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Jlokanisanis cynuuaux anomarint (CA) yporeHiTa/IbHOI Ai/ITHKY B [IiBUaT TPAIUIAETbCS PifIKO, a/le MA€E CYyTTEBE
K/TiHIYHe 3HaYeHH1, OCKI/IbKM MO>Ke CIIPUYMHATY 0i/1b, HAOPSIK, KPOBOTEUY, TPYAHOLLI B Tiri€Hi, a TAKOXX MOPYIIEH-
H: GepTUIBHOCTI i IICUXOTIOTYHI IPO6/IeMI.

Merta - npoaHai3yBaTy KIiHiYHMIT Hepe6ir, MeToay Bidyasisanii Ta mikyBanHA CA yporeHiTanbHOI JiAHKM B
IiBYATOK JU/IsI ONTHMI3alil JIarHOCTUYHOI TAKTUKY i HifiBUII[eHHs e(DeKTUBHOCTI Tepartii.

Marepianu i MeTogu. [IpoBefieHO peTpOCHEKTUBHE OTHOLIEHTPOBE JOCTimKeHHs 171 icTopii XBopobu miTeix
BikoM 10 18 pokiB (2015-2023 pp.). Ouineno tu i mokanisauito CA, mai Bisyamisarii (y1pTpa3ByKoBe JOCIiKeH-
Hsl, MarHiTHO-pe3oHaHcHa TomMorpadis — MPT), kininiuHi nposiBu i pe3ynbraty nikyBanHA. CTaTUCTUYHWIL aHATI3
BUMKOHAHO y R-statistics v.4.2.2 3 BukopuctaHHsaM kputepito [Tipcona x% p<0,05 NpuitHATO 3HAIYIVIM.

Pesynbraru. CyayHHI IyX/IMHY BUABIEHO y 16 (9,4%) 3i 171 nanientky, 3 Hux 9 (56,3%) oci6 Manu iHpaHTIIbHI
reMaHTiOMU ypOreHiTa/IbHOI AI/IAHKY, yCK/IaiHeHi Bupaskamu. CucteMHa Tepamnis 3-6/1o0xkaTopamu 6ya epeKT1BHO0
y Bcix Bunazikax. CM yporeHiTanbHOI fiAHKY fiarHOCTOBaHO y 17 (25,4%) fiByar: 5 (29,4%) isonboBaHux, 12 (70,6%)
HOIIPpeHNX. BigMiHHOTO pe3yibraTy [OCATHYTO Iic/IA pailKaabHOTO BUjaieHHA (n=1), IOKa/JIbHOTO CK/IEpO3yBaH-
H: (n=2) i kombiHOBaHoTO TiKyBaHH: (n=1). [Jo6puit pe3ynbrar BigsHaueHo y 9 (52,9%) MaliieHTOK MiC/Ist eTaIHmX
a60 KOMOIHOBaHNX BTPY4aHb, 30KpeMa, y pasi 3aCTOCyBaHHs CKIepo3yBaHHs 3 iHribitopamy mTOR (n=5). Busse-
HO CTaTUCTMYHO 3HAYYIIy Pi3HUIN0 e(heKTVBHOCTI TiKyBaHHS 3a/IKHO BiJj TUITY ITaTO/IOTi1 (X2=8,56; p=0,0034).

BucnoBku. [30mp0Bani CM yporeHiTanbHOI BiAHKY CTAaHOBIATH 29,4%, 110 06IpyHTOBYE HeoOXinHicTh MPT
MaJIOTO Ta3a i HYDKHIX KiHIIiBOK. fIKI0 pajyKanbHe BUja/IeHHS HEMOX/IUBE, e(peKTVBHIM € CK/IepO3yBaHHSA CaMo-
cTiitHO 260 B moegHaHHi 3 iHribitopamy mTOR, 1110 cripysie 3MeHIIEHHIO Ypa>keHHsI, TI0JIETIeHHI0 O0TI0, TIPU-
IMIHEHHIO TiMdopei il MiIBUIIEeHHIO AKOCTI XKITTS Malli€HTOK.

JocmipKeHHd BUKOHAHO BiflTIOBiIHO 10 IpUHUMIIB [enbcinchKoi feknapanii. [IpoTokorr gocmigkeHHs moro-
JDKEHO JIOKA/IbHYM eTUYHUM KOMiTeTOM ycTaHOBM. Ha poBeieHHA HOCIiiKeHb OTpUMaHo iHpopMoBaHy 3rofy
nanieHTiB (6aTbKiB AiTel abo iXHIX OmiKyHiB).

ABTOpU 3a5B/ISIIOTH PO BiICYTHICTb KOHPTIKTY iHTEpeciB.

Kntouoei cnosa: remanriomy, cyauuHi ManbdopMaliii, BeHo3Hi Manbdopmaliii, nimparnyni Mmanbpopmarii,
JiTH, XipypriuHe JIiKyBaHHH, CKIepOTePAIlis.

Urogenital vascular anomalies in female patients: diagnostic challenges and modern views on treatment
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Localization of vascular anomalies (VA) in the urogenital region of girls is rare but clinically significant, as it may cause pain, swelling, bleeding,
hygiene difficulties, as well as fertility disorders and psychological problems.
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Aim —to analyze the clinical course, visualization methods, and treatment of urogenital VA in girls in order to optimize diagnostic approach-
es and improve treatment outcomes.

Materials and methods. A retrospective single-center study included 171 case histories of patients under 18 years (2015-2023). Parameters
assessed: type and localization of VA, imaging data (ultrasound, magnetic resonance imaging — MRI), clinical manifestations, and treatment
results. Statistical analysis was performed using R-statistics v.4.2.2; Pearson’s x* test was applied, with p<0.05 considered significant.
Results. Vascular tumors were diagnosed in 16 (9.4%) out of patients, of whom 9 (56.3%) had infantile hemangiomas of the urogenital area
complicated by ulceration. Systemic B-blocker therapy was effective in all cases. Urogenital vascular malformations (VM) were diagnosed in
17 (25.4%) girls: 5 (29.4%) isolated and 12 (70.6%) extended. Excellent outcomes were achieved after radical excision (n=1), local sclero-
therapy (n=2), and combined treatment (n=1). Good results were observed in 9 (52.9%) patients after staged or combined interventions,
including sclerotherapy with mTOR inhibitors (n=5). A statistically significant difference in treatment efficacy was revealed depending on
anomaly type (x%=8.56; p=0.0034).

Conclusions. Isolated urogenital VM account for 29.4%, which justifies MRI of the pelvis and lower extremities to assess lesion extent. When
radical excision is not feasible, sclerotherapy alone or in combination with mTOR inhibitors is effective, leading to lesion reduction, pain relief,
cessation of lymphorrhea, and improvement of patients’ quality of life.

This study was conducted in accordance with the principles of the Declaration of Helsinki. The study protocol was approved by the local

ethics committee of the institution. Informed consent was obtained from all patients (parents or legal guardians).

The authors declare no conflict of interest.

Keywords: hemangiomas, vascular malformations, venous malformations, lymphatic malformations, children, surgical treatment, sclero-

therapy.

Beryn

CypuHHi aHOMarii, BiANIOBifIHO /1O OHOB/IEHOI K/Ia-
cudikanii ISSVA 2018 poky, HOAinA0Tb HA CYAMHH]
nyX/1IMHY i cyauHHI Manbdopmanii (CM) [14]. ITyx-
JIVHU € pe3yAbTaToM nposidepanii CyIMHHOTO eH/0-
Tesilo, a ManbdopMalnii BMHMKAITb YHACTIOK
HOpYLIeHHS BaCKy/IOT€He3y, aHTioreHe3y, niMdanri-
orenesy [21]. Y npomy gocnimkeHHi cpokycoBaHa
yBara Ha CyAMHHMX aHOMaJlifiIX ypOTreHiTaJIbHOI Mi-
JISTHKM B fiiB4aToK. Haitvacrime Tpaniserscs indaH-
TUJIbHA reMaHrioMa — oOposiKicHa MyX/INHA, AKa
Mae€ TeHJEHIiI0 0 CIIOHTaHHOI iHBontonii: y 50,0%
BUIAJIKiB iHBOJOLiA BifOyBa€eThCA O 5 POKIB,
y 70,0% - mo 7 pokis, y 95,0% Bumnapgkis -y 10-12 po-
kiB [17]. Binpurictp iHpaHTUIBPHMUX TeMaHTiOM He
MOTpeOyIOTh JIiIKyBaHHA, OfHAK Y ITepiofl aKTUBHOTO
POCTY MOXX/IMBi YCKIaHEHH A, IPU AKUX BUHUKAE
HeoOXiIHICTb aKTMBHOTO BTPYYaHHs, IPK JIOKasIi3a-
Ll B BiNAHLI IPOMEXNHY — 1€ IIEPEBAXKHO YTBOPEH-
Hs BUPA30K, SIKi CYIIPOBOKYIOTbCSA 60/IbOBUM CUH-
IPOMOM, HECIIOKOEM MAIOKiB i MOTEHLiIHOIO
Hebe3neKkow iHpiKyBaHHS.

Ha Bigminy Big remanriom, CM icHYIOTb IPOTATOM
KUTTS, MAaIOTh IIPOTpecyounii nmepebir i3 mosiporwo
HOBMX CYMIITOMIB Ta yCK/IaZHEHb, XapaKTep AKUX
3HaYHOIO MipOI0 BU3HAYa€THCA IXHbOIO AHATOMIYHOIO
TIOKaJli3aliero. YpakeHHs yPOT€eHiTanbHOI JiIAHKY,
30BHIIIHIX CTaTeBMX OPTaHiB TPAIIATHCA BiTHOCHO
pinko [10,25], ogHak Ma€ iCTOTHe K/TiHiYHe 3HAa4YeH-
HsI, OCKIJIBKY MOXKe CIIPUYMHUTH Oi/b, HAOPSIK, KPO-
BOTEYY, TPYJAHOILI B riri€xi, a B IOAaabIIOMy — I10-
pyueHHsA $epTUIBHOCTI, iCTOTHI ICUXONMOTiIvHI
npo6nemnu [10,14]. He icHye equHOI ByMK) CTOCOBHO

TE€PMiHY IIOYaTKY AiKyBaHHA Ta JI0r0 ONTUMAaIbHOIO
croco6y, ToMy, BpaXOBYI04M PiIKiCTh 3aXBOPIOBaH-
HA, pi3HOMaHITHICTb IPOABIB, TAKTUKY JIIKyBaHHA
3a3BuYall 0OMpPaATh IHAUBIYaTbHO B KOXXHOMY
BUIIAJKY.

Mema nocnifyKeHHs — IpOaHaTi3yBaTH 0COO6MMBOC-
Ti KTiHIYHOTO ITepebiry, ciocobu Bisyanisarii Ta iky-
BaHHs CYJVHHUX aHOMaJIill ypOT€eHiTaAbHOI Ji/IAHKA
B JIiBYATOK /ISl ONITUMi3allil JiaTHOCTUYHOI TaKTUKU
i migBuIeHHs eeKTUBHOCTI Teparil.

Marepianu i MeTOgM JOCTiI)KEHH

IIpoBeneHO peTpOCHEKTUBHIIL aHAJIi3 iCTOPill XBO-
poO6 malieHTiB i3 CyAMHHMMY aHOMAJTisIMU 3a04ePEBUH-
HOT'O IIPOCTOPY, Ta3a, HMYKHIX KiHIIIBOK, IPOMEXMHI,
AKi mepe6OyBany Ha cTarjioHapHOMY /iKyBaHHi B Hami-
OHaNbHIN AUTAYIN chenianisoBaHiil nikapHi
«OXMATINT», m. Knis (HJCJI OXMATINT) 3a ne-
piozn 2015-2023 pp.

Jluzatin 0ocnionieHHs — PeTPOCIEKTUBHE, HEPAH/[O-
Mi30BaHe, OFHOLIEHTPOBE.

Xapaxmepucmuxa nayieHmis. 3arazoM poaHasniso-
BaHo 171 Bumajok, cepepn skux 76 (44,4%) mauieHris
KIHOYOI cTaTi. 3 yCiX CyAMHHMIX aHOMaJliit BUfi/IeHo ABi
rpymnu: cygunHi nyxman Ta CM. [lo rpynu cynuHENX
IYX/INH 3a/Ty9€HO MAIi€HTIB 3 iHPaHTI/IPHOIO FeMaHTi-
OMOI0, Kanommn(opMHOI0 reMaHTiOeHTOTeTIOMOIO Ta
KUTUIeBOIo aHriomoro. [lo rpynu CM BigHeceHO fAiTei
i3 BenosHuMu Manbdopmaniamu (BM), nimbatnannmmn
Manbdopmanisamu (JIM), aprepioBeHo3HNMYI ManbhOp-
Manismu (ABM), a Takoxx cuHpoManbHIMU GopMaMu
(CLOVES, cunppomom Kninnensa-Tpenone, cunppo-
MOM OJIaKMTHMX TYMOBUX HEBYCiB, aHOMAJIi€I0 IIeH-
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TpanpHUX NiMaTUYHMX KaHaiB). 1o mocmifKeHHs
3a/Iy4€eHO JIMIIIE MALliEHTIB XKiHOYOI CTaTi 3 ypaKeHHAM
ypOTeHiTanbHOI AiIAHKNY (n=26), pelTy BUIIA/IKiB IIPO-
aHa/Ti30BaHO Ji/Is IOPiBHAHHA. Y BCTAHOBJIEHHI K/TiHiu-
HOTO JIiarHO3y 3aCTOCOBAHO KIacKikallito, OHOBIEHY
ISSVA 2018 poxy, 3TifHO 3 AKOI0, BUJiNIEHO CYANHHI
myxauan 1a CM.

Kpumepii 3anyuenns: xiHo4a CTaTh, Bik 10 18 pOKiB,
piarno3 CM (JIM, BM, ABM), cyaunHa nyxinnHa (ka-
o opMHa reMaHrioeH[0Te/TioMa, KUTHUIIEBA aHTi-
oMa, iHpaHTI/IbHA TeMaHTioMa), TOKasIi3alisa ypakeH-
Hs 3204€pEBUHHMNII IPOCTip, Tas3, IPOMEXXIHA, HVDKHI
KIiHITIBKU.

JTabopaTopHa fjiarHOCTMKA, OKPiM Py TUHHUX TeCTiB,
nepez6adaa KOaryJorpamMy 3 BUsHa4eHHAM piBHA }i-
opunoreny i D-gumepis. CKpMHIHTOBUM MeTOOM Bi-
syanisanii CM 6yo yn1bTpa3ByKoBe JOCTiIKEHHS
(Y3[1) y pexxumi cipoi mkanmu, KoIbOpoBOro ZONIepiB-
CbKOT'O CKaHyBaHHA 1 4aCTKOBO B pexxuMi [Jonnepa.
YciMm nmanieHTaM IpOBefEeHO MarHiTHO-Pe30HAaHCHY
tomorpadito (MPT) tasa i HYKHIX KiHI[iBOK i3 KOHTp-
ACTHUM ITiCUIEHHAM.

CraTucTudHy o6poOKy pe3ynbTaTiB IpOBegeHO
3 BUKOpUCTaHHAM nporpamu R-statistics version
4.2.2(2022/10/31). lani HaBeseHO 5K cepeni 3 95 Bif-
coTKaMu fioBip4yoro iHTepsany (95% JII) abo crangapt-
HMM BiIXuneHHAM. Y pasi HOpMa/JIbHOTO PO3NOAiNy
HepeMiHHMX BU3HAUEHO CepefHE apupMeTNIHe 3HAYeH-
Ha (M) i jioro craructiyHy noxn6ky (m). Pesynbraru
HaBeleHo y BurAfi M+m. [l NopiBHAHHA AKiCHUX
IIOKa3HMUKIB 3acTocoBaHo X~ IlipcoHa. CTaTucTUIHO
3HAYyLUM npuitHATo p<0,05.

HocnimKenHs BUKOHaHO BiITIOBIHO JO IPYHINIIIB
Tenbcincbkoi gexnapauii. IIpoTokon gocnigpKeHHA no-
TOMKEHO JIOKATbHMM €TMYHMM KOMITeTOM /7S BCiX, XTO
OpaB yuyacts. Ha nmpoBeieHHS JOCTiIKeHb OTPUMAHO
indopmoBaHy 3roty 6aTbKiB HiBUaTOK.

Puc. 1. MayieHmka L., Bikom 4 micsili. IHpaHTUAbHA remMaH-
rioma Be/IMKOi cTaTeBoi rybu, NPOMEXKUHMN, YCKNagHEHa BU-
pa3Koto, BUpaXKeHUn 601b0BUIA CUHAPOM

PesynbraTi mocipKeHHs Ta IX 00rOBOpeHH

BingnoBifHO ;0 KpUTEPIiB 3aTy4eHH ], IPOAHaIi3yBa-
nu 76 ictopiit XBopo6 naiieHTiB xiHOYol cTaTi i3 Cy-
IVHHUMM aHOMalisIMM HIDKHIX KiHIIiBOK, Tasa, 3aoue-
PEBMHHOTO IPOCTOPY, IPOMEXWUHMU, cepefl AKUX
67 (88,2%) nauienTis i3 CM 19 (11,8%) marjieHTiB i3
CYAVHHMMIY NTyX/IMHAMM 3a3Ha4eHoi JToKali3alil. 30K-
peMa, IIpy JIOKa/li3alii Iy X/IVHN B YpOTeHiTalbHil mi-
JISHILI IPUYMHOIO rocIiTanisarii B ycix Bumazgkax 6yio
YTBOpPEeHH: BUPa3oK (puc. 1), 1o CyIIpOBOILKYBaIOCa
BUPa)XEHUM 0O/TbOBUM CHAPOMOM.

CepenHili Bik fiiTeit HA MOMEHT rocIiTani3anii cTaHo-
BUB 2,75%0,85 micansa (95% II: 2,4-3,1). JlikyBaHHA
iHpaHTM/IBHUX TeMaHTi0OM IPOBeIN KOHCePBATUBHO —
CHUCTeMHY Tepariio 6eTa-6/10KkaTopamu, 3TiffHoO i3 cy4ac-
HUMM pekoMeHpianisamu [16]. Le mikyBaHHA € BiTHOCHO

Ta6nmusa
3arajbHa XapaKTepJUCTHKa NallieHTiB >kiHOYOi cTaTi i3 cynMHHNMY MaTb(opMalifiMy Ta NALiEHTIB 3 ypa>keHHAM ypOreHi-
Ta/IbHO1 TUIAHKI
3aranbHa KinbKicTb NauieHTiB | MauieHT 3 ypaXkeHHAM yporeHi-
KniHiyHuii giarHos JKiHOYOI cTaTi i3 CYyaUHHUMM | TaNbHOI AinAHKK, n (% Big, KinbKoc-
manbdpopmauiamu, n (%) Ti NaLjieHTiB }KiHo4oi cTati 3 CM)
BM HWHiX KiHLiBOK, Ta3a, 3a04epeBMHHOro npoctopy |22 (32,8) 3(14,3)
JIM HMKHIX KiHLiBOK, Ta3a, 3a04epeBUHHOro npoctopy |32 (47,7) 10(31,3)
ABM HUXHIX KiHLiBOK, Ta3a, 3ao4epeBMHHOro npoctopy |2 (3,0) 0
CuHgpom Kninnens—TpeHoHe 4(6,0) 1(25,0)
CLOVES cMHapom 3(4,5) 1(33,3)
CuHAapom 61akUTHUX r'ymoBux HesyciB (CBMH) 3(4,5) 1(33,3)
AHOManiA UeHTPaNbHUX NiIMPATUYHMX KaHaniB 1(1,5) 1(100,0)
Ycbo20 67 (100) 17 (25,4)
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Puc. 2. MayieHmka K., sBikom 13 pokis. CuHapom Kninnena—
TpeHoHe. KombiHOBaHi KaninapHi, nimdaTuyHi, BEHO3HI
ManbdopMaLii NiBoi HUMKHbOI KiHLiBKM, NEPCUCTYOYA Mapri-
HasbHa BeHa: A — BEe/INKI CYAUHHI «HeBycu», Habpak
KiHLiBKK; B —MPT y pexxumi T2, akcianbHa npoekuis; B—MPT
y pexxumi T1, KopoHapHa NPOEKLia — NiMmbaTUYHO-BEHO3HI
ManbdopmaLii NOWMPIOOTLCA HA AiINAHKY NPOMEXUHMN,
BEJINKOI CTaTeBOi rybu

IPOCTUM, JOCTYIIHUM, OFHAK IOTpebye peTeIbHOTO
MOHITOPUHTIY Ji/IsI HOIepelXKeHHs HebaXkaHux nobiy-
HUX epekTiB. ToMy Tepario po3no4nHany B CTaljioHa-
pi BiIIOBi{HO 10 BHY TPIllIHBOTO IPOTOKOJTY OOCTEXEeH-
HA i niKyBaHHA NanieHTiB 3 iHPaHTUIBHUMMU
remanriomamu [2]. TpuBamicTp Teparii craHoBMIA Bif
9 mo 18 MmicAniB, cepegHs TPUBAIICTD — 8,243,5 MicALa
(95% HI: 6,89-9,51). AMOy/naTOpHE CIIOCTEPEKEHHS
NIPOBOAV/IN O IIOBHOI IHBOJIIOLII TéMaHTiOMI, OCKiTIbKI
IiC/TA TPUIIMHEHHA JIiIKYBaHHA MOXX/IMBUI IIOfIa/IbIINI
pict nyxymuu [10]. InBomroniro remanrioMn crocTepi-
TaJIN B YCiX MAILliEHTOK, OJHAK py6ueBi nedbopmariis Be-

JIMKOI CTaTeBOI I'y6y BUABUIN Y ABOX BUIIAJKAX Y MiCIii
BMpPa3OK.

3aranbHy XapaKTepUCTUKY NanieHTis 3 CM Habepie-
HO B Ta0/IM1Ii.

3 67 manieHTiB >)KiHOYOI CTaTi, AKi IiKyBaucs B cTa-
nionapi 3 mpusoxy CM, y 17 (25,4%) narjieHTiB fiarnoc-
TyBanu CM yporeHiTanbHOI [iIAHKY, 1[0 KOPEJTIOE
3 maHuMM miteparypu. Tax, y gocmimxkenHi [10] 320 ma-
1ieHTiB i3 CM HIDKHbBOI YaCTVHU Tifla ypakeHHA CTaTe-
BUIX OpraHiB fiiarHocTyBam y 19% (p<0,05). Kminiuxu-
mu npossamnu CM yporeHitanbHOi finsaHku Oynn
acuMeTpis Bemukux (n=14) i manux crateBux ry6 (n=2),
6i71p (n=9), KOHTaKTHa KpoBoTeua (n=2), mimdopes
(n=3). 3acTocyBanus kpurepito Ilipcona mokasasno cra-
TUCTUYHO 3HAYYILY Pi3SHUIIO MiXK YaCTOTOIO IIPOSABiB
CUMIITOMiB (X2=19,0, p=0,0008), 110 migTBEPIIKYE He-
OJJHOPiFHICTD K/IiHIYHOTO ITPOSIBY CEpef MalLli€HTiB. [Ina
YTOYHEHHA JliarHO3Yy yciM aiTam nposenu MPT, mo
€ «307I0TUM» CTAaHIAPTOM J[iaTHOCTYBAaHHA CYAMHHUX
aHomatii [10].

3a pesyabpTaTaMy JOCTIIKeHHA OLiHUIN PO3MipH,
HOIIVIPEHHA i CTPYKTYpy Manbdopmarii. ¥ 22 (32,8%)
NalieHTiB 3 giarHocToBaHO BM XiHOUOi CTaTi, cepe,
Aknx 3 (14,3%) 6ynu i30/1b0BaHi ypa>keHHAMY ypOTeHi-
TaMbHOI IIAHKY, B 1 (25%) 3 4 maljieHToK i3 CMHAPOMIB
Kninnensa-Tpenone susasneHo BM yporeHiTanbHoI -
nsHKH (puc. 2).

Cepen 17 (25,4%) 3 67 marjieHTOK 1iMpaTU4Hy Malb-
¢dopmanii giarmocrysanu y 12 (70,6%) Bunapgkax,
3 akuxy 1 (8,3%) — aHoMaiA LHeHTpaIbHNUX TiMpaTNd-
HUX KaHanis, B 1 (8,3%) - y gutunu 3 CLOVES-
cuHzIpoMoM, Y 10 (83,4%) — JIM yporenitanbHOI AiAH-
KM B TIOE{HAHHI 3 TiMdaieHOMOI HIDKHIX KiHIIIBOK. 3a
manumyu MPT neranisyBanu aHaToOMiYHe pO3TalIyBaH-
Ha CM, 30kpema, BM -y Benukiii craresiit ry6i (n=3),
BeJIMKIT i MaJIiit cTaTeBuX rydax (n=2), IpUCiHKY HiXBK
(n=2), a TaKoX i30/IbOBaHe ypa>keHH: Masoi CTaTeBOI
ry6u (n=1) i xnitopa (n=1), JIM B ycix nmamieHTis ypa-
3MIM BeUKy crateBy Ty0y. Y marientku 3 CLOVES-
CHHAPOMOM BUABWIM JIiM(ATIYHI MiXypi Ha TOBepxXHi
mkipy — Lymphangioma circumscriptum (puc. 3).

3aranowm, isonboBani CM yporeHiTanbHOIL JiMAHKN
B HaBeJleHOMY JIOCIIi/PKeHHi crioctepiramm y 5 (29,4%)
3 17 BUIIAJIKiB, 1[0 KOPENIOE 3 NAHUMMU JiTepaTypu.
Y Haii6inbmomy nocnimkensi [10] cepen 82 nauieHTis
i3 CM 30BHiIIHiX cTaTeBMX opraHis 33% 6ymu isombo-
BaHumu (p<0,05).

12 (70,6%) 3 17 manieHTOK rocmiranisyBaam 0 Kili-
HiKku Boepuue, 3 (17,6%) marientkam i3 BM nonepenHbo
IIPOBE/IM CUCTEMHY Tepariio 6eTa-610karopamn 6e3
K/IiHiYHOTO pesynbTary, y 2 (11,8%) Bunaaxax JIM 6ymn
IIOBTOPHI XipypriuyHi BTpy4YaHHs, IiC/IA AKUX BUHVK/IN
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3HauHi py61esi nepopmauii, nimdpopes, a 3a JaHUMU
MPT Bisyanizysanu JIM, ski mommproBanucs Ha Jie-
Ki/IbKa aHaTOMIYHUX Ti/ITHOK.

JlokanbHy BHYTPIIIHbOCY/JMHHY KOATy/IONaTilo, /Ia-
00paTOpHO HiATBEP/’KEHY NMiABMUIIEHHAM piBHA
D-aumepiB 22,55 Mkr/mi (pedepeHTHe 3HaYEHHS — 10
0,5 MKr/MT) i 3SHVMOKeHHAM piBHA QibpuHOreny <1,5 (pe-
depenTtHe 3HaueHHs1 — 2—4 r/n1) BussBuwiu B 3 (17,6%)
Mali€HTiB, 30KpeMa, Y 2 BUIIaKax — MHOXXUHHI BM, a B
1 Bunagxy - cuagpom Kiinnensa-TpeHowe.

Y marnienTiB i3 remanriomamu (n=9) TepaneBTNYHA
TaKTMKa Oy/Ia BUK/IIOYHO KOHCEPBATUBHOIO, 10 HaJI0
3MOTY JOCSTHYTH perpecii ypaxkeHb 6e3 3aCTOCYBaHHs
inBasuBHUX MeTOfiB. JKozleH BUIa/joK He TOTpeOyBaB
CKJIepO3yBaHHsA a00 XipyprivHOro BTPy4aHHS.

JlixyBannsa BM y 9 (52,9%) 3 17 manieHTOK nepen-
6auaso inguBigyanizoBanuit migxin. Harrgacrime 3a-
CTOCOBYBa/IN CKIepo3yBaHHsA (5 BUIaAKiB), 110 3a6e3-
Ie4nsI0 3MEHUIEHHA PO3MipiB i KIIHIYHUX NIPOABIB
Mmanbgopmauii. Y 3 girteit 3acTrocyBanyu KoMbiHOBaHe
NMiKyBaHHS, AKe [TOEIHATIO CKJIEPO3YI0Yi METOIVKM 3 Xi-
pypriuHuM BTpy4YaHHAM. JIuie B 1 BUIIafIKy IpoBenn
i30/1bOBaHe XipypriuHe BU/Ia/IEeHHA ITaTOIOT{YHOTO BOT-
HUIIA.

Cepep manienris i3 JIM (n=8 (47,1%)) cioctepiranmu
Hayibisple piSHOMAaHITTA TepalneBTUYHUX HiIXOMIB.
Y 4 Bumagxax o6pam TaKTUKY AMHAMIYHOTO CIIOCTepe-
JKE€HHA 3 OIJIAJY Ha BiICYyTHICTb IIBUAKOI ITporpecii ta
MiHiMa/IbHi K/IiHIYHI IposABU. Y 3 #iTelt 3acTOCyBanu
KOMOiHOBaHe /TiKyBaHH (IIO€HAHHS CK/IEPO3yBaHHI
3 Xipypri4yHuM BTPY4aHHAM), IO FAJI0 3MOTY OCATTH
KPalloro KOHTPOJIIO MAaTONOriYHOro npouecy. B 1 Bu-
IafIKy IPOBE/IN JINIIE CKI€PO3yBaHHS.

Ortxe, aHaJi3 OTPUMMAHUX pe3y/NbTATIB [IOKA3ye
BiIMiHHOCTI y BOOpi /1iKyBaIbHOI TAKTUKM 3aJIEXKHO
Biff TUIy CyIMHHOI aHOMatii. [I/14 reMaHTioM Xapak-
TEpPHUM € KOHCEpBAaTUBHUII Mifxix, ToAi Ak ansa BM
i JIM nepeBary HajjaloTh iHTepBEHIITHUM MeTOIM-
KaM, cepefi IKUX NPOBifHY POJIb Biflirpae CKleposy-
BaHHA, a y CKIAHININX BUNIaJKaX — KOMOiHOBaHe
NiKyBaHHA. AKTUBHE CIIOCTepPeXeHHA NMPOBenn
B 4 (23,5%) niBuaTOK 3 acMMeTpi€l0 BETMKUX CTaTe-
BMX I'y0 y MO€RHAHHI 3 TiM(OcTa30M HIDKHIX KiHIi-
BOK, Y AKUX, 3a faHuMu MPT, giarnocrysanu api6Ho-
kicTosny JIM i BifcyTHiit 601bOBUIT CMHAPOM. 3a
JAaHVIMMU CYy9aCHMX JOCTi/KeHb, He yci JIM nmoTpeby-
I0Tb JIiKyBaHH:, HEBe/NNKI, T0KanisoBani JIM, i3 MiHi-
MaJIbHUMM KIiHIYHMMU NIPOsBaMU MO>KHA IIPOBECTU
aKTVBHE CIIOCTepeXXKeHHs [14].

OpHOMOMEHTHe XipypriuyHe BUmaneHHs 6y/I0 MOX-
muBuM B 1 (5,9%) 3 17 BUIIaZIKiB Y IAI[iEHTKM 3 TOK/Ib-
HIUM ypaKeHHSAM Majoi ctaTeBoi ryou 3 BigMiHHUM

Puc. 3. lNayieHmka P., Bikom 9 pokis. CLOVES-cungpom. [e-
dopmaLLia rpyaHoT KAITKW BHAC/iA0K HEPIBHOMIPHUX KMPOBUX
PO3pPOCTaHb, KCYANHHI HEBYCM», MaKPOAAKTUAIA NPaBoi CTyn-
Hi, NimbaTUYHO-BEHO3Hi ManbdopMallii npaBoro crerHa, Apio6-
HOKIiCTO3Hi nimdpaTnyHi manbpopmauii Ta «lymphangima cir-
cumscriptum», Wo NOLWMPIOETLCA Ha YPOTeHITaNnbHY AiNAHKY

pesynpraToM. Onepanito 1abionmacTMky IpoBean
B 1(5,9%) 3 17 BumapikiB mic/ist MOBTOPHNUX CK/IEPO3Y-
BaHb y IaL[iEHTKM BiKOM 15 poKiB.

[ToemHaHHA CK/IEpO3yBaHHA i cucTeMHO] Teparii 6710-
karopamy mTOR pernenTopis (ciponimyc) 3acTocysanmm
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y 2317 (11,8%) manieHTOK i3 MHOXMHHUMY BM i KOa-
rynonatieto Ta B 3 3 17 (17,6%) marieHTOK i3 mommpe-
HymMu JIM. Ha i Tepamnii sMeHIImmica po3sMipyu Maib-
¢dbopmanii, 3HUK 60TBOBUII CUHAPOM, IPUNMHNUIIACS
nimdopest.

CxrepoTeparist a6o Xipypriute BTpy4aHHs 3a/IlIa-
I0TbCA «30/I0TVIM» CTaH/IApTOM JIiIKYBaHHSA CYJMHHUX
aHoMatii [13,19]. OgHak cKkIepo3yBaHHA pifiko fjae
3MOTy JOCATHYTU Oly>KaHHS, a pafjiKajIbHe Ollepalliii-
He BUJA/IeHHA € HEMOXX/IUBYMM B GI/IbIIIOCTI MALIiEHTIB
Jepe3 OOILIMPHE YPa)KeHH:, BICOKY YaCTOTY PelNBiB
i 3HaYHMII BiICOTOK KOCMETUYHO HE3a/I0BI/IBHOTO pe-
synbrary [3,15].

InenTUdiKamis CnpMYNHEHNX My TallisIMJ CUTHAIIB
y CYAMHHUX aHOMAJIifAX BiIKpua epy 3aCTOCyBaHHA
TapreTHoi Tepamnii. @apMakoTepalis cTana JOCTYITHOIO
mns nikyBaHHA CM Ha OCHOBI eKCIIepUMeHTa/IbHOTO
BuBuyeHHA MyTauii PIK3CA [1]. Cuponimyc € cnenn-
¢iunnm inridiropom penentopis mTOR i koHTpOTIOE
mursax PIK3CA/AKT, mo Bignosifae 3a k1iTHHHI Ipo-
1ecu, y T.4. 3a MeTaboi3M, picT i aHrioreHes. Woro crio-
Y4aTKy PO3poONIN K iIMyHOCYIIpeCUBHUII IIpemapar,
onHak 3 2010 p. MIMPOKO 3aCTOCOBYIOTh [I/IA TKYyBaHHSA
cypuaHux nyxauH i CM [12]. EdextusHicts 3acTocy-
BaHHA CHPOJIMYCY IIpU CKIafHUX (POpMax CyAMHHUX
aHOMaVJliil, 10 IIPOABIAETHCA B 3SMEHIIEHHI 6010, npu-
IVHeHHI KpoBOTedi Ta miMQopel, 3MeHIIeHH] po3MipiB
Ypa’keHHA i HiIBUIIEHH] AKOCTI JKUTTA MaLli€HTiB, KO-
BOJATDb MY/IBTULIEHTPOBI paH/JOMi30BaHi JOCTiIPKEHHA
[18,21].

OmnucaHo Taki Mo6iyHi epeKT CUCTeMHOTO 3aCTO-
CYyBaHH:A CUPOMIMYCY, AK BUPA3KyU Ha CIM30Bill pOTO-
BOI TIOPOXXHMHM, MeTabosiyHi/mabopaTopHi 3minu,
TOJIOBHUI 6i1b, pO3/1aj] Ty HKOBO-KNIIKOBOTO TPaK-
TY, iHQeKIilTHI yCKTaJHeHH, IPUTHIYeHHS KiCTKOBO-
ro Mo3Ky [23]. HaityacTile TpaniseTbcsi CTOMATUT, 10
66% ommcaHo B yiTeparypi [23], y HaBeleHOMY HaMU
ROCTiKeHH] cToMaTUT BUsiB/IeHO Y 3 (60,0%) marjien-
TiB, IHIIMX YCK/IaJHEHb He Oyr0. [I/11 yHUKHEHHA MOX-
NMBYUX TOKCMYHMX BIUIMBIB HeoOXigHMII maboparop-
HIII KOHTPOJIb PiBHA CUPOJIIMYCY B KPOBI, JOCATHEHHA
TepaleBTUYHOI JO3M Ta YHUKHEHH IiBUILEHHA 11 10
TOKCMYHOTO piBHA [12]. Hait6inpin HeGe3neyHnM iH-
dekuiiiHMM ycKIagHeHHAM Tepamii iHribitopamu
mTOR penentopiB € THEBMOI[MCTHA THEBMOHIs [12],
1A ii mpoiNaKTUKY yCi Mal[ieHTH HaBeJeHOrO HaMu
pocnimxeHHsa orpumyBanu Sulfamethoxazole/
trimethoprim.

Hna ckneposyBannsa BM sacTocoByBanu eTOKCH-
ckneporn (n=2), 6neoMinus (n=4) ta ixHo KoM6iHaIIi0
(n=2). Ins ckneposysanb JIM mpusHadany 67eoMinuH
(n=2). KinbkicTb inTepBeHiit cranoBmia Bix 1 mo 8. Vi

BTPY4YaHHs IPOBOAMIN IIiJi 3ara/IbHUM 3HEOOTIOBAH-
HAM Y TiTOTOMIiYHOMY ITOJIO>KEHHI ifi KoHTponeM Y 3]I.

YckmajHeHHA BHACTIOK €HIOBACKYIAPHOTO 3aCTOCY-
BaHH: IIpenaparis OLIHIOBA/IV BiJIIOBITHO JO IPaKTN4-
HUX KJIiHIYHUX raiijij1aliHiB TOBap/CTBA iHTePBEHLIITHIX
pagiosoris [22]. ITirMenTaris mkipy mcns 3acTocyBaH-
HA 6reoMitHy BuHNMKA B 1 (12,5%) BUIaziKy, TiKyBaH-
H: He IPOBOAWIN (Masli yCK/IafJHEeHHA Ipynu A, Aki He
nOTpeOYIOTh JTiKYBaHHA), KOip IIKipy BiZTHOBMUBCS
CIIOHTAHHO 3a 7 MicA1iB. Pu3nk BUHMKHEHHS IIirMeHTa-
1i{ i1 TOKa/IbHOTO 3aCTOCYBaHHA O7IeOMILMHY Bifto-
ML, OIVICAHWIA Y TiTepaTypi [8], ToMy 1eit mobiuHmit
BIUIVB ITperapary 06roBOpIIM 3 MaljieHTaMu Ta IXHIMu
OaTbKaMu 10 MOYATKY JiKyBaHHA. Habpsk i3 601b0BUM
CUHJPOMOM, HeOOXiIHICTb 3aCTOCYBaHHS HECTEPOIHIX
NIpOTM3aIa/IbHNX IIpenapariB IpoTAroM 24-72 rogus
(mani yckmagHeHHs Tpynu B, kony BUHMKaa HeoOXif-
HICTh MeIMKaMeHTO3HOTO JIiKyBaHHA) CIOCTepiramm
y 2 (50,0%) BUmajKax Iic/is 3aCTOCYBaHHA IeTepPreHTiB
Tay 2 (25,0%) — mic/a BUKOPUCTaHHA 6/1eOMILINHY.

3acToCyBaHHA IeTePreHTiB MPOKO OMNUCYIOTh Y Ji-
TepaTypi AK A/ JTiKyBaHHA BpomKeHux BM, Tax i mia
HabyToi MaTo/IOTii — BAPMKO3HO PO3LIMPEHNX BEH BeJN-
KIX CTaTeBUX I'y0, 4acTillle ONMCYI0Th 3aCTOCYBaHHSA
B IOPOCJIOMY Billi, TPAIl/IAIOTbCA HEBEINKI IPYIIN Iefi-
aTPUYHVX NaLli€HTIB [6], 3a3BMYail Ipernapar BBOJATD
Y BUITIAL] «IIiHM», AKY OTPUMYIOTD IIJIAXOM 3MilllyBaH-
HA CKJIEPO3aHTa Ta CTEPU/IBHOTO MTOBITP:A Y CIiBBiIHO-
menHi 1: 4 [6].

bneominyun Ha cbOrofiHi € HaMOIIMPEHIIINM Y CBiTi
npenapaToM Ajs ckineposyBanusa CM [5,11]. Mexanism
nii 6neominuuy npu CM focTeMeHHO He BiffoMMUit, Ofi-
HaK ITOLIKO/KEeHHS eH0TeiIo i pibpo3 MOXyTh MaTn
npoBifHe 3Ha4eHHA [9]. [TomupeHicTsb fioro 3acrocy-
BAaHHA IPYHTYETbCA Ha BUCOKill epeKTUBHOCTI s
ManbdopMaliil i3 MOBIIBHUM KpPOBOTOKOM (IIOHAJ,
96%) 1 HU3bKOIO YaCTKOIO ITOOIYHIX eeKTiB — TaK 3Ba-
HUX «MajIMX» yCKIagHeHb (16,2%) i «Bemukux» (1,1%)
[9], 110 KOperoe 3 pesy/IbTaTaMy HaBefIeHOTO HaMI JI0-
CIIiHKeHHA — IirMeHTallis, 1110 HOTpe6yBana TMiKyBaHHS,
BUHUKIIA Y 12,5% nanieHTiB.

CporopHi 06pe Bigomo, 1110 BM Benmukoro po3mipy
3a3BMYall ACOLIOITHCA 3 IOPYIIEHHAM 3TOPTaHHA KPO-
Bi [7]. BigHOCHO NOBi/NIbHA IIBUAKICTD PyXy KPOBi BCe-
penuHi ypaXkeHHS IIPU3BOAUTD O TPOMOO3Y dyepes 3a-
nyck ¢ibpuHOTiTIYHOTrO Kackafy. CTymiHb akTHBaIil
Ta CIIOKMBAHHA (PAKTOPIB 3TOPTAHHSA KPOBi XapaKTe-
PU3YETbCA NMiIBUILIEHHAM CUCTEMHMUX PiBHIB D-numepy
i sHIOKeHHAM piBHA QibpuHOTeny [4]. 3a3Buyai pusuk
KOary/IALiHUX IIOPYILIEeHb KOPee 3 po3MipamMyu BM
i HagBHicTIO Qre6OiTiB, y HaBElEHOMY HaMM [JOCITi-
I>KEeHHi Koary/nonaTilo BUABWIN B 3 NMalieHTiB i3 BM,
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10 YpaXkyBa/IM feKiIbKa aHaTOMIYHUX Ji/IAHOK i He
CIIOCTEPIranuch Ipy i30/1bOBaHNX YpOreHiTanbHuX BM.
3a MbkHapogHyuMu raiiaiamu [4,7], oy npodinak-
TUKM TPOMO0eMOOTiYHNX YCK/TaJHeHb Ta Mic/Aonepa-
1iitHOI ahibprHOreHeMiYHOI KPOBOTeUi ITepUOIeparLiii-
HO NallieHTaM NpKU3HavYaau HU3bKOMOJEKYIAPHUN
rerapuH y fo3i 100 MO/xr/no6y.

PesynbraT niKyBaHHSA OLiHMIM AK BigMiHHUII
y 7 (41,2%) miTett 3 iHpaHTWIBHUMM FeMaHTiOMaMH, 1O-
Opmit — y 2 (11,7%), OCKi/IbKY HasIBHI 3a/IMIIKOBI py6-
ueBi fedopmanii. ¥ marientok i3 CM BigminHOTO pe-
3YJIbTATy JOCATHY/IM IiC/A pafiKaJIbHOTO XipypriyHoro
BupiasleHHA (n=1), CKJIepo3yBaHH:A Ipy IOKaTbHUX BM
(n=2) i KOM6iHOBaHOTO JTiIKYBaHHS — CKJIEPO3YBAaHHS
i xipypriunoi kopexkuii (n=1), o6pmuit pe3ynprar oTpu-
Mamn y 9 (52,9%) mauieHTiB i3 MOUIMPEHNMY Ta MHO-
KMHHVYIMI MaIbpOpMaliAMI, y AKMUX IPOBE/IN eTaIlHe
CK/Iepo3yBaHHA (n=3), CK/IepO3yBaHHA Ta XipypriuHe
BUJaeHHA (n=1), a TAKOXX CKJIEPO3YBaHHA B IIO€IHAH-
Hi i3 cuctemHoI0 Tepamiero 6mokaropamu mTOR peren-
TopiB. [l mOpiBHAHHSA eQeKTUBHOCTI IIKyBaHHSA MK
nBoMa rpynamu (iH$aHTWIbHI reMaHIioMY Ta ommpe-
Hi MasbdopMalii) 3acTocyBanmm KpuTepiit Xi-KkBafpar.
PesynbraTy aHamisy nokasaau CTaTUCTUYHO 3HAYYILILi
BigMiHHOCTI MiX rpymamu (x*=38.56, p=0.0034), w0 3a-
CBilYMIIO pi3HMII piBEHD YCIIINTHOCTI MiKyBaHHA 3a7eX-
HO BiJI TUITY CYAMHHOI aHOMaJTii.

BucHoBKM

IsonpoBani CM yporeHiTa/nbHOI BiTAHKU CTAHOB/IATD
29,4%, ToMy BBa)KaeMo 3a HeoOXxigHe BUKOHYBATU
MPT-Bi3yanizaniio JilIAHKM MaIoOro Ta3a i HYDKHIX KiH-
LiBOK. 32 HEMOXX/IMBOCTI pafi¥IKaIbHOIO XipypriuHOro
BUJAJIEHHA €HJJOBACKY/IAPHE BBEIEHHA IIpeNapaTiB AK
CaMOCTIVIHMII METOJ], TaK i B IO€JHAHH]I 3 KOHCEPBATHB-
HoIo Tepariero inribitopamu mT'OR penenTopis € epek-
TMBHYM C1Ioco6oM yikyBaHHA CM i3 OBiMbHMM KpoO-
BOTOKOM. Pe3ynbraTrom Teparii € 3SMeHIIeHHA po3MipiB
ManbdopMaliii, 3MeHIIeHHSA 60TbOBOTO CUHIPOMY,
npunrHeHH:A niMdopei i mifBUIIEHHS AKOCTI XUTTA
MaIli€HTiB.

Crif 3a3Ha4NTH fHesKi 0OMeXXeHHS HaBeleHOTO HaMI
TOCTi/PKEHHA. 3aCTOCOBAaHO PETPOCIEKTUBHUI IU3aliH
IOCTiIKEeHHS, 3a SIKOTO iHQOpMallis CTOCOBHO MAlli€H-
TiB € He1[0 0OMe>KeHOI0 MOPIBHAHO 3 IPOCIIEKTYBHUM
IOCTIIKEeHHAM. [HIIMM 06MeXXeHHAM € HeBe/lnKa rpyIma
Mali€HTIB, 110 BIACTUBO YCiM MOHOLIEHTPOBUM HEPaH-
IOMi30BaHMUM FOCIIJP)KEHHAM, a TAKOXX reTepOreHHa
TpyIia Malli€HTiB, fKa (OKYCYETHCA TUIIE HA CTATi Ma-
I[iEHTIB, y T.4. Pi3Hi BUAY CYAMHHMX IyxauH i CM.

Asmopu 3aa671510Mb NPo 8i0CyMHicmo KOHPAIKMY
inmepecis.
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