z., Garnaas M.K., Samant G.V., Li K., Horswill M.A., North P.E., Ramchandran R. Dusp-5
and Snrk-1 coordinately function during vascular development and disease. Blood 2009; 113(5):1184-1191.
https://doi.org/10.1182/blood-2008-06-162180

23. Barkagan Z.S. Hemorrhagic angiopathies and hematomesenchymal dysplasia. In: Vorobyov A.I., editor. Handbook
of Hematology. Vol.3. Moscow: Newdiamed; 2005:118—120 (in Russian).

24. Voitsekhovsky V. V., Landyshev Yu.S., Tseluiko S.S., Zabolotskikh T.V. Hemorrhagic syndrome in clinical practice.
Blagoveshchensk: Odeon; 2014 (in Russian). ISBN 978-5-8044-0059-2

105



Bronnemens uzuonozuu u namonozuu
ovixanus, Boinyck 82, 2021

Bulletin Physiology and Pathology of
Respiration, Issue 82, 2021

25. Osler W.B. On a family form of recurring epistaxis, associated with multiple telangiectases of the skin and mucous
membranes. Bull. Johns Hopkins Hosp. 1901; 12:333-337.

26. Voitsekhovsky V.V., Bregadze E.Yu., Dolina E.A. Features of diagnostics of Rendu-Osler disease with the small
buwel lesion. Amurskiy meditsinskiy zhurnal 2021; (1):79—84 (in Russian). https://doi.org/10.24412/2311-5068-2021-1-
79-84

27. Bolotin M.V. Giant angiosarcoma of the skull base in a 6-month-old baby: a review of literature and the autor’s
clinical observation. Opuholi golovy i Sei = Head and Neck Tumors (HNT) 2011; (1):66—69 (in Russian).

28. Isakova Yu.F., Dronova A.F., editors. Pediatric surgery: national guidelines. Moscow: Geotar-Media; 2009 (in Rus-
sian). ISBN 978-5-9704-0679-3

29. Modern concepts of treatment of arteriovenous angiodysplasia (malformations). Consent document. Methodological
recommendations. Moscow; 2015 (in Russian). Available at: http://angiologia.ru/specialist/cathedra/ recommenda-
tions/2015/001.pdf

30. Shifman E.M., Kulikov A.V., Ronenson A.M., Abazova I.S., Adamyan L.V., Andreeva M.D., Artymuk N.V., Baev
O.R., Barinov S.V.,, Belokrinitskaya T.E., Blauman S.I., Bratishchev 1.V., Bukhtin A.A., Vartanov V.Y., Volkov A.B., Go-
rokhovskiy V.S., Dolgushina N.V., Drobinskaya A.N., Kinzhalova S.V., Kitiashvili I.Z., Kogan I.Yu., Korolev A.Yu., Kras-
nopolskii V.I., Kukarskaya L.I., Kurcer M.A., Marshalov D.V., Matkovskiy A.A., Ovezov A.M., Penzhoyan G.A., Pestrikova
T.Yu., Petruhin V.A., Prihodko A.M., Protopopova N.V., Protsenko D.N., Pyregov A.V., Raspopin Yu.S., Rogachevskiy
0.V, Ryazanova O.V,, Savelyeva G.M., Semenov Yu.A., Sitkin S.I., Fatkullin L.F., Fedorova T.A., Filippov O.S., Shvech-
kova M. V., Shmakov R.G., Shchegolev A.V., Zabolotskikh I.B. Prevention, the algorithm of reference, anesthesia and in-
tensive care for postpartum hemorrhage. Guidelines. Annals of Critical Care 2019; (3):9-33 (in Russian).

https://doi.org/10.21320/1818-474X-2019-3-9-33

Hugpopmayun 06 asmopax:

BaJgepuii Biagumuposuu BoiiuexoBckuid, 1-p Mes. HayK, JOLCHT, 3aB.
kaepoii rOCIUTAIBHON Tepanuu ¢ KypcoM papmaxonoruu, dexepaib-
HOE rOCylapCTBEHHOE OIOKETHOE 00pa30BaTEIbHOE YUPEKIACHHUE BbIC-
mero oOpa3oBaHHs «AMypcKas TOCYIapCTBEHHAsT MEAULMHCKAs
akajgeMus» Munucrepcrsa 31paBooxpanenus: Poccuiickoit deneparmm;
e-mail: voiceh-67@mail.ru

Ouibra BurtanbeBHa JIMTBaK, Bpau aKylIep-TMHEKOJOI, AMYPCKHN
00JIaCTHON MepUHATAIBHBIH LEHTP, [0cy1apcTBEHHOE aBTOHOMHOE yU-
pexJeHuE 31paBOOXpaHeHUss AMypPCKoit oOnacTu «AMypcekas odsactHast
KIIMHH4YecKas 60s1pHIL@Y; e-mail: o-malk@mail.ru

Baanumup Ajsexcanaposny CamMoXBaJIoB, KaH/I. ME/I. HAyK, Bpay-reHe-
THK, PyKOBOAMTENb LleHTpa mitaHupoBaHus ceMbH, ['ocynapcTBeHHOE aB-

TOHOMHOE€  YuYpeXJEHHE 3[paBOOXpaHeHUs AMypckoil obnactu
«Amypckas oOJacTHas KIMHAYECKast OobHHLIAY; e-mail:
samgenam(@rambler.ru

Oubra Baagumuposna Iaiinaposa, Bpau akyuep-ruHekoJor, Amyp-
CKHil 00J1aCTHO! MepUHATaIbHBIH LeHTp, [0Ccy1apcTBEHHOE aBTOHOMHOE
YUPEXICHHE 3[PaBOOXpaHEHUsI AMYPCKOi o0macTi «AmMypckas 001acT-
Hasi KIHHHYecKast 6onbHHLIay; e-mail: AOKB@amurzdrav.ru

EBrennii Imutpuesnuy HaymeHKko, 3aB. OTACICHUEM aHECTE3HOJIOTUH
U peaHuMallu aKyIIepCKOTo CTaloHapa, AMypckuil 00inacTHOM nepu-
HaTtaJbHBIH LEHTP, [0Cy1apcTBEHHOE aBTOHOMHOE YUPEXKICHHE 3/JPaBO-
oxpaHeHus: AMypckoi obmactu «AMypckas o0jacTHash KIMHMYECKas
GonbHua»; e-mail: AOKB@amurzdrav.ru

ExaTtepuna AsekcanapoBna ®uiaroBa, KaHji. Mel. HayK, Bpau-remMa-
TOJIOT, F€MaTOJIOrNYECKOe OT/IeICHNE, | 0Cy1apCTBEHHOE aBTOHOMHOE Y-
pexJeHuE 31paBOOXpaHeHUss AMypPCKoit oOnacTu «AMypcekas odsactHast
KINHIYecKas OonbHULAY; e-mail: ekaterina.gladun.86@mail.ru

Author information:

Valeriy V. Voytsekhovskiy, MD, PhD, DSc (Med.), Associate Professor,
Head of Department of Hospital Therapy with Pharmacology Course,
Amur State Medical Academy; e-mail: voiceh-67@mail.ru

Olga V. Litvak, MD, Obstetrician-gynecologist of Amur Regional Peri-
natal Center, Amur Regional Clinical Hospital; e-mail: o-malk@mail.ru

Vladimir A. Samokhvalov, MD, PhD (Med.), Geneticist, Head of the
Family Planning Center, Amur Regional Clinical Hospital; e-mail: sam-
genam(@rambler.ru

Olga V. Gaidarova, MD, Obstetrician-gynecologist of Amur Regional
Perinatal Center, Amur Regional Clinical Hospital; e-mail:
AOKB@amurzdrav.ru

Evgeniy D. Naumenko, MD, Head of Department of Anesthesiology and
Resuscitation of the Obstetric Hospital, Amur Regional Perinatal Center,
Amur Regional Clinical Hospital; e-mail: AOKB@amurzdrav.ru

Ekaterina A. Filatova, MD, PhD (Med.), Hematologist of Department
of Hematology, Amur Regional Clinical Hospital; e-mail: ekaterina.gla-
dun.86@mail.ru

Iocmynuna 10.08.2021
IIpunama x newamu 06.09.2021

Received August 10, 2021
Accepted September 06, 2010

106



