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HauioHanbHuii MeguuHuii yHiBepcuTeT imeHi O. O. Boromonbus, Knis

Phace cunjapoM y aiTeii: moeTHAHHA CETMEHTAPHUX F'eMAHTIOM 001Uy i

PO3IIETLICHHSA I'PYIHITHI

Merta poboru: BusHauenHst romupeHocti PHACE cunzpomy B giteit 3 iHdanTrasHuMu remanriomamu (II'), orjiHka pesysbraris
JIiKyBaHHsI TIPOTPAHOJI0/IOM Ta BCTAHOBJIEHHsT HeOOXiJHOCTI TPOBejeHHsI JOJATKOBUX XipypriuHUX BTPYUaHHSI.

Marepianau i MeTogu. Y HoC/iKeHHs BKIFOUeHO 27 fiteit 3 IT y AinsHLi ronoBy i mmi, siki mepebyBay Ha CTal{ioHAPHOMY JIiKyBaHHi
B HACI “OXMATIUT” Big rpysHs 2010 go Gepesns 2017 p. [Jns BcTaHOB/eHHs AiarHo3y BukopucroByBanu Y3, MPT, KT 3
KOHTPACTyBaHHsIM, exoKap/iorpadito, TAKOXK MarjieHTam MpOBOAXIN 0PTaibMOJIOTiuHe 00CTeKEHHS.

Pe3ysbTaTH JoCTi/pkeHb Ta ix o6roBopenHs. [liarHo3 PHACE cuHzpoMy BcTaHOBeHO 4 (14,81 %) natjientam i3 27 giteit 3 IT ginstHKu
06/myust i mmi giamerpom moHaz 5 cm. PHACE cuHApOM ZAiarHOCTYBaIX 32 HACTYITHUMH KPUTEpisMM: HasiBHICTb cerMeHTapHUX I
06yusi (n=4), B TOMy YHC/i ciTyacta remanrioma (n=1), po3iierieHHs rpyfHUHE (n=3), MaTosioris 3a7Hb0I yepernHoi sMku (n=1),
KoapkKTatlist aopte (n=1), mpaBobiuHa yra aoptu (n=1), HagmynkoBuii mwoB (n=1). Yci nawienty 6ynu xiHouoi crari. [Toumpenss 1T Ha
JiNSHKY JUXaIbHUX IUISXIB 3 TOPYLIeHHsIM IX MpoxigHoCTi AlarHocToBaHoO B 3 (75 %) Bunagkax i3 PHACE cunzpomom. [11s1 T1ikyBaHHS
IT" BUKOPHCTOBYBaJI KOHCEPBATUBHY Teparlito: POIpaHo/Io/ — HeCeJleKTUBHUIM beTa-610katop — 2 Mr/kr/f00y. KoHcepBaTiUBHA Tepartist
IT" y giteii 3 PHACE cuHzpoMOM € e(heKTHBHOIO Ta 6e3MevHor0, 0fHAK XapaKTepHU3y€eThCsl Bi/JHOCHO OinbIuoro TpuBasticTio. OnepariiliHe
JIIKyBaHHSI 3 TIPUBO/lY PO3LeTyIeHHs PYJHUHY BUKOHAHO 3 TallieHTaM, JBOM 3aCTOCOBAHO MepBUHHY PaHHIO KOPeKIIito Baju y Bii 2 i 4

Micsiwi. B ycix marieHTiB foCArHyTO [0OPOro GyHKI[iOHAIBHOTO i KOCMETHYHOr0 Pe3y/IbTary Mic/is XipypriuHoro JIiKyBaHHsI.

Knrouogi ciioBa: PHACE cunapoM; iHpaHTH/IbHA TeMaHTioMa; po3ijelieHHs TPYAHUHH.

ITocTaHoBKa nmpo0/ieMH i aHa/Ii3 OCTaHHIX J0-
oripKeHb Ta myOsikanin. Y kimacudikarii cyauH-
HUX aHOMasil, mepersisiHyTii MixXHapoJHOIO opra-
Hi3alli€lo 3 BUBUYeHHs CyAuHHUX aHomaiiii (ISSVA)
y 2014 p., okpeMHM [OJaTKOM BHUZIJIAKOTE MiArPY-
nu iHdanTHbHUX remadriom (II7), 30kpema, OKasIb-
Hi, cerMmeHTapHi, He BU3HaueHi, MHOUHHi [1]. Cer-
MEeHTapHMMH Ha3WBalOTh reMaHTioMH, KOHQiryparis
SIKMX BiJTOBiZlae nokani3arlii eMOpioHanbHOTO cer-
MeHTa. BigmnosigHo o0 MopdoreHesy, BOHU yTBOPIO-
I0Th Ha TNEeBHUX JITHKAX IIKipy reorpadiuHi obpu-
CH, L0 BiAMNOBifga0Th OKpeMoMy MioToMmy. CermeH-
TapHUM TeMaHTioMaM BJ/laCTHMBa HalOisblla yacrora
yCK/a/IHeHb, BOHHM MOTPe0yIOTh OisbIll TPUBA/IOrO Ta
iHTeHCUBHOTO JiKyBaHHs [2]. Takok cermenTapHi II'
HEepi/ZIKO NMOENHYIOTHCS 3 IHILIMMU aHOMaJIisSIMH, 30Kpe-
Ma, y 1996 p. Brepire 6yno ornmcano PHACE cus-
[IPOM $IK TIO€THAHHSI CeTMEeHTapHUX TeMaHTi0M Tojio-
BU i LM JiaMeTpoM MOHaZ, 5 CM, aHOMasliid 3aJHbOI
yeperHoi SIMKH, Bafi, PO3BUTKY MariCTpajbHUX CYAWH
Ta Baj po3ButKy odeid [3] (Posterior fossa anomaly
— a”HoMavtii 3aHbOI YyepenHoi siMKM, Hemangioma —
remMaHrioma, Arterial anomalies — anomarnii aprepi,
Cardiovascular anomalies — cepiieBo-CyZMHHI Bajiy,
Eye anomalies — aHomarii ouefi, sternal clefting —
pO3IIIeryieHHs TPyAUHU Ta/abo supraumbilical raphe
(HagmymkoBuii 110B)). X0o4a CTaHAAPTHU30BaHi KpU-
Tepil A5 BcTaHoB/eHHs1 AiarHo3y PHACE cunzpo-
My He Oy/id BU3HAUeHi, BBAXKAETHCH, 1[0 JiTU 3 BEJU-
KUMU TeMaHrioMaM# 00/Tuuust i BOJIOCUCTOT YaCTUHU

ToJIOBU TIOTPeOyYIOTh Oi/ibIll peTesbHOro 00CTeXKeH-
Hs1 (HEBPOJIOTIUHOT0, Kap/[i0JIoriuHOT0, 0 TabMOJI0-
riudoro) [4]. o 1996 p. BUMaZiKu JAaHOTO CUH/IPOMY
OMKCYBa/M 3 BUKOPUCTAHHSM pisHOMaHITHHX abpe-
Biatyp: cunapom CHVC (komruiekc “lIKipHa reMaH-
rioma i cyuHHI opyIiieHHs”), OKy/I0-11epeOpanbHO-
akpanbHUM cungpoM, cunzapom 3C (rinmoruiasis Mo-
30YKa, KaBepHO3HA reMaHTrioMa i KoapKrallis aOpTH)
TOL[O. 3HAHHA XapaKTepHUX O3HaK CHHJPOMY He-
o0xizHe aysi popmMyBaHHS HaCTOPOXKEHOCTI JTiKapiB
y TIJIaHi TIOBHOTH OOCTe)KeHHsI TMalji€HTiB i3 cermeH-
TapHUMH reMaHrioMaMH 3 ypaxyBaHHSM ITOTeHLIHHO
Hebe3reyHrX yCKIagHeHb. [/ 1iarHOCTHKY i JTiKy-
BaHHs mauieHTiB 3 PHACE cuHapoMom Halikpaiijo-
ro pe3yibTaTy MOXHA JOCSATHYTH BUKOPHUCTOBYIO-
YW MY/IbAUCLUIUTIHADHUHN MifX0/, OCKIiNMbKU yparke-
Hi pi3Hi OpraHu Ta CUCTeMU, BUHUKAE HEOOXiHICTh
Y BUKODUCTaHHI pPi3HOMaHITHUX METO/IB JIIKyBaHHSI.

Mera poOoTH: BH3HAUeHHs IOMIMPEHOCTI
PHACE cungpomy B AiTeit 3 iHGaHTH/ILHUME reMaH-
riOMH T'OJIOBM 1 IIMI, OLIHKA pe3yJIbTaTiB JIKyBaHHS
TIPOTIPAHOIO/IOM Ta BHW3HAUeHHs HeoOXifHOCTI 1o-
JlaTKOBUX XipypriuHUX BTPYYaHHS.

Marepiamm i MeTogu. Y J0OC/TiIXKeHHS BKI/IIOUe-
HO 27 fiTeid 3 iHQaHTWIEHUMHU TeMaHTiOMaMH B Jli-
JISHLIi TOJIOBH 1 LI, SIKi 3HaXOIU/IMCA Ha CTaljioHap-
HOMY JIiKyBaHHi Ha KJIiHiuHiM 0a3i kKadeapu AUTIUOL
xipyprii B8 HACJI “OXMATIOUT” Big rpyans 2010
nmo 6epesns 2017 p. YMOBOI BKJIIOUEHHS TIAl[i€HTIB
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y pociimkenns Oymu IT' giamerpoM moHaz 5 cM, ski
JIOKaJTi3yI0ThCS B [i/ISIHII 00/1MUus i 1M, MpoBejeHa
JliarHOCTHKa Ta JlikyBaHHs Ha 6a3i H/ICJT “OXMAT-
OUT”, TpuBasicTh criocTepekeHHs TiC/is 3aBepIleH-
HS1 JiKyBaHHS ab0 CITOHTaHHOI iHBOJIIOII He MeH-
e 6 micayis. [Ipu rocnitanisayii B KiHIKY yciM na-
LieHTaM BUKOHYBalaW Y 3-[40C/iJpKeHHsl arapaToM
“Philips” 3 ninitinum gatunkom 12-3 MHz y pexxu-
Max Cipol IIKaJiv, KOJIbOPOBOT'O JOIJIePIBCBKOTO CKa-
HyBaHHs (K/JC) Ta yacTkoBO y pexxumi [omiepa. Y
BCiX fliTeli, He3a/leXXHO Bif BiKy, 0OCTeXeHHs Tpo-
Boauu Ge3 ceparyii. TTpu Y3 ckaHyBaHHi BU3HauaIu
HACTYTHi XapaKTepUCTUKU: TMOLIMPeHHs], iHGinbTpa-
1{is] HABKOJIMIIIHIX TKaHUH, apTepiajbHe KPOBOIIOCTa-
YaHHs, BeHO3HUI [IpeHak, HasiBHICTb COJIiZJHOI TKa-
HUHMU, HasIBHICTb BKJ/IIOUEHb. [JoCipKeHHsI B peXXuMi
cipoi 1IKa/d TIPOBOJWIM B TIOTI€PEYHiM Ta T0370-
BXKHiM mtotuHi. 719 yTBOPeHb 3 YiTKUMU MeXKaMH,
SIKi 3HaXOZSATbCS B TMOJIi AOC/i/[)KeHHS JaTuuka Y3
ariapara, poOBOW/IY BUMIPIOBaHHS PO3MIpIB Y TPbOX
npoekuyiax. Y pexumi KJIC BU3Hauanu CHiBBiJHO-
LIeHHS COMiJHOT TKaHWHU Ta CyJWH Ha OAMHULIL NJI0-
i ypakeHHsl. YCIM [iTM BUKOHYBa/d eXOKapjio-
rpadiro. MPT romoBHOrO MO3Ky Ta M’SIKUX TKaHWUH
JIMLIEBOTO yepera BUKOHYBa/lM Ha amapari Siemens
Avanto 1,5T B pexxumi T1, T2, FetSet, STIR. ¥ piteit
3 O3HaKaMU I1aTOJIOTii CKejleTa BUKOHYBa/IU OIJIsILO-
By peHTreHorpadito. s geTanizaijii ypakeHb OIop-
HO-PYXOBOT0 afapary Ta JiarHOCTUKHU BaJl PO3BUTKY
MarictpanbHux cyguH npusHavand KT i3 BHyTpim-
HbOBEHHUM KOHTDACTyBaHHSIM, SIKé BUKOHYBa/ld Ha
anapari Siemens Somatom Difinition AS. ¥Ycim gitam
TIPOBOAW/IN eXoKapziorpadito Ta odTajibMOJOTiuHe
00CTe)KeHHs!.

Pe3ynbTaTH JOCT/PKeHb Ta iX 00rOBOpeHHS.
[Hiarnos PHACE cuHApoMy BCTaHOB/EHO y 4 matli-
€HTiB cepen 27 gitei 3 IT" ginsgHku o6/myaust i i fi-
aMeTpoM ToHaf, 5 cMm, 1o ckiaagae 14,81%. PHACE
CHH/IPOM [iarHOCTyBa/aM 3a HaCTY[MHUMH KpUTepis-
Mu: HasiBHICTB IT" 06/myusi (n=4), B TOMy UHCIi CiT-
yacta remaHrioma (n=1), po3ieTuieHHs] TPyAHUHU
(n=3), maTosnoris 3a7HBOI uepernHoi ssMku (n=1), Ko-
apkrariis aoptv (n=1), mpaBobiuna gyra aoptd (n=1),
HaanynkoBui moB (n=1). [Tommpenns II" Ha minsH-
KY JUXa/IbHUX IISAXIB i3 OPYLLIeHHAM IX POXiJHOC-
Ti piarHocToBaHo y 3 (75 %) Bumnazkax i3 PHACE
CUHJPOMOM. Yci marjieHT 0yu >xiHouoi craTi. Kiii-
HiuHi niposiBy II" B Ai/IAHL]I TOMOBM i 1IMI Ta CUMITO-
MU pO3LeT/ieHHs] TPYJHUHU HasiBHI 3 HapOJKeHHs,
IT" puxanbHUX MUIAXIB K/AIHIUHO TIPOSB/ISIUCA y Billi
Bif 1,5 10 4 MicALiB, B cepeJHbOMY uac TOSIBU Mep-
IMX CUMITOMIB cKnazaB (2,41+0,77) micsaus. Ilep-
MMM O3HAaKaMU YpakeHHsI AuxajbHuX nuigxis II°

Oy/10 CTPU/IOPO3HE [TUXaHHS, Kallle/lb, CTINKUH 710 aH-
tubakTepianbHOI Tepartii, liiaHO3 TIPY royBaHHi i He-
cniokoi gutuHM. [iarHo3 II' M KX TKaHWH 00/IMY-
ust i mui 0yJ1I0 BCTAHOBJIEHO 3a pe3ysbTatamu ¥Y3/1 3
BUKOPMCTaHHSAM peXXUMiB cipoi mkanu ta KIC, ans
nigTBeppKeHHs AiarHo3y IT' He Oyso HeobOximHOCTI
BUKODHCTOBYBATH [I0/JaTKOBI MeTO/M 0OCTe)KeHHs.
IT" y da3y nposnideparii B pexxumi cipoi mikanu siB-
JISTA cOOOI0 TiMmoexoreHHe YTBOPEHHs, PO3/ii/ieHe Ha
YaCTOYKH TillepeXxOreHHUMH MepeTUHKaMH, B PeKu-
mi K/IC BHU3HauamM BeTUKY Ki/bKiCThb [PiOHUX CyIuH
3 MIBUJKUM Ta LIYHTYHOUMM KPOBOTOKOM, XapakTep-
HOIO 03HAKOK0 Oy/ia BiZICYyTHICTH COMiIHOT TKAaHWUHH.
ITpo da3y crabinizanii IT' cBigumr/Io 3MeHIIEHHS KiJTb-
KOCTi BUCOKOIIIBU/IKICHUX IPIOHUX CYZIMH, Bi3yasti3a-
1jis1 conifiHol Ge3cyAMHHOI TKaHMHHY, sIKa 3aiiMasa He
MeH1e 1/3 miouyi ypakeHHs1, exoreHHicTb II" mifBu-
LyBaJIach, 3’sBJISUIMCh PO3LUKPEH] JAPEeHYyHUi BEHU 3
MOBIJIbHUM KPOBOTOKOM.

L nikyBanHs II' BUKOpHUCTOBYBa/lM KOHCepBa-
TUBHY Teparito. [Ipy3Hauanu mporpaHoson — Hece-
JIEKTUBHUU OeTa-6/i0KaTop — B 71031 2 Mr/Kr/mo0y.
[Ipenapar 3acTocoByBanu per 0S, 03y PO3MOAiIs-
JIV Ha TpY NpyiioMy. Po3nouynHa M JiKyBaHHS B yMO-
BaxX CTal[ioHapy 3 TIOCTYTOBUM 30i/IbIIeHHAM /103U
Big 1 mo 2 mr/kr/mo0y, rovatkoBa /103a /s TaljieH-
TiB BikoM 0 2 Mics1iiB, Baroto A0 3000 r ctaHoBW/Ia
0,5 Mr/kr/mo0y. [1nist 6e3neKky MaijieHTiB repe/ movat-
KOM JIiKyBaHHsI 000B’13KOBO TIPOBOZAM/IM JlabopaTop-
Hi Ta iHCTpyMeHTasbHi 00CTeXXeHHs], 30KpeMa, 3arajib-
HUU aHasTi3 KPOBi 3 BU3HAUEHHSIM PiBHSI TPOMOOIIUTIB;
KOaryJ/iorpamy; BU3HaueHHs TUPOKCHUHY, TPUHOATH-
POHiHY, THPEOTPOIHOr0 TOPMOHY; GioXiMiUuHUI aHa-
JIi3 KPOBI 3 BUSHAUEHHS PIBHA [VIFOKO3U KPOBi, HUPKO-
BUX, TIEYiHKOBUX TPOO, MPOBO/M/IACH KOHCY/IbTALlist
niegiatpa Ta/abo kapgionora. ITpoTsSroM THTpyBaH-
H$1 [1031 TTPOBO/IM/IM MOHITOPUHT apTepiaJibHOrO THC-
Ky, 4aCTOTH CepLIeBUX CKOPOUeHb (0 Tpuiiomy i ue-
pe3 rofjuHy Mic/ist pUiiMaHHs J1iKapcbKoro 3aco0y),
BH3HAUeHHs PiBHs IVIFOKO3U B KPOBI OZJMH pa3 Ha J10-
Oy nipotsirom 3-5 i6 mepeOyBaHHs B cratjioHapi. ITiz
yac repeOyBaHHs B CTarlioHapi NTPOBOJWIM HaBYaH-
HsI MaTepiB 00 AOTPUMAHHS peXXUMY Mif 4ac Ji-
KyBaHHSI, sIKe TaKOXX BKJ/IOYaI0 iH(OpMyBaHHS CTO-
COBHO TPUBOKHUX CUMIITOMIB, SIKi MOXXYTb CBIJUHUTH
PO yCK/IaZHeHHs Teparil. [IpuiiMaHHs porpaHosio-
JIy TIPOJIOB)XKYBa/I aMOy/IaTOPHO y BU3HAUeHil 03i.
Ycim fiTaM npu3Hauasu amMOyJsiaTOpHi Orjisigu 3 iH-
TepBasioM OJWH Micslb. TpuBaicTh JIIKyBaHHS I1PO-
nipaHonioniom y giteit 3 PHACE cunapomoMm cknafa-
jia Biz 18 mo 36 MicsiiiB, B cepeiHboMy (24,25+4,49)
MicsiLli, 1110 TepeBUIIye TPUBAICTh Teparlii rpomnpa-
HOJIOJIOM y ZiiTeit 3 i30/iboBaHUMU II" M’KMX TKaHUH,
sika TpuBasa (8,81+3,20) micsiis.
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XipypriuHy KOpeKL|il0 pO3Liel/ieHHs] PYJHUHU
BUKOHA/IM TPbOM TalliEHTaM, [BOM [iTAM BiKOM 2 i
4 Micsili BTpyYaHHS BUKOHAHO 3a METOJUKOI0, PO3-
po0JieHO0 B KiiHilli. Binbiil mi3Hili Tepmin oneparjiii-
HOTO BTPyuYaHHsS B O/[Hi€l AUTWHU TOB’si3aHUM 3 Ha-
sBHicTio II' B 30H1 onepayii. XipypriuHe BTpy4aHHs
MpOBeJU IMiC/s1 Tepamii NporpaHo/0J0M MPOTIrOM
[IBOX MicsIiB, Ha (OHi KO ypakeHHs IIKipH iCTOT-
HO 3MeHLIWIOCS. MeToJuKa MpOBeJeHHs omeparii
BKJIFOYa/la HACTYITHI OCHOBHI eTanu. BUKOHyBanu 1o-
3[I0BXKHIM PO3TUH M’SIKHX TKaHWH TPYJHOI CTiHKH IO
cepeIMHHUM JTiHii, yepe3 Becb JedeKT IpyJHUHU Ta
HIDKYe, BiJOKPeMJItOBa/IA TPY/JHUHHI Ba/JIMKU BiJl BHY-
TPilIHBOTPYZAHOI dactiii, mapieTanbHOI TJIEBPH Ta Tie-
pyKkapga. 'pyHUHHI Ba/IMKK pO3CiKaau y Tonepe-
YHOMY HampsIMKy HaJ, MiCLieM iX 3pOLeHHs ofjpa3y
Buille pebepHux aAyr. TIpoBOWIN pe3eKIjito BUIOY-
KOBOI 3a71034. 3abe3rneueHHs1 aHaTOMIUHOI L[ilicCHOC-
Ti TPyJHOI K/ITKM BUKOHYBa/JW IJIIXOM 3LIKBAaH-
HsI TPYAHUHHUX BajMKIiB [0 MOBHOTO iX 3iCTaB/IeHHS
3 BUKOPUCTAHHSM JIiraTyp, 110 He PO3CMOKTYIOTbHCS.
YckiajHeHb orepariiHoro BTpy4aHHs He OyJio, y fi-
Tel MeplIrX MiCALB XKUTTS BAA/I0CHd JOCATHYTH I10-
BHOTO Bi/THOBJIEHHS L|iJTICHOCTI TPYHAHU.

Y piteii 3 PHACE cunApoMOM icHy€e BHCOKHM
pusuK II" guxanbHUX LUISIXiB, YaCTOTa ypa)KeHHs Ha-
ommxaeTbest o 50 %, XapakTepHa TaKOXK BeJTUKA TPH-
BaJIiCTh MepCUCTeHLii cuMOToMiB — Bif, 13 g0 76 Mmi-
csuiB [5, 6]. 3a pe3yibTaTamMu HaIloro AOCTiKeHHs,
nomvpeHHs II" Ha AIAHKY AUXaabHUX LUBIXIB 3 T0-
PYLLEHHSIM IX MPOXiHOCTI AirHOCTOBaHO y 75 % ni-
teit 3 PHACE cunzpomom.

Cnocrepexxenns 3a nauientamu 3 PHACE cun-
ZJPOMOM TPUBAE MPOTATOM y>xe 20 POKiB, 3’ IBJIAFOTHCSA
HOBi TyOutiKaljii, 0 Tak 3BaHUX “BEJIUKUX” O3HAK
CHH/IPOMY BIiJJHOCATb MAaTOJIOTiYHI CTaHH, AKi He BXO-
IaTh fo abpeBiatypu. OfiHi€O i3 TSDKKUX CYMyTHIX
BaZl PO3BUTKY, 110 MOTpebye XipypriuHoi Kopekuii,
€ po3llerieHHs rpyJHuHU. Le pifKicHa Bajia po3BU-
TKY, 1[I0 XapaKTepU3yeTbCsl MOBHUM ab0 YaCTKOBUM
nedeKkToM rpyaHOI KiCTKM Ta € pe3y/bTaTOM TOpYy-
IIIeHHS 3/TUTTS CTePHABHUX TIACTUHOK ITiJ] yac emM0-
pioreHe3sy. IloejHaHHS pO3LLeI/IeHHS TPYIHUHU 3 iH-
IIMMH BaJlaMM PO3BUTKY OMUCAHO y 72 % BUMAaJKIB
[7]. ¥ ny6nikariii 1985 p. [8] aBTOpu BUCyBatOTh Ti-
ToTe3y, 10 PO3PUB XOpioHa abo YKOBTOUHOTO MilllKa
MiJ, 4aC OMyCKaHHS CepLid CIIPUYMHSE TIOIIKO/KeHHS
Me307lepMa/IbHUX CTPYKTYP, 1[0 IPHU3BOJUTH J10 He3a-
POLLIeHHSI TPYAHOI KiCTKM. 3anyuyeHHs! TKaHWH LIKipy
B Ieli MpoLjec Me30/iepMaJbHOTO YLIKOKeHHsT 0yo
3arporOHOBaHO sIK IOSICHEeHHSI acolliallii remaHriom
Ta po3lleryieHHs TpyAHuHU [9].

ITepebir 3axBOpIOBAHHS YacTO 0e3CHMIITOM-
HUMW, O/HAK BiZICYTHICTb CKejieTa TepeiHbOI TIO-

BepXHIi I'PYAHOI K/IITKHA € TIPUUYUHO IapafoKcasb-
HOTO PyXY Lji€i YaCTUHU TpyJel 3 MOXK/IMBUMU JU-
XanbHUMU po3sniagamu [10]. JIikyBaHHS ypO/»KeHOT 0
pO3IIern/ieHHs] TPYJHUHU TiIbKU XipypriuHe. bara-
TO aBTOpIB 3a3HayaroTh, 10 AOL[IILHO TPOBOJUTU
PaHHIO XipYypriuHy KOpeKLit0 pO3LieryeHHsl Tpy/-
HUHH, OCKIJIbKU 3 BIKOM 3pOCTa€ PUTIJJHICTh CTPYK-
TYP TPY/AHOI KJTiTKY, 110 YTPYAHIOE 3aKPUTTS fedek-
Ty, OTpebye 3aCTOCYBAaHHS CK/IA[HUX Orepariiii Ta
30i/IbIIIye PU3UK perUJUBY Ta Mic/asonepariiiHux
yckaagHens [11, 12].

[Ticna nmepruoro mnosigomaeHHs y 2008 p. Hece-
JIeKTUBHUI OeTa-0/10KaToOp TMpOIPaHOIo/ CTalud BU-
KOPHUCTOBYBATH 5K TIperapar MepLioro psay JJis JiKy-
BaHH# “TIpo0/ieMHMX” reMaHTioM y 6aratboX KpaiHax
[13]. 3 2011 p. riporpaHo/I0/ 3aHECEHO [I0 TIPOTOKO-
JIy MiKyBaHHsI reMaHrioM €BporelcbKUM MeJUYHUM
TOBApHCTBOM, a TakoX AMepukaHcbkum FDA [14].
JKozeH 3 MeTOAiB JIIKyBaHHS HE Ma€ TaKOro KOpOT-
KOTO TEepPMiHY Bif| TepIIoi cripodu 10 MPOTOKOIBLHO-
r'0 3aCTOCYBaHHA B KpaiHax €sponu i ITiBHiuHOT AMe-
puk# [15]. MeTo/ € eeKTUBHUM i Ge3reuHnM, O/THaK
y aiteii 3 PHACE cunapomoM ripyu3HaueHHs porpa-
HOJIOJTy Mae€ flesiki 3actepekeHHsi. Siegel et al. rogi-
JIOMJISIIOTh TIPO /IBa BUMA/KKU TOCTPOro illleMiyHOro
incynbty B mauientiB 3 PHACE cunapoMom Ha ¢o-
Hi Teparii mporpaHosiosiom [16]. O6uaBa marfieHTa
OTPYMYBa/IM TaKOXX KOPTUKOCTEPOIy Ta Maiu TsDK-
Ky apTepiomnaTito. Metry et al. omy6s1ikyBanu rosizo-
MJIEHHSI TIPO pe3yJ/IbTaTH JIiKyBaHHSl 32 MAaLi€HTIB 3
PHACE cunzpoMoM Ta apTepialbHUMH aHOMaJTisSIMU,
y 7 TaI[ieHTiB aBTOPHW CTIOCTePiraayd BUCOKUM PU3WK
PO3BUTKY imeMiuHoro iHcymnbty [17]. Y 6imbmiocti
MAaLi€HTIB TOJIEPAHTHICTE [0 JIIKyBaHHS BUCOKA, Of-
Hak fith 3 PHACE cunpomMoM noTpebyoTh 0CO0/ M-
BOI yBaru.

BucHoBku. [1iTIM i3 cerMeHTapHUMU iHpaHTUITb-
HUMH reMaHriomMamu o6/1Myusi HeoOXiZjHe KOMILIeK-
cHe 00CTeXKeHHs1, OCKiNbKY icHye pusuk PHACE cun-
npomy. KoncepBatuBHa Tepartis II" y giteii 3 PHACE
CUHZPDOMOM € e(eKTUBHOIO Ta 0e3rneuyHoro, OfHaK
XapaKTepU3YEeTbCS BiJHOCHO Oi/BIIIOI0 TPUBAICTIO.
[epBuHHa omepaitiiliHa KOPeKIIisi po3ileTUIeHHs TPY/-
HUHY, BUKOHaHa Y [iTel MepluuX MiCsLiB KUTTS, 3a-
Ge3rneuye nOOpHIA pe3ysibTar.

IlepcrieKTHBY MOAA/IBIIUX AOCTiHKeHb. [IpoBe-
JIeHHSI MyJIbTULEHTPOBUX JOC/iPKeHb /J11 BUSIBIIEH-
HsI BeJIMKWX TPYI JliTel 3 iHpaHTUIBHUMU reMaHrio-
MaMU BUCOKOT'O PU3UKY, 1110 I03BOJIUTE IepebaunTH
iMOBipHY CyITyTHIO MaTOJIOTit0, ONTUMI3y€ 00’ €M [110-
ZATKOBUX 00CTe)KeHb /ISl YHUKHEHHS YCK/IaZiHeHb Ta
Ii7is Oe3MeYHOT0 JTIKyBaHHS Malfi€HTIB.
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0. Bohomolets National Medical University, Kyiv

PHACE SYNDROME IN CHILDREN: AN ASSOCIATION OF SEGMENTAL FACIAL HEMANGIOMAS AND
STERNAL CLEFT

The aim of the work: assessing the prevalence of PHACE syndrome in children with infantile hemangiomas (IHs), document the
outcome of treatment with propranolol and necessary of addition surgical interventions.

Materials and Methods. The study included 27 children with IHs in the head and neck region that underwent inpatient treatment at
the Children’s Hospital “OKHMATDYT” from December 2010 to March 2017. For the diagnosis, ultrasound, MRI, CT with contrast,
echocardiography, and ophthalmologic examination were used.

Results and Discussion. Diagnosis of PHACE syndrome was established in 4 (14.81 %) patients of 27 children with infantile heman-
giomas (IHs) of the face and neck region with a diameter of more than 5 cm. The PHACE syndrome was diagnosed according to the
following criteria: presence of segmental facial IHs (n=4), including reticular hemangioma (n=1), sternal cleft (n=3), pathology of the
posterior cranial fossa (n=1), aortic coarctation (n=1), aortic right arch (n=1), supraumbilical raphe (n=1). All patients were female.
Involving of the upper airway with IHs with a violation of their patency was diagnosed in 3 (75 %) patients with PHACE syndrome.
Children with IHs were treated conservatively using propranolol — a non-selective beta-blocker — at a dose of 2 mg/kg/day. Conserva-
tive therapy of IHs in children with PHACE syndrome is effective and safe, but is characterized by a relatively longer duration. Opera-
tive treatment of sternal cleft was performed in 3 patients; in two children primary early correction of abnormalities performed at the
age of 2 and 4 months. All patients have achieved a good functional and cosmetic outcome after surgical treatment.

Key words: PHACE syndrome; infantile hemangiomas; sternal cleft.

A. ®. NEBULIKAW, . H. BEH3AP

HauuoHanbHbIi MeguumHCKnin yHBepeuteT nmenn A. A. BoromornbLa, Knes

PHACE CUH/IPOM V JIETEiT: COUETAHUE CETMEHTAPHBIX TEMAHTIOM JIULIA U
PACIIEILIEHUME I'PY/INHbDI

Lens pabdotel: omnpefenenue pacnpocrpaHeHHoct PHACE cunzipoMa y feteli ¢ nHdaHTH/IBHEIME reManrnomamu (UI'), oijeHka
Ppe3y/IbTaToB JIeueHHs TIPOTIPAHOIIONIOM U OTpe/iesieHre HeoOX0MMOCTH MPOBe/IeHHsI [JOTO/IHUTE/TBHBIX XUPYPruueCKUX BMellaTe/IbCTB.
MarepuaJbl ¥ MeToABL B 1icciiefioBanye BKitoueHo 27 feteii ¢ VII' B 06/1aCTH TO/IOBBI U 1IIeW, KOTOPble HAXOAM/IUCh Ha CTAallMOHAPHOM
neuennu B HACB “OXMATJET” c pexabps 2010 mo mapr 2017 r. [lns ycTaHOBIeHUs AuMarHosa mcromb3osanu ¥Y3U, MPT, KT ¢
KOHTPacTUPOBaHUEM, 9X0OKap/rorpaduo, nareHTam IpoBOUIN TaKxkKe 0(hTaIbMOI0rnyeckoe obceoBaHue.

Pe3ysibTaThl HcciefoBaHuii M ux o0cyxjaenue. Juarno3 PHACE cunzipoma ycranosneH 4 (14,81 %) nmauuenrtam u3 27 geteii ¢
WH(aHTWIBHBIMU reMaHIMoMaMy 001acTH /iMIja U men auameTpoM 6omee 5 cm. PHACE cuHApPOM [MarHOCTHPOBAJIH T10 CJ/IeYIOLM
KpUTepHsIM: Hanuuue cerMeHTapHbix UI' ymia (n=4), B TOM uuc/e ceTuyaras reMaHruoma (n=1), paciierieHue rpyguHsl (n=3),
aToJIorus 3ajiHelt yepernHoi siMKM (n=1), koapkraLus aopThl (n=1), MpaBOCTOPOHHSS Ayra aoptel (n=1), HaAMynKoBbld OB (n=1).
Bce marpieHTsI OBITH KeHCKOTO 1o1a. PacripoctpaHenue VI Ha yuyacTOK [JbIXaTeNbHBIX IyTeld C HapylIeHHeM HX MPOXOAUMOCTH
nuarHoctupoBaHo y 3 (75 %) cinyuasx ¢ PHACE cungpomom. [1ist neuenus VTN ucrosb30Bany KOHCePBAaTUBHYIO TePAIUIO: IIPOIIPAaHOJION
— Hece/IeKTUBHBIN GeTa-6o0katop — B fo3e 2 mr/kr/cyTku. KoHcepBaruBHas tepanus VI y geteii ¢ PHACE cuUHADPOMOM SIBJisieTCst
> pekTrBHOI 1 6e30MaCcHOMN, OHAKO XapaKTepu3yeTCsi OTHOCHTETbHO O0JblIeil TpOA0/IKUTebHOCTEI0. OreparjioHHOe JTedeHne T10
TIOBOZlY paclljell/IeHUs! TPyAUHBI BBITIOJIHEHO Y 3 MallleHToB, B AIBYX IIPHMeHeHa IlepBUYHAast PaHHsIS KOPPeKLus [I0poKa B Bo3pacte 2 U
4 MecsiLla. Y BceX Mal{MeHTOB JOCTUIHYThI XOpollie QyHKLIMOHAIbHbIE U KOCMeTHUeCKHe pe3y/bTaThl 10C/Ie XUPYpPruueckoro JeyeHus.

KnroueBsle cioBa: PHACE cunzpoM; HHAHTHIbHAS TeMaHTHOMa; pacIljellieHHe TPYAUHbL.
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