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Jloxanisanis cyauuHux anomariit (CA) yporeHitanpHOI Ji/ITHKY B [{iBYaT TPAIUIAETHCS PiIKO, a/le MA€E CYTTEBE
K/IiHiYHe 3HaYeHHSI, OCKI/TbKU MOXKe CIIPUYMHATH 6i/b, HAOPSK, KPOBOTEUY, TPYAHOLL] B iri€Hi, a TAKOX MOpPYIIeH-
Hs QepTUIBHOCTI i ICUXOTIOTiuHi Mpo6meMn.

Merta - mpoaHaisyBary KTiHiYHMII epe6ir, MeToay Bisyamisanii Ta nikyBanHA CA yporeHiTanbHOIL Ii/ITHKM B
IiBYATOK /IS ONITUMI3alil ;iIarHOCTUYHOI TAKTUKM 1 MigBUIIeHHS e(eKTUBHOCTI Tepartii.

Marepianu i MeTopn. IIpoBeeHO peTpOCIIeKTUBHE OJHOLIEHTPOBE HOCipKeHHs 171 icTopii xBopobu fiTeir
BikoM 10 18 pokiB (2015-2023 pp.). Ouineno tun i mokanisanito CA, fani Bisyasisauii (y1pTpasByKkoBe LOCTiPKeH-
Hs1, MarHiTHO-pe3oHaHcHa ToMorpadis — MPT), kniniuHi nposiBu i pe3ynbraty nikyBaHHs. CTaTUCTUYHNIT aHATI3
BUKOHaHO y R-statistics v.4.2.2 3 Bukopucranusam kpurepito [lipcona X% p<0,05 NpuitHATO 3HATY VM.

Pesynpraru. CynuuHi TyXavHy BUABIEHO Y 16 (9,4%) 31 171 nanienTku, 3 Hux 9 (56,3%) oci6 manu iHpaHTUIbHI
reMaHIioMM ypOTreHiTa/IbHOI ALTHKY, YCKIaHeH] Bupaskamu. CucteMHa Teparris f-610kaTropamu 6yna edeKTBHO
y Bcix Bunaikax. CM yporenitanbHo fi/I1HKY iiarHOCTOBaHO y 17 (25,4%) AiBuar: 5 (29,4%) isonpoBanux, 12 (70,6%)
HOLIVPeHNX. BiIMiHHOTO pe3ynbTaTy JOCATHYTO IiC/IsI pafiKa/bHOTO BIAaIeHH: (n=1), TOKaIbHOTO CKJIepO3yBaH-
Hs (n=2) i kombiHOBaHOTO TiKyBaHH:A (n=1). lo6puit pe3ynbrar BigsHa4eHO y 9 (52,9%) Malli€HTOK IiC/Is € TalTHMUX
a60 KOMOIHOBaHMX BTPY4YaHb, 30KpeMa, y pasi 3aCTOCYBaHH: CKlepo3yBaHHs 3 iHrioitopamyu mTOR (n=5). Bussie-
HO CTATVCTIYHO 3HAYYIL[Y PiSHNUIIO e(heKTUBHOCTI IIKyBaHHsI 3a/Ie)KHO Bijf THITy marosorii (x*=8,56; p=0,0034).

BucHoBku. [30mboBani CM yporeHiTanbHOI Ji/ITHKY CTaHOBIATD 29,4%, 1110 061pyHTOBYE HeobxifHicTs MPT
MaJIOTO Ta3a i HYDKHIX KiHIiBOK. SIKII0 paayKanbHe BUjaieHHs HEMOX/TUBe, eheKTVBHIUM € CKJIEPO3yBaHHS CaMO-
cTiiiHO a60 B moenHaHHi 3 iHribiTopamyu mTOR, 110 cripusie 3MeHIIEHHIO YpaXKeHHsI, IIOJIETLIeHHIO O0II0, Py -
IVHEHHIO TiMQopei il MiIBUIEHHIO IKOCTI )KUTTS Ialli€HTOK.

JocmifKeHHs BUKOHAHO BifiTIOBiIHO 10 MpuHIMIIB [enbcinchKoi fekmapanii. [IpoTokon gocmigKeHHs moro-
KEHO JIOKAIbHUIM eTUYHMM KOMiTeTOM ycTaHoBM. Ha IipoBeieHHs OCiKeHb OTPUMaHO iHGOPMOBaHY 3rOAY
nanieHTis (6aTbKiB #iTell a60 IXHIX OIIKYHIB).

ABTOpU 3aAB/IAIOTH PO BiCYTHICTb KOHPIIKTY iHTepeciB.

Kntouoei cnoea: remanriomu, cyfuHHi Manbdopmaii, BeHO3Hi Manbopmaril, miMmparnyni Manbpopmaii,
IiTy, XipypriuHe JiKyBaHHHA, CKJIepOTepallis.
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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

CynuHHI aHOMartii, BiATIOBifHO 10 OHOBJIEHOI KJIa-
cudikamnii ISSVA 2018 poky, nomindoTh Ha CyAMHHI
nyxnnHu i cyauuHi Mmanbpopmanii (CM) [14]. ITyx-
JIMHY € pe3y/IbTaToM npoidepauii CyIMHHOTo eHo-
Tesilo, a Manbdopmalii BUHMKAIOTb YHACTILOK
HIOpYIIeHH:A BaCKy/IOTeHe3y, aHrioreHesy, mimMmdanri-
oreHesy [21]. Y nupoMy focnifikeHHi cdpokycoBaHa
yBara Ha CyIMHHUX aHOMa/iAX ypoOreHiTaabHOI JIi-
JISHKM B fiiByaToK. Haltyacrime Tpamnaerscs indan-
TUJIbHA TeMaHrioMa — 1oOposKicHa MyX/nMHa, sKa
Ma€ TeHJEeHIIil0 [0 CHOHTaHHOI iHBomonii: y 50,0%
BUIAaKiB iHBOMIOLiA BifOyBaeTbCcA O 5 POKIB,
y 70,0% - no 7 pokis, y 95,0% Bumnapgkis -y 10-12 po-
kiB [17]. BinpumicTh iHGaHTUIBPHUX TeMaHTiOM He
NoTpeOYIOTh TiKYyBaHH, OJJHAK Y Iepiof; aKTMBHOTO
POCTY MOJX/INBi YyCKIafHEHH A, IPU AKUX BUHUKAE
HeOoOXiIHICTb aKTMBHOTO BTPYYaHHS, IPY JIOKaIi3a-
il B JiIAHI TPOMEXMHY — 1j€ IIEPEBAXKHO YTBOPEH-
Hs BUPA30K, SKi CYIPOBOKYIOTHCS 00/IbOBUM CUH-
IpOMOM, HECIIOKOEM MAJIIKiB i MOTeHUiNTHOO
Hebe3nekow iHiKyBaHHA.

Ha Bigminy Big remanriom, CM icHYIOTb IPOTATOM
XUTTS, MAaIOTh IPOTpecydnii mepebir i3 mosBowo
HOBUX CUMIITOMIB Ta yCK/IafHeHb, XapaKTep AKUX
3HAYHOIO MipOI0 BU3HAYAETHCA IXHPOIO AaHATOMIYHOIO
JI0Kaslisali€e. YpakeHHs ypOTeHiTaabHOIL OiNAHKY,
30BHIIIIHIX CTaTeBMX OPTaHiB TPAIIATbCA BiTHOCHO
pizko [10,25], ogHak Mae icToTHe KTiHiYHe 3HaYeH-
H#, OCKI/IbKM MO>XKe CIIPUYMHNUTH 6ifb, HAOpPAK, Kpo-
BOTEYY, TPYAHOLII B ririeHi, a B 1ofanbIuIomMy — 1o-
pyleHHsA ¢epTUNIBHOCTI, iCTOTHI mcUxXoMOTivHi
npo6nemn [10,14]. He icHye euHOI LyMKM CTOCOBHO

TepMiHY IOYaTKY JiKyBaHHA Ta JI0r0 ONTUMaIbHOTO
crioco6y, TOMY, BpaXxOBYIOUN PiIKiCTb 3aXBOPIOBaH-
Hf, PiI3HOMaHITHICTh IPOABiB, TAKTUKY JiKyBaHHA
3a3BuYail 06MPaATh IHAUBIJYAIBHO B KOXXHOMY
BUIAJKY.

Mema focnifiykeHHs — IpoaHasIisyBaTu 0co6IMBOC-
Ti KJIiHiYHOTO Hepebiry, ciocobwm Bisyasisarii Ta miky-
BaHHA CYy[JVHHUX aHOMaJIiil ypOTeHiTaJIbHOI JiTAHKI
B JIiBYATOK /IS ONTUMi3aIil JiarHOCTUMYIHOI TaKTUKU
i migBuieHHs epeKTUBHOCTI Teparrii.

Marepianu i MeTOgM JOCTiHKEHHA

IIpoBepeHO peTpoCIeKTMBHMII aHaIi3 iCTOpii XBO-
po0 MalieHTiB i3 CyAMHHVIMY aHOMAJIisIMV 3a04ePeBUH-
HOTO IIPOCTOPY, Ta3a, HVXKHIX KiHIIiBOK, IIPOMEXWHI,
sKi mepebyBay Ha cTarfioHapHOMY JTiKyBaHHI B Hari-
OHAJIbHIN AUTAYIN cnenianisoBaHiln mikapHi
«OXMATINT», m. Kuis (HICJI OXMATIUT) 3a mme-
piog 2015-2023 pp.

Jusatin 0ocnidxenHs — peTPpOCIIEKTUBHE, HEPaH/O-
Mi30BaHe, OLHOLIEHTPOBE.

Xapaxmepucmuxa nayicHmis. 3arajoM IpoaHasi3o-
BaHO 171 BuIajiox, cepen skux 76 (44,4%) nauieHTiB
KiHOYOI CTaTi. 3 YCiX CyIVHHMX aHOMaJIill BULi/IEHO /IBi
rpynu: cyauHHiI nyxayHau Ta CM. Jlo rpynu cyiMHHUX
Iy X/IVH 3a/Ty9eHO TAIliEHTiB 3 iHpaHTIIBHOIO TeMaHTi-
OMOI0, Kanomn$opMHOI TeMaHTi0eHIOTeNiOMOI0 Ta
KUTHIeBolo aHriomoro. [lo rpynu CM BifHeceHo fiTeit
i3 BenosHnMu Manbdopmaniamu (BM), nimbatnannmn
Manbdopmarismu (JIM), aprepioBeHO3HMMY Manbgop-
Manismy (ABM), a TakoXX CMHIApOManbHUMY pOpMaMu
(CLOVES, cunppomom Kninnens-TpeHoHne, cunppo-
MOM OTaKUTHMX I'YMOBUX HEBYCiB, aHOMaJli€lo LIeH-
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TpaNbHMX MiMPATUYHMX KaHasiB). [lo mocimKeHH
3a/Iy4eHO MllIe MalliEHTiB )KiHOYO0I CTaTi 3 ypaKeHHAM
yporeHitanbHOI BiAHKM (n=26), peIuTy BUIA/IKiB IIPO-
aHaJIi30BaHO JJI IIOPiBHAHHA. Y BCTAHOBJIEHHI KITiHi4-
HOTO J1iaTHO3y 3aCTOCOBAHO Kmacugikaliio, OHOBIEHY
ISSVA 2018 poxy, 3rifHO 3 sIKOI0, BUJiZIeHO CYAMHHI
myxaan 1a CM.

Kpumepii 3anyuenns: xiHoda cTaTb, Bik 1o 18 pokis,
piarnos CM (JIM, BM, ABM), cyaunHa nyxinHa (ka-
nounbopMHa reMaHTiOeHIOTeNOMa, KUTUI[eBA aHTi-
oMa, iH(aHTI/IbHA FeMaHTioMa), IOKali3alis ypakeH-
HA 3a04€pEBMHHMII IPOCTIp, Tas, IPOMEXMHA, HVDKHI
KiHIIiBKMU.

JTabopaTopHa JiiarHOCTHKA, OKPiM PYTMHHMNX TECTiB,
nepenbayasa KoaryorpamMy 3 BU3Ha4eHHAM PiBHA ¢i-
opunoreny i D-gumepiB. CKpMHIHIOBM METOJIOM Bi-
syanisanii CM 6yno y1pTpasByKOBe JOCTIKEHHS
(Y3[1) y pexxumi cipoi mkanm, KOIbOpOBOTo ZOIIepiB-
CBKOTO CKaHyBaHHA i 4acTKoBO B pexxuMi [lomnepa.
¥YciM nanieHTaM NMpoBeleHO MarHiTHO-PE30HAHCHY
tomorpadiro (MPT) Tasa i HUKHIX KiHIIIBOK i3 KOHTp-
ACTHUM Ii[ICUTIEHHAM.

CraTucTudHy o6po6Ky pe3ynbTaTiB IpOBeIeHO
3 BUKOpUCTaHHAM Iporpamu R-statistics version
4.2.2(2022/10/31). Jani HaBeneHo sAK cepenHi 3 95 Bif-
coTKamu JioBipyoro iHTepBany (95% JII) abo cTanpapt-
HUM BiXM/IE€HHAM. Y pa3i HOpMajnbHOTO PO3MIOZITY
TIlepeMiHHMX BI3HAYEHO CepeHe apuMeTIHe 3HAYCH-
HsA (M) i itoro cTaTucTuHy noxu6xy (m). Pesynprarn
HaBefleHO Yy BUIAAi M+m. [I54 nopiBHAHHA AKiCHUX
II0Ka3HUKIB 3acTocoBano X Ilipcona. CraTncTuIHO
3HavyIuM npuiHATO p<0,05.

HocnifKeHHs BUKOHAHO BifIITOBiTHO KO IPVHLIUIIIB
Tenbcincbkoi gexnapaunii. [IpoTokon gocnigxeHHA 10-
TOJPKEHO JIOKa/IbHUM €TMYHYM KOMITeTOM [/ BCiX, XTO
6paB y4acTb. Ha npoBefeHHs ZOCTiIKeHb OTPUMAHO
inpopmoBany 3ropy 6aTbKiB JIiBUATOK.

Ta6mua

Puc. 1. [MayieHmka LL., Bikom 4 micsaui. IHGaHTUABbHA remaH-
rioma Be/sIMKoi cTaTeBoi rybum, NPOMEKUHN, YCKNaaHEHA BU-
pa3Kolto, BUpaxKeHnin 601b0BUIA CUHAPOM

PesynbraTy mocnifkeHHs Ta iX 00rOBOpeHHA

BinmosifHO ;0 KpUTeEPiiB 3a/Ty4eHHs, IPOaHali3yBa-
nm 76 icTopiit XBOpo6 mauieHTiB XiHoYoi cTarTi i3 cy-
IVHHUMJ aHOMAaJIiAMM HVDKHIX KiHIIIBOK, Tasa, 3aoye-
PEBUHHOTO IMPOCTOPY, IPOMEXNMHN, Ce€pell AKUX
67 (88,2%) nmamienTin i3 CM 19 (11,8%) ma1jieHTiB i3
CYIVMHHMMIU ITyX/IMHAMI 3a3HaY€HO] ToKaizanii. 30K-
peMma, IIpu JI0Kai3alil My X/JIMHYU B YPOTeHiTalIbHii Ii-
JISTHLLi IPUYMHOIO TOCIIiTami3anii B ycix Bunagkax 6yno
YTBOpEHH: BUPa30K (puc. 1), 110 CyIIpoBOIKyBanocs
BUP@KEHUM 0OTTbOBUM CUHPOMOM.

CepepHill Bik miTelt Ha MOMEHT rocrmiranisanii crano-
BUB 2,75+0,85 micsansa (95% [1: 2,4-3,1). JlikyBaHHsA
iHpaHTM/IBHUX reMaHTiOM IPOBEV KOHCEPBATUBHO —
CHCTEMHY Tepariio 6eTa-6110kaTopam, 3TifHO i3 cydac-
HVMU peKoMeHpanismu [16]. Lle nikyBaHHS € BiTHOCHO

3ara/ibHa XapaKTepUCTHKA MALli€HTIB KiHOYOi cTarTi i3 cyAMHHMMY MaTbOpMALiAMY Ta MALIIEHTIB 3 YPaXKeHHIM yPOTeHi-

TaJIbHOI TiIAHKI

3aranbHa KinbKicTb NauieHTiB | MaLieHTH 3 yparKeHHAM yporeHi-
KniHiuHui4 giarHos »KIHOYOI cTaTi i3 CyaUHHUMM | TaNbHOI AiNAHKMK, n (% Big, KinbKoc-
manbpopmauiamm, n (%) Ti naujienTis »iHouyoi ctati 3 CM)
BM HMXKHIX KiHLiBOK, Ta3a, 3a04epeBUHHOro npoctopy |22 (32,8) 3(14,3)
JIM HM3KHIX KiHLiBOK, Ta3a, 3ao4epeBuHHOro npoctopy |32 (47,7) 10(31,3)
ABM HUMXHIX KiHLiBOK, Ta3a, 3a04epeBuMHHOro npocrtopy | 2 (3,0) 0
CuHapom Kninnens—TpeHoHe 4(6,0) 1(25,0)
CLOVES cuHapom 3(4,5) 1(33,3)
CuHApom BnakuUTHUX rymoBumx Hesycis (CBIMH) 3(4,5) 1(33,3)
AHOManiA LeHTPaNbHUX NiMbaTUYHNX KaHaNiB 1(1,5) 1(100,0)
Ycoboeo 67 (100) 17 (25,4)

ISSN 2304-0041 Xipypria auTadoro siky (Ykpaina) Ne2(87)/2025 | §5



Original articles. Urology and gynecology

Puc. 2. MayieHmka K., Bikom 13 pokis. CuHapom Kninnena—
TpeHoHe. KombiHOBaHi KaninapHi, nimdaTnuuHi, BEHO3HI
ManbdopMmallii NiBoT HUKHbOI KiHLIBKM, MepcucTytoda mapri-
Ha/lbHa BeHa: A — BEJ/INKI CYAUHHI «HeBycu», HabpaK
KiHUiBKM; B —MPT y pexxumi T2, akcianbHa npoekuia; B—MPT
y pexkumi T1, KopoHapHa NpPoeKLis — NiMPpaTUYHO-BEHO3HI
ManbpopmaLiii NOWMPIOTLCA Ha AiNAHKY NPOMENKUHW,
BeJINKOI cTaTeBoi rybu

IPOCTUM, JOCTYIIHUM, OFHAK IOTpeOye peTeTbHOro
MOHITOPVHTY [/Is1 TIOTIepel>KeHHs HebakaHuX mo0iu-
H1X edekTiB. ToMy Tepariio po3nodynHamy B CTaljioHa-
pi BiiIOBiIHO 10 BHY TPIillTHBOTO IIPOTOKOMTY 0OCTEXEH-
HA i niKyBaHHA MalieHTiB 3 iHpaHTUABHUMMU
remaHriomamu [2]. TpuBanicTb Tepamil cTaHOBMIA Bif
9 mo 18 MicAniB, cepenHa TPUBAIICTD — 8,2+3,5 MicAua
(95% [I: 6,89-9,51). AMOynaTOpHe CIIOCTEPeXKEHHS
IIPOBOMIV/IN 10 IIOBHOI iHBO/IOLIII FeMaHTi0MU, OCKiIbKI
/1A IPUIIMHEHHA JTIKYBaHHsI MOXK/IMBUIA IIO/Ia/IbILIA
pict nyximuu [10]. InBomronito remanriomn crocrepi-
Ta/Iu B yCiX MalLlieHTOK, OHAK pyOeBi fedopmariis Be-

NMKOI cTaTeBOI ryOy BUABIUIN Y BOX BUIIA/IKaX Y MiCIIi
BMpPa30K.

3aranbHy XapaKTepucTUKY nanieHTis 3 CM HaBefle-
HO B TabImiii.

3 67 maIieHTiB XiHOYOI CTaTi, AKi JIIKyBa/lINCcA B CTa-
nionapi 3 nmpusony CM, y 17 (25,4%) narjieHTiB iarHoc-
tyBanu CM yporeHiTanbHOI Ai/ISAHKY, IO KOPETIOE
3 paHuMM aiteparypu. Tax, y gocmimxkenHi [10] 320 ma-
nienTiB i3 CM HVYOKHDOI 9aCTUHM Ti/la ypa>keHHs cTaTe-
BUX OpraHiB fiiarnocTyBam y 19% (p<0,05). Kniniuan-
Mmu npossamu CM yporeHiTanbHOI finAHKK Oyan
acuMeTpis BemmKux (n=14) i Manux crateBux ry6 (n=2),
6inp (n=9), KOHTaKTHa KpoBoTeya (n=2), nimpopes
(n=3). 3acTocyBanus kputepito Ilipcona nmokasasno cra-
TUCTUYHO 3HAYYIy PiSHUIIO MiXK YaCTOTOI IIPOsABiB
cumnromis (x*=19,0, p=0,0008), w0 migTBEpHKYE He-
OIHOPIZHICTb K/IiHIYHOTO IPOABY cepef MallieHTiB. s
YTOYHEHH AiarHosy yciMm mitam nposenu MPT, mo
€ «307I0TMM» CTaH/IapTOM [iarHOCTYBaHHA CYAMHHUX
anoMatiit [10].

3a pesynbTaTaMM BOCTII KEHH OLIHUIN po3MipH,
HOIIVPeHHA i CTPYKTYpy ManbdopMmanii. ¥ 22 (32,8%)
MaLieHTiB 3 fiarHocTOBaHOX BM XiHOYOI cTaTi, cepep,
Akux 3 (14,3%) 6ymu i30/1b0BaHi ypasKeHHAMM YPOTeHi-
TaJIbHOI AiNAHKY, B 1 (25%) 3 4 mallieHTOK i3 CMH/IPOMIB
Kninnensa-Tpenone Busasneno BM yporeniranbHoi mi-
nsiHKH (puc. 2).

Cepep 17 (25,4%) 3 67 nmanieHTOK niMpaTHIHy Majib-
¢dopmanii giarmoctysanu y 12 (70,6%) Bumapkax,
3aknx y 1(8,3%) — aHoMa1is IleHTpaIbHUX TiMpaTny-
HUX KaHamis, B 1 (8,3%) - y sutuau 3 CLOVES-
cuHapoMoM, y 10 (83,4%) — JIM yporeHiTanbHOI BinAH-
KU B IO€{HAHH] 3 T1iMazeHOMO0 HIDKHIX KiHI[iBOK. 3a
manumu MPT neranisyBanu aHaToOMiuHe pO3TalIyBaH-
Ha CM, 30kpema, BM - y Benukiit craresiii ry6i (n=3),
BeJIMKill 1 MaJIiit cTaTeBuX ry6ax (n=2), IpuciHKy mixBu
(n=2), a TakoX i30/1bOBaHe ypa>keHHs Masoi CTaTeBOI
ry6u (n=1) i xiitopa (n=1), JIM B ycix maiieHTiB ypa-
31N BeNMKY cTareBy ryoy. Y manientkn 3 CLOVES-
CUHJIPOMOM BUABWIN JIiM(paTH4Hi MiXypi Ha ITOBepXHi
mKipy — Lymphangioma circumscriptum (puc. 3).

3arasom, i3onboBaHi CM yporeHiTanbHOI JiNAHKY
B HaBefIEHOMY IOCTiIPKeHHi crioctepiramm y 5 (29,4%)
3 17 BUIIafIKiB, 110 KOPENIOE 3 NaHUMMU JIiTepaTypu.
Y Hait6inbmomy focnimkenti [10] cepern 82 mauieHTiB
i3 CM 3o0BHiIHIX cTaTeBNX opranis 33% Oynn i30/1b0-
BaHuMM (p<0,05).

12 (70,6%) 3 17 manieHTOK rocmiranisyBaay 10 K-
HiKM Bepuie, 3 (17,6%) nanjientkam is BM IIoNEePENHbO
IIpOBENN CUCTEMHY Tepariio 6eTa-610kaTopamn 6e3
K/IiHigHOTO pe3ynbrary, y 2 (11,8%) Bunagkax JIM 6ymm
IIOBTOPHI XipypriyHi BTPy4aHHS, IiC/IA AKMX BUHUK/IN
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3HayHi py6uesi nedopmauii, mimdopes, a 3a gaHNMU
MPT Bisyanisysanu JIM, aKi nommproBannucs Ha fe-
Ki/IbKa aHAaTOMIYHUX JIi/ISTHOK.

JIokanbHy BHYTPilIHBOCYAMHHY KOAry/IOIATiIo, JIa-
60paTOpHO HiATBEP/AKEHY MiABMIIEHHAM piBHA
D-pumepiB 22,55 MKr/M (pedepeHTHe 3HaUeHHS — 10
0,5 MKr/Mi1) i 3SHVDKeHHAM piBHA QibpuHoreny <1,5 (pe-
¢depeHTHe 3HaYeHHA — 2—4 r/1) BuABwm B 3 (17,6%)
TMALi€HTIB, 30KpeMa, y 2 BUIIaKaX — MHOXMHHI BM, a B
1 Bunagxy — cuagpom Kininnens-Tpenoxre.

Y marjieHTiB i3 remanriomamu (n=9) TepaneBTHYHA
TaKTHKa Oy/1a BUK/IIOYHO KOHCEPBATHBHOIO, 110 HAJI0
3MOTy IOCATHYTU perpecii ypaskeHb 6€3 3aCTOCyBaHHs
inBasuBHUX MeTofiB. JKoleH BUNa/IOK He NOTpeOyBaB
CKJIEpO3yBaHHs a00 XipypriyHOro BTpy4aHHs.

JlikyBanusa BM y 9 (52,9%) 3 17 narieHTOK Iepen-
6auaso inguBifyanisoBanuit migxis. Hartuacrime 3a-
CTOCOBYBA/IN CKIepo3yBaHHA (5 BUNAaAKiB), 10 3a6e3-
IeYn/I0 3SMEHIIEHHA PO3MIipiB i KIIHIYHUX IPOABIB
Mmanbdopmarii. Y 3 miteit 3acTrocyBanyu koMbiHOBaHe
TiKyBaHHS, AK€ IIOE€NHAJIO CK/IEPO3YI04i METOIVIKMY 3 Xi-
PYPriYHMM BTpy4JaHHAM. JIuie B 1 BUIIafKy IPOBeNN
i3oboBaHe Xipypriuse BUjaJeHHA [IaTOIOTiYHOIO BOT-
HUIIA.

Cepep namnjienTis i3 JIM (n=8 (47,1%)) criocrepiranmu
Hal6inplle pi3HOMAHITTA TepaleBTUYHMX MiAXOZiB.
Y 4 Bunazkax oOpany TaKTUKY AUHAMIYHOTO CLIOCTepe-
>KE€HHA 3 OITIANY Ha BifICyTHICTb IIBNJKOI IIPOTpPecii Ta
MiHiMabHi KIiHiYHiI npoaBu. Y 3 giTel sacTocyBann
KOMOiHOBaHe /IiKyBaHHA (II0ETHAHHA CKII€PO3yBaHHSA
3 Xipypri4YHuM BTPYYaHHAM), IO HAJI0 3MOTY OCATTI
Kpall[oro KOHTPOJII0 IaTO/IOTiYHOTO Npolecy. B 1 Bu-
MaZKy IIPOBEJIN JIUIIE CKJIEPO3yBaHHA.

Orxe, aHaJi3 OTPUMaHUX pe3y/NbTATiB IIOKA3ye
BiffMiHHOCTi y Bu60Opi iKyBa/mbHOI TAKTHKY 3a/1eXKHO
Biff TUIy CyIMHHOI aHOMaJtii. /19 reMaHTiOoM Xapak-
TepHMM € KOHCepBaTMBHUII MifXix, Toxi Ak ansa BM
i JIM mepeBary HaJJaloTb iHT€PBEHLiIHUM METOLM-
KaM, cepefl AKUX IPOBifHYy po/b Biflirpae cKIeposy-
BaHHA, a y CKJIAJJHIIINX BUIAKax — KOMOiHOBaHe
NiKyBaHHA. AKTUBHE CIOCTE€PEXEHHA NPOBeEN
B 4 (23,5%) niB4aTOK 3 aCUMeTpi€l0 BeMNKUX CTaTe-
BUX I'y0 y IO€HaHHI 3 TiM(pOCTa30M HIDKHIX KiHIi-
BOK, Y fIKMX, 3a fauumu MPT, niarnoctyBanu gpi6Ho-
kictosny JIM i BifcyTHilt 60mpOBMIT CMHAPOM. 3a
[aHUMU CY9aCHUX HOCTi/KeHb, He yci JIM notpeby-
I0Th JIIKyBaHH, HEBE/NKI, 10KanisoBani JIM, i3 MiHi-
MaJIbHMMM K/IiHiYHVMMY IPOABaMY MOXXHA IPOBECTHU
aKTMBHE CIIOCTepe>KeHHs [14].

OpnHOMOMeHTHe XipypriuHe BUAaeHHs 6yI0 MOX-
mBuM B 1 (5,9%) 3 17 BUNafKiB y MaIiieHTKY 3 T0Ka/Ib-
HIUM ypa’keHHAM Masoi cTaTeBoi Tyou 3 BiTMiHHUM

Puc. 3. MNayienmka P., Bikom 9 pokis. CLOVES-cuHgpom. [e-
dopmaLLin rpyaHoT KAITKW BHAC/iA0K HEPIBHOMIPHUX }KUPOBUX
PO3pOCTaHb, «CYANHHI HEBYCM», MAaKpPOAAKTUIINA NPaBoi CTyn-
Hi, NimdaTnyHO-BEHO3HI ManbPpopmaLii npaBoro cTerHa, api6-
HOKiCTO3Hi NimdpaTnyHi manbdopmalii Ta «lymphangima cir-
cumscriptum», WO NOWMPIOETLCA HA YPOTreHITaNbHY AiNAHKY

pesynpraToM. Omepariifo 1abionmIacTMKy IpOBeIN
B 1 (5,9%) 3 17 BUnagKiB miciA MOBTOPHMX CKIEPO3Y-
BaHb Yy NAL[i€EHTKM BikoM 15 poKiB.

[ToepHaHHA CKIepO3yBaHHs i cHCTeMHO] Teparii 6710-
karopamy mTOR penenrtopis (ciponimyc) 3actocyBanmu
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y 2317 (11,8%) manieHToK i3 MHOXMHHUMY BM i Koa-
rynomnatiero Ta B 3 3 17 (17,6%) nmarmieHToK i3 mommpe-
Hymu JIM. Ha i Tepamnii sMeHIIMIucs po3Mipyu Masb-
dbopmanii, 3HUK 60TBOBUI CUHPOM, IPUIMHNIIIACS
nimcopest.

CkiepoTeparist abo Xipypriuse BTpy4aHHs 3a/IyIia-
I0TbCSA «30/I0TMM» CTAaH/IAapTOM JIiKyBaHHA CYJMHHUX
aHoMatiit [13,19]. OpHak ckIepo3yBaHHSA Pifiko flae
3MOTI'Y IOCATHYTY Ofy>KaHHs, a pajyKalbHe Olepanin-
He BUAJIEHHSA € HEMOXK/IMBUMIU B Oi/IbIIIOCTI aIli€HTIB
Jepes OOLIMPHE YPA)KeHHs, BUCOKY YaCTOTY PeL/BiB
i 3HAYHMII BiICOTOK KOCMETUYHO HE3a/JOBLIIBHOIO pe-
3ynbrary [3,15].

InenTudikanisa cnpuYMHeHNX MyTallisIMM CUTHAJTIiB
Yy CYAMHHUX aHOMaJlifX BifKpuia epy 3aCTOCYyBaHHA
TapreTHOI Tepamnil. @apMaKoTepais cTana JOCTYIIHOIO
nnd nikyBaHHA CM Ha OCHOBi €KCIIepMMEHTaIbHOTO
BuB4eHHs MyrTarii PIK3CA [1]. Cuponimyc € cienu-
¢iunuM inribitopom peuentopis mTOR i koHTpoTIOE
mrax PIK3CA/AKT, wo BifmoBinae 3a k1iTMHHI Ipo-
11eCH, Y T.4. 32 MeTaborIi3M, picT i aHTiOreHes. Woro crio-
Y4aTKy po3poOmIn K iMyHOCYIIpeCUBHUI IIpenapar,
opgHak 3 2010 p. IIMPOKO 3aCTOCOBYIOTD I TiIKyBaHHA
cymmuaHyx myxmvH i CM [12]. EbexTusHicTb 3acTocy-
BaHHS CUPOTIMYCY IIPY CKIaZHNUX GOopMax CyAMHHUX
aHOMaVIil, 110 IIPOSIB/IAETHCS B 3MEHIIeHH] 600, Tpu-
NVHEHHI KpoBoTeyi Ta niMdopei, 3MeHIIeHH] po3MipiB
ypakeHHA i MiIBUIIeHH] AKOCTI XKUTTA MaLli€HTIB, 10-
BOJATH MY/IbTULIEHTPOBI paH/IOMi30BaHi JOCTiIKEHHA
[18,21].

Omnucano Taki mo6iuHi eeKTy CNCTeMHOTO 3aCTO-
CyBaHHA CUPONIMYCY, K BUPa3Ky Ha CIM30Bill pOTO-
BOI IOPOXXHMHY, MeTaboIiuHi/mabopaTopHi 3MiHu,
TOJIOBHMIA 61/1b, pO3/Iaj] MTYHKOBO-KUIIKOBOTO TPaK-
Ty, iHQeKIilTHI yCKTagHeHHS, TPUTHIYeHHs KiCTKOBO-
ro Mo3Ky [23]. Haif4acTime TpamiseTbcs CTOMAaTUT, 5O
66% ommcaHo B niTeparypi [23], y HaBefleHOMY HaMU
TOCTiKeHH] cToMaTnT BrsABIeHO Y 3 (60,0%) manien-
TiB, IHIIVX yCK/IafiHeHD He 6y10. [I/1 yHUKHEHHA MOX-
MVBUX TOKCMYHMX BIUIMBIB HeO0OXigHMII Taboparop-
HIIT KOHTPO/Ib PiBHA CMPONIMYCY B KPOBi, JOCATHEHHA
TepaleBTVYHOIL J03M Ta YHUKHEHHS Mi[JBUILIEHHA 11 IO
TOKCMYHOTO piBHA [12]. Hait6inpin Hebe3meuHnM iH-
¢dexuiiHNM ycKIagHeHHAM Tepamii iHribiTopamu
mTOR peuentopis € THeBMOLMCTHA THEBMOHisA [12],
1 11 mpo¢inakTUKM yci malieHTy HaBefJeHOTo HaMM
pocnimxenus orpumysanu Sulfamethoxazole/
trimethoprim.

na ckneposyBanHA BM 3acTocoByBanu eTOKCH-
ckneporn (n=2), 6meominuu (n=4) ta ixH0 KOM6iHaIiI0
(n=2). [Ina ckneposysaub JIM npusHayanmu 61eomMinmH
(n=2). KinbkicTb iHTepBeH1ilt cranoBmIa Bix 1 1o 8. Yci

BTPY4YaHHA IPOBOAMIN IIiJ] 3araIbHUM 3HeOOTI0BaH-
HAM Y TiTOTOMIYHOMY IOJIO>KeHH] Iift KoHTposeM Y31,

YckmaHeHHA BHACTITOK €HA0BAaCKY/IAPHOTO 3aCTOCY-
BaHHA NIpeNapariB OLIiHIOBA/IN BiIIOBiJHO JO IPAKTUY-
HMX KJIiHIYHMX Iaiijy1aiiHiB TOBapUCTBA iHTEPBEHLIITHMIX
pagiororis [22]. ITirmMeHTaris WIKipy mic/Ist 3aCTOCYyBaH-
Hs 67eoMinHy BUHKUKA B 1 (12,5%) BUIafIKY, TiIKyBaH-
Hs He IpoBofwm (Masl yCKIafHeHHS Ipynu A, sKi He
HoTpeOyTh TiKYBaHHA), KOMip WKipu BifHOBUBCA
CIIOHTAHHO 3a 7 MicALiB. PU3MK BUHMKHEHHS IIirMeHTa-
11ii mic/1s1 I0Ka/IbHOTO 3aCTOCYBaHH: 61eoMiLMHY Bifjo-
MMt OIMCaHMii y iTepaTypi [8], ToMy Lieit mo6iyHmMIt
BIUIVB ITperapary o6roBopym 3 maljieHTaMu Ta IXHiMu
6aTbKaMy JI0 OYaTKy TiKyBaHHA. Habpsk i3 601p0BuM
CUHIPOMOM, HEOOXiIHICTh 3aCTOCYBaHHA HECTEPOITHUX
NPOTU3AIa/IbHUX IIPENapariB IPOTAToM 24—-72 TOIUH
(mari yckmagHeHHs rpynu B, Koy BuHMKaa HeoOXif-
HIiCTb Me[JMKaMeHTO3HOTO JIiIKyBaHHs) CIOCTepiranm
y 2 (50,0%) Bumajxax Imic/is 3aCTOCyBaHHSA JAeTePreHTiB
Tay 2 (25,0%) — mic/isa BUKOpUCTaHHSA 6/1eOMilMHY.

3acToCyBaHHA [JeTEPTEeHTIB IMPOKO ONMUCYIOTD Y Ji-
TepaTypi fAK A4 NiKyBaHH:A BpomkeHux BM, Tak i ga
HabyToi MaTo/IOTil — BAPMKO3HO PO3LIMPEHNX BEH BEJIN-
KIX CTaTeBUX I'y0, 4acTillle ONMMUCYIOTh 3aCTOCYBAHHS
B IOPOCJIOMY Billi, TPaIlIAIOTbCs HEBEINKI IPYIIN Mefi-
aTpUYHMX NallieHTiB [6], 3a3BUYail mpenapaT BBOAATD
Y BUIJIAJ «IiHW», AKY OTPUMYIOTb IIVIIXOM 3MilllyBaH-
Hs CKJIEPO3aHTa Ta CTEPUIBHOrO IIOBITPA y CIiBBiHO-
menHi 1: 4 [6].

bneominyn Ha cbOrofiHi € HAINMOIIMPEHIIINM y CBiTi
IpemapaToM Iy ckineposyBanaa CM [5,11]. Mexanism
nii 6meominuuy npu CM gocTeMeHHO He BioMMIt, Ofi-
HaK IOLIKO/KEHHA eHJ0TeriIo 1 pi6po3 MOXKXYyTh MaTu
npoBifHe 3HadYeHHA [9]. [TommpeHicTs Jioro 3acrocy-
BaHHS I'PYHTYETBHCS Ha BUCOKiil eeKTUBHOCTI i
ManbdopMaliii i3 MOBiTBHUM KPOBOTOKOM (IOHAZ
96%) i HM3bKOIO YaCTKOIO MTOOIYHMX edeKTiB — Tak 3Ba-
HUX «MaJINX» YCKIagHeHb (16,2%) i «emmknx» (1,1%)
[9], w0 KOperIoe 3 pe3y/IbTaTaMy HaBeIeHOTO HaMM 10-
CTiIKeHHS — IrMeHTaIlis, 110 HOTpe6yBana TiKyBaHHA,
BUHMK/IA Y 12,5% malieHTiB.

CroropHi fo6pe Bifomo, 1m0 BM Benukoro posmipy
3a3BMYa ACOLIOIOTHCA 3 IIOPYIIEHHAM 3TOPTaHHA KPO-
Bi [7]. BigHOCHO NOBi/IbHA IIBU/IKICTb PyXy KpOBi Bce-
penyHi ypaXKeHHs IIPU3BOJUTD 10 TPOMOO3Y yepes 3a-
nyck ¢ibpuHONMiTMYHOrO Kackany. CTymiHb aKTUBaLii
Ta CIOXKMBaHHA (AKTOPIB 3TOPTAaHHS KPOBi XapakTe-
PU3Y€ETbCA MifIBUIIEHHAM CUCTEMHUX piBHiB D-nmMepy
i sHIDKeHHAM piBHA ibpuHOTreHy [4]. 3asBuyait pusuk
KOary/lIALiHUX MOPYIIEHb KOPeNoe 3 po3mipamMy BM
i HagBHicTIO Qr1e6oMiTIB, y HAaBeIEHOMY HaMU JOCITi-
IPKEHHI KOaryyomnariio BusABWIN B 3 alieHTiB i3 BM,
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110 Ypa)KyBaJIM JIeKiZIbKa aHATOMIiYHUX [i/AHOK i He
CIIOCTEPIraauch IpM i30MbOBaHUX YporeHiTambHNX BM.
3a MbKHapogHUMY ravigaiinamu [4,7], mis npodinak-
TUKM TPOMO0eMOO/TIYHNX YCK/IafHEeHb Ta Hic/Aonepa-
1iitHOI ahibprHOTreHeMiYHOI KpOBOTEYi epuonepanii-
HO MallieHTaM Ipu3Hadyaay HU3bKOMOJIEKYIAPHUIA
renapyH y 1o3i 100 MO/xr/mo6y.

Pesynbrar niKyBaHHA OLiHMAM AK BigMiHHMI
y 7 (41,2%) miTeit 3 iHpaHTI/IBHMMY TeMaHTiOMaMI, 10-
opuit — y 2 (11,7%), ocKinbKM HasABHi 3a/IMIIKOBi pyo-
neBi fedopmanii. Y marientok i3 CM BigminHOTO pe-
3Y/IbTATy JOCATHY/IM IIC/IA pafiuKaIbHOIO XipypriuHoro
BUaeHHA (n=1), Ck/iepo3yBaHH: Py TOKaTbHIX BM
(n=2) i koM6iHOBaHOTO TiKyBaHHA — CK/IepPO3yBaHHA
i xipypriunoi kopexkuii (n=1), zo6pnit pe3ynbrar OTpu-
Mamn y 9 (52,9%) nmauieHTiB i3 mouMpeHuMu Ta MHO-
KVHHVMMU MasibOpMaLifaMy, y AKX IPOBE/IY eTaIlHe
CK/lepo3yBaHHs (n=3), CKJIepO3yBaHH: Ta Xipypriune
BUjjasieHH: (n=1), a TAKOXX CK/IepO3yBaHHA B [IO€THAH-
Hi i3 cuctemHom0 Teparieto 6mokaropamu mTOR penen-
TOpiB. J]/1 MOpiBHAHHA eeKTUBHOCTI IIKYBaHHA MK
ABoMa rpynamu (iHpaHTWIbHI FeMaHTiOMY Ta HOLINpe-
Hi ManpdopMalii) 3acTocyBanu KpuTepiit Xi-KBagpar.
PesynbraTy aHanisy nokasaam CTaTUCTUYIHO 3HAYYII i
BigMiHHOCTI MK rpymamu (x*=8.56, p=0.0034), o 3a-
CBiT4M/I0 pisHMII piBEHb YCIIIIHOCTI TIKYBaHHSA 3a/1€XK-
HO BiJi TUILY CYMHHOI aHOMaJIiL.

BucnoBku

IsonpoBani CM yporeHiTa/nbHOI BiITHKY CTAHOB/IATD
29,4%, TOMY BBa)KaeMO 3a HeoOXi/[He BUKOHYBATH
MPT-Bi3yanizamnio [i/ITHKM Manoro Tasa i HYDKHIX KiH-
LiBOK. 32 HEMOXIMBOCTI PafyIKa/IbHOTO XipyprivHOro
BUJa/IeHHA €H/J0BacKy/IspHe BBeleHHA IIpenapaTiB AK
CaMOCTIVIHMII METOfI, TaK i B IOEJHAHHI 3 KOHCEPBATUB-
HOIO Tepariero inribitopamn mTOR penenrtopis € epek-
TUBHUM c11oco6oM j1ikyBaHHs CM i3 NOBiNbHUM KpoO-
BOTOKOM. Pe3ynbTaToM Teparlii € SMeHIIeHHA pO3MipiB
ManbdopmMalii, 3SMeHIIeHHs 60TbOBOTO CUHIPOMY,
npunrHeHHs niMdopei i mifBUILIEHHS IKOCTI XUTTS
MaIli€HTIB.

Cr1ip 3a3HaYNTY feAKi 0OMeXeHHA HaBeNeHOro HaMu
TOCTi/I)KeHH:. 3aCTOCOBAaHO PeTPOCIEKTUBHUI IV3aliH
TOCTiIXKEeHH I, 3a IKOTO0 iH(OpMallis CTOCOBHO Halli€H-
TiB € He1[0 0OMe>KeHO0 MOPIBHIHO 3 IPOCIEKTUBHUM
ROCiPKeHHAM. [HIINM 0OMe>XeHHAM € HeBeJIMKa Ipyma
MALi€HTIB, O BTACTUBO YCiM MOHOLIEHTPOBUM HEpaH-
TOMi30BaHMM JOCTi[[)KEHHAM, a TAKOXX reTepOTreHHa
TpyIa Malji€eHTiB, fKka POKYCYETbCs /NIle Ha CTATi 1a-
Li€HTIB, y T.4. pi3Hi BUaM CyinHHNX myX/1uH i CM.

Aemopu 3as61710mv npo 6i0CymMHicmv KOHPiKmy
iHmepecis.
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