OpuczinanvHi 00cnioneHHS. Yporioeiss ma eiHeKkos02is

YK 616.42:616.6]-007-053.2-089-055.15

I.M. Bensap"?, P.B. Mamenos">

Oco0nuBOCTi BeieHHA XTOMYMKiB i3 BpOT)KEHUMU
niMmpaTnyHNMMU ManbQOPMaLisAMU YPOTeHiTaTbHOI
ITHKN

'Hayionanvruii meouunuti ynisepcumem imeni O.0. bozomonvus, m. Kuis, Yxpaina
’Hauionanvra oumsaua cneyianizosana nikapus «OXMATT», m. Kuie, Yxkpaina

Paediatric Surgery (Ukraine). 2024. 4(85): 59-64. doi: 10.15574/PS.2024.4(85).5964

For citation: Benzar IM, Mamedov RV. (2024). Features of the managing boys with congenital lymphatic malformations of the urogenital region. Paediatric Surgery
(Ukraine). 4(85): 59-64. doi: 10.15574/PS.2024.4(85).5964.

Jlim¢armani manppopmanii (JIM) yporeHitanbHol BigHKM — piaKicHi, ale CKIafiHi MaToorii, o CIPUYNHAIOTH
KOCMeTWYHi ieeKTH, TirieHiyHi TpyHOILL, pelAVBHI 3anajieHHs Ta TiMOopero, BUK/INKAI4M 3HAYHI CTPaKAaH-
HJ B ITAIli€HTIB.

Mera - oniHUTY KTiHIYHMII Tepe6ir, yCKIaHeHHA Ta pe3ynbTaTy TiKyBaHH:A JIM yporeHiTanbHOI TiAHKI
B XJTOIYMKIB JIJIST ONITMMIi3aIlii BeeHHA I1i€l MaTOJIOTi1.

Marepianu Ta MeTopu. [IpoBefieHO peTpOCIEeKTMBHMII aHaIi3 icTopiit XBopo6 xmomunkis 3 JIM yporeHiTanbHOI
RUISTHKY, 51K OTpUMYyBanu cTaljioHapHe mikyBaHHs y 2014-2023 pp. OnineHo Bik MaHidecTanii, KIiHiKy, T0KaTi-
3aI1ito, TMI MasbGopMallii, MeTOAY IIKyBaHHS, XipypriuHi BTpy4YaHH Ta IXHi pe3y/IbTaTI.

Pesynpratu. Cepen 259 nanienTis JIM yporeHiTanbHol BinsAHkM BuABIeHO y 17 (6,6%) Bunaakax. CuMnroMn
Oymu Bpomxenumn y 3 (17,6%), Bunnkin y Bini 1-10 pokiB y 7 (41,2%), y nifitkoBomy Bini — y 7 (41,2%) xmom-
uyykiB. Ctpykrypa JIM: nimdpenemy Bifznaueno B 10 (58,8%) ocib, moennany 3 miMmpocrasom Hir - y 7 (41,2%),
KicTo3Hi JIM -y 4 (23,5%), 3 Hux 2 (11,8%) nommnpeni Ha iHIIi aHATOMIYHI [JI/ISTHKY, aHOMAJTiI0 LIeHTPaTbHIX
niMmpaTnyHNX KaHais - y 2 (11,8%) manientis. KoncepBarnupHe niKyBaHHA niM¢ocTasdy nposeseHo 8 (47,1%)
narnientam. Ckiepo3yBaHH:A KicTo3Hux JIM npomexxnunu fano Bigminauit (n=2) i go6pmit (n=2) pesynbraTi.
XipypriuHi pesexuii BukoHaHo 9 (52,9%) manieHTaM (cTaTeBuil WieH — 2, KaIuTKa — 3, KOMOIHOBaHO — 4), Bik
oneposanux — 11-17 (15+1,55) poxkis. Tepamio inribiropom mTOR 3actocoBano y 2 (11,8%) nauieHTiB i3 Tum-
9acOBUM eeKTOM.

BucHoBku. BrsiBiieHo Taki ocHOBHI mposiBu: HaOpsik — 11 (64,7%), aHatomiuHa gedopmariis — 9 (52,9%), 6inb -
2 (11,8%), nimcopes — 2 (11,8%), rimonporeinemis — 2 (11,8%). KictosHi JIM nmponikoBaHO CK/IepO3yBaHHSM,
niMmdeneMy — pe3eKIiiHUMY OLepaLisiMM, JOIIOBHEHNMM CKlepoTeparieio Ta mT'OR-inribitopamm.

JociimKeHHA BUKOHAHO BilIOBigHO f0 IpyHLMIIB enbcinchKoi fexnapanii. [IpoTokon focmifiKeH s yXBare-
HO JIOKa/IbHIM eTUYHVM KOMiTeTOM 3a3Ha4eHNnX y po6oti yctaHos. Ha ydgacTs y mocmipkeHHi oTpumaHo iHpop-
MOBaHY 3TOJY Ial[i€HTiB.

ABTOpPM 3aAB/IAIOT PO BiICYyTHICTb KOHQIIIKTY iHTEpeciB.

Kntouoei cnosa: nimdarnana ManbpopMaltis, XIOMYMKY, CK/IEPO3yBaHHS, XipypriuHe TiKyBaHH:, yPOTeHiTa/Ib-
Ha JTi/IsTHKa.
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Lymphatic malformations (LM) of the urogenital region are rare but complex conditions causing cosmetic defects, hygiene difficulties, recur-
rent infections, and lymphorrhea, leading to significant patient distress.
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Aim — to assess the clinical course, complications, and treatment outcomes of LM in the urogenital region in boys to optimize patient ma-
nagement.

Materials and methods. A retrospective analysis was conducted on the medical records of boys with LM of the urogenital region treated in
inpatient settings between 2014 and 2023. The analysis covered the age of onset, clinical manifestations, anatomical localization, type of
malformation, treatment methods, surgical interventions, and their outcomes.

Results. Among 259 patients, LM of the urogenital region was diagnosed in 17 (6.6%). Symptoms were congenital in 3 (17.6%) patients, ap-
peared between 1-10 years in 7 (41.2%), and during adolescence in 7 (41.2%). LM types: lymphedema in 10 (58.8%) patients, with 7 (41.2%)
also having lower limb lymphedema; cystic LM in 4 (23.5%) patients, including 2 (11.8%) cases with involvement of multiple anatomical re-
gions; and central lymphatic channel anomalies in 2 (11.8%) cases. Conservative management of lower limb lymphedema was performed
in 8 (47.1%) patients. Sclerotherapy for cystic LM of the perineal region had excellent (n=2) and good (n=2) outcomes. Surgical resection was
performed in 9 (52.9%) patients (penile surgery in 2, scrotal surgery in 3, combined surgery in 4), with an age range of 11-17 (15+1.55) years.
mTOR inhibitor therapy was given to 2 patients, yielding temporary improvement.

Conclusions. Main clinical manifestations included swelling 11 (64.7%), anatomical deformity 9 (52.9%), pain 2 (11.8%), lymphorrhea
2 (11.8%), and protein-losing enteropathy with hypoproteinemia 2 (11.8%). Cystic LM was treated with sclerotherapy, while penile and
scrotal lymphedema required surgical resection, often combined with sclerotherapy or mTOR inhibitors.

The research was carried out in accordance with the principles of the Declaration of Helsinki. The research protocol was approved by the local
ethics committee of the institutions mentioned in the work. Parents’ informed consent was obtained for children’s participation in the study.

The authors declare no conflict of interest.

Keywords: lymphatic malformation, boys, sclerotherapy, surgical treatment, urogenital region.

Beryn

OcHOBHOIO (yHKIIi€I0 TiMpaTHYHOI CUCTEMU B CCaB-
1[iB € pery/ToBaHHA 6alaHCy TKAHVMHHOI piVIHM 1IIA-
XOM LIOfleHHOI pe3op6uii Bix 1 mo 2 miTpiB Boau i pos-
YMHEHUX PEYOBNUH, AKi eKCTpaBa3yBau 3 KPOBOHOCHMX
KaIli/APiB Y TKAHMHHMIT IHTEPCTULIl, a TAKOXX TPaH-
criopTyBaHHsA 1iMdu 1o BeHo3HOTO pycna [16]. Jlimda-
TUYHI CyuHY 6epyTh Y4aCTh TAKOXX B IMyHHOMY Ha-
A7, 3a0e31e4yr4y TPaHCIOPTYBAHHSA AaHTUTEHIB Ta
eKCTpaBa3OBaHMX JIEMKOLUTIB 10 TiM(GATUYHNX BY3IiB,
a B ITOJIA/IBIIIOMY — 10 CCTEMHOTO KpOBOOOiry, a mim-
¢daTnyHi (MOIOYHI) CyAMHM B KMIIKOBMX BOPCUHKAX
HOI/IMHAKOTH Xap4oBi iniay 3 kumeunnka. Jlimparny-
Hi Manbdopmanii (JIM) knacudikyoTbcs AK CyANHHI
ManbgopMmariii 3 HU3bKIM KPOBOTOKOM, Bi/JIIOBiTHO /10
oHoBJIeHol Kacudikanii MikHapogHOTro TOBapucTBa 3
BUBYEHHs cyquHHUX aHoMatii (ISSVA) 2018 poxy [14];
BOHU NIPU3BOJATD [0 NOPYLIEHHA TOMEOCTa3y PifyHI,
iMyHHUX po3nafiiB, HAKONMMYEHH TiMPU Ta Manbad-
cop6uii [24]. Kniniuni nposBu Ta 0c06MMBOCTI TiKY-
BajIbHOI TaKTUKM JIM BU3HauaI0ThCA iXHBOIO aHATOMIY-
HOIO jI0Kanisarieo [14]. BoHu MOXyTb ypakyBaTu
Oynb-sIKY BUISHKY Ti/a, YacTillle — 30HM BETUKUX TiM-
baTYHMX KOEKTOPIB, TAKVX AK I'PYJHA IIPOTOKA, /TiM-
darnyuna nucrepHa [1], 4uM MOXXKHA MOSCHUTY Haif4ac-
Tillle po3TalmlyBaHHA B AiNAHII rOMOBM i WMl Ta
3a04€PEBMHHOr0 IpocTOpy. JIM yporeHiTanbHOI JiIAH-
KM € PifIKiCHMM 3aXBOPIOBAHHAM, Y JIiTEpaTypi ONMCAHO
HeBeNMMKY KinbKicTh Bunajkis [12]. Y panHboMy Biri
K/IIHIYHVMY NIPOSABAMM IIEPEBAXKHO € JIMIIE IOKAIbHUI
HaOPSIK, OJHAK i3 YaCOM IIPUENHYIOTHCS IHAYPAaTUBHI
3MiHM LIKipy, WKipHI BEe3UKY/IM 3 BUTIKAHHAM M,
3MiHa mirMeHTanii, anaromiuna fedopmauis. [Topy-

LIEHHSA 30BHIITHBOTO BUITIAY CTAaT€BMUX OPraHiB i Ipo-
MEXVHM, 3MiHU WIKipy, TPYAHOLII B riri€Hi, peuauBHi
3aIajieHHs, a 0co61mBo niMpopes, y HiITiTKOBOMY Billi
CTaOTh NPUYMHOIO TSHKKUX CTPKAAHD MallieHTa, fie-
IIPeCUBHMX CTaHiB [23].

Jlim¢arnyani ManbpopMarii 30BHIIIHIX cTaTeBUX Op-
TaHiB NOJLAIOTH Ha IIEPBVHHI, IJ0 3yMOBJIEH] TOPYIIEH-
HsM eMOpioreHesy TiM(aTUIHUX CY[VH, 2 TAKOXK BTOPVH-
Hi, I[J0 BUHMKAIOTh Ha T/Ii TapasUTapHIUX, iH(beKuiﬁHMX Ta
OHKOJIOTIYHMX 3aXBOpPIOBaHb [18,26]. Ilepeoir i mikyBanb-
Ha TaKTHKa PiSHATBCA MK cOO0I0, TOMY peTeIbHIIT aHa-
73 icTOpil 3aXBOPIOBAHHA € [Jy>K€ BaXK/IVBVIM.

Hna nikyBanna JIM 3aIIpOIIOHOBAaHO YMMAJIO CIIOCO-
6iB — Bijj IPOCTOrO CHIOCTEpeXKEHHs 10 PaHHbOI arpe-
cuBHOI Xipypriunoi TakTuku [9]. He icHye ogHOCTalHO]
ILYMKU LIOZO cIIoco0y /TiKyBaHHA, a TAKOXX CTOCOBHO
TepMiHy OIllepaTMBHOTO BTPY4YaHHs — PAaHHbOTO 260 B
nocTirybepratHuit nepiox [6,20].

Icnye pekinbKa Teopint noxomxenH: JIM, omHak IxHii
IaTore”es o KiHuA He BuBYeHMI. Harinmommupenima
IyMKa, 110 B Iiepiofii eMbpiorenesy mimMmdaTnyHa cucremMa
He CITO/Ty9a€EThCSI 3 BEHO3HOIO, OIHAK O1/IbIIICTD aBTOPIB
CXIIAIOTBCA [0 TOTO, 10 B OCHOBI po3BUTKY JIM ne>XaTh
comaTnyHi cnopazanyHi Myraii [8]. CyauuHMIT eHgoTe-
nianpHUM akTop pocTty Ta naHmor mTOR/
PIK3 noB’s3aHi 3 aHrioreHe3oM i mimdanriorenesom [15],
PO3YMiHHA IATOreHEeTYHNX JIAHOK MajTbopMalliii sie-
JKUTD B OCHOBI 3acTocyBaHHs iHri6iTopiB mTOR pemnen-
TOPIB [JIs1 KOHCEPBATUBHOIO NiKyBaHHA CKIagHNX JIM.

Merta gocIimKeHHA — BUBYUTI OCOOMMBOCTI K/IiHi4-
HOTO Iepe0iry, pusmk yCKIajHeHb, pe3yIbTaTy TiKy-
BaHHA B JiTell 4070Bi4oi cTari 3 JIM yporeHiTtanbHOi
TUTSHKMA.
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Marepianu Ta MeTOAY JOCTiI)KEHHA

IIpoBeneHo peTpoCIeKTUBHMIL aHAMi3 259 icTopiit
xBOopo6 marnienTis i3 JIM, ki nepebyBanu Ha cTario-
HapHOMY /iKyBaHHi B niepiop 2014-2023 pp., cepen
AKnx y 17 (6,6%) X/I0I4YMKIB AiarHOCTOBAHO Ypa>KeHH:
30BHIIIIHIX CTaTeBUX OpraHiB. [I/Is KOXKHOTO Malli€eHTa
3a pesynbTaTaMy PETPOCIEKTUBHOTO NOCIiKEHHA
NpOaHaji30BaHO TaKi KpUTepii: BiK ITI09aTKy 3aXBOPIO-
BaHH, K/IiHIYHI IPOABY 3aXBOPIOBAHH:, aHATOMIYHa
DiNAHKa ypakeHHs (cTaTeBUI YWiIeH, KaJIUTKa, Ipome-
JKMHA), YPpa)XeHHS iHIIMX aHATOMIYHUX JilIAHOK,
cTpyKTypa Manbdopmanii (kicrosHa JIM, nimdenema),
crioci6 nikyBaHHs, BiK Xipypri4yHoro BTpy4aHHs, pe-
3Y/IbTAT iKyBaHHsA, yCK/IaJHEHHS.

ITig yac 0OpaHH: MAlli€HTIB 32 OCHOBY B35TO OHOB-
neHy Knacugikalio CyIMHHNX aHOMAJIil, IPUITHATY
y kBiTHi 2018 poky Ha [enepanbHiit acam6ei BeecBit-
HbOI OpraHisanii 3 BUBYEHHS CYyJUHHUX aHOMAJIii
(ISSVA). Ha momeHT rocmitanisanii 1o KmiHiku ycim
NalieHTaM BUKOHAHO yIbTPAa3BYKOBE NOCiI>KEHHS JTi-
HiTHUM faTyukoM 12-3 MHz y pexxumax cipoi mkanmm,
KOJIbOPOBOTO JIONJIEPiBCHKOTO CKAHYBaHHS, YaCTKOBO —
y pexumi gortepa. MarHiTHO-pe3oHaHCHY ToMorpadito
y pexxumi T11i T2, T2-STIR BM3HAHO «30/I0TUM CTaH-
ITapTOM» NOCIIKeHHA CYyIVHHNX ManbdopManiii i3
IOBI/TbHUM KpOBOTOKOM [14]. locnipkeHHs IpoBeeHo
0e3 BUKOPUCTaHHA KOHTPACTY, BUSHAHO, 110 3aCTOCY-
BaHHA MPT-anriorpadii HegorinbHe, OcKinbKy ii 4yT-
JIMBICTD 10 MOTOKY PifyIHU He Ia€ NOJATKOBOI KOPMUCHOI
inpopmarii. 3a pesynpraramu MPT BusHaueHo posmi-
pu, CTPYKTYpY, nommpenictb JIM. Ilicna xipypriuaoro
BUJIAJIEHH: IPOBEEHO IiCTOIOTIYHE JOC/IIKEHHA IIpe-
napariB Ta iMmyHoricToxiMiuHi peakuii CD31, CD34,
D2-40 (Podoplanin).

Cratuctnany o6po6Ky pesy/IbTaTiB IPOBEfEHO 3 BI-
KopucTaHHAM nporpamu «R-statistics version 4.2.2»
(2022/10/31). Jani HaBexeHO sIK cepenHi 3 95% HoBipYO-
ro intepsany (CI) abo cTaHJapTHUM BiIXVICHHSM.
Y pasi HOpManbHOrO PO3NOLiTY EpeMiHHIX BUSHAYEHO
cepente apudmeTane 3HaueHH (M) i iforo cTaTucTud-
Hy noxnOKy (m). Pe3ypraTyt HaBeieHO y BUraai M+m.

HocnigKeHHs BUKOHAHO BifiIOBiTHO 10 IPVHIUIIIB
Tenbcincpkoi fexnmapanii [27]. [IpoTokon focmifkeHHs
noromKeHo JIOKaTbHUM eTUIHMM KOMITETOM [I/Is BCiX,
xTo 6paB yuacTb. Ha mpoBeieHH BOCTiIKeHb OfjeprKa-
HO iHpopMOBaHy 3rofy 6aTbKiB, fjiTeil.

PesynbraTy mocnifkeHHs Ta iX 00roBOpeHHs

Cepep, 17 manieHrib i3 JIM, AKi Manu ypakeHHA 30-
BHIIITHIX CTaTeBVX OpraHiB i mepe6yBanm Ha cTaljioHap-
HOMY JiKyBaHHI B niepiog, 2014-2023 pp., KniHiyHi Ipo-
ABY 3 HAPOJ>)KEHHSA BUABJIEHO Y 3 (17,6%) x/mom4uKis,

A b

Puc. 1. KniHiuHi npoasu nimpatnuHoi manbdopmal,ii: 3HauHa
Aedopmalis ctateBoro uneHa 8 nayieHma L. sikom 11 pokis
(A); WwKipHi nimbaTUUHI BY31MKMK, LWLO € NPpUUYMHOIO NiMmdopel
B nayieHma [1. Bikom 17 pokis (B)

y Binji 1-10 pokiB -y 7 (41,2%), y mifmiTKoBOMY BiIli —
y 7 (41,2%). Y manieHTiB i3 niM¢pocTasoM HIDKHIX KiH-
L[iBOK, IIPOSIBU SIKOTO CIIOCTepiranncs Bifl HApOI>KeHHH,
IPOTpecyrunit HaOPAK KaJIMTKY i CTaTeBOTO YIeHa BI-
ABneHo y Bini 10-14 pokis. Jlimpopero BigsHaueHO
y 2 (11,8%) manienTis. [xepenom nimdopei cnyrysamm
mKipHi 1iMpaTHYHI By3/INKY Ha CTaTeBOMY WIeHi Ta
KayuTui (puc. 1), nimdopes npossunacs y Bini 12 i
14 pokiB i crmocrepiranaca B Hali€HTIB 3 130/IbOBAHUM
Ypa’KeHHAM CTaTeBUX OpTraHiB.

KicTo3ni JIM y fingHLi KanUTKM AialrHOCTOBAHO
B 4 (23,5%) mamnieHTiB, y 2 3 AKUX Iie 6y1u i30/1b0BaHi
ypakeHH, a 'y 2 Bunajikax JIM nommprosanacs Ha Cifi-
HUYHY, IIOIEPEKOBO-KPUIKOBY Hi/ISAHKY i 3a04€pEeBUH-
Huit npocrip. Kniniuuumu npossamu kictosuux JIM
Oy/y TOKa/IbHMIT HAOPSAK i 61/1b.

Ockinbky B 6i/IbIIOCTI MALli€HTIB KTiHIYHI IPOsSBU
niMbaTUIHOTO HAOPSKY 30BHIIIHIX CTaTeBUX OpTraHiB
HpOSIB/LANNCA B HifytiTkoBoMy Bini (41,2%), 0co6mBO
peTe/bHO IpoBefieHo 30ip aHaMHesy. OnuUTyo4M mai-
€HTa, YTOYHEHO IIOIIepEe/IHi TpaBMU, onepaii, IpoMe-
HeBY Tepallio, 0COO/MNBO B perioHax, 1[0 He € eH/ieMid-
HuMu ans ¢inapiosy [6]. Y tpomiunux xpainax
BTOpMHHA NiMdenemMa 30BHIIIHIX cTaTeBUX OPraHiB
€ TIOLIVPEHOIO IPO6TIEMOI0, 32 eAKUMIY JAHUMI, Ypa-
»KeHHsI 10 20% ZOPOC/IOro Y0/I0BIY0ro Hace/eHHs, Oib-
micTh MyO6IiKaliil IpUCBAYEHO caMe BTOPUHHIN TiMbe-
IeMi, 3 OMCAaHHAM COTE€Hb KIIHIYHMX BUIAAKiB [7].
[TepBunHi miMmdarnyni manbdopmanii — pigkicHe 3a-
XBOPIOBaHHS, Y JIiTepaTypi ONMMCAHO JIMIIE OKPeMi KITi-
HiYHI BUIaKM, HaitbinbIIy cepilo Bumazakis (25) onu-
CaHO aMepMKaHCbKIMM aBTOpamu [22].

CuctemHi IpoABY, TaKi AK MIONpPOTeiHeMid, aHeMif,
BusABjeHO y 2 (11,8%) marnienTis. [TpuunHolo rinomnpo-
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Ta6muusa
Mertopu miKyBaHHsI MaLieHTiB i3 miMparnaHnMy Manbhop-
MaliAMM 30BHILIIHIX CTaTeBUX OPraHiB

Cnoci6 nikyBaHHA A6c. |%
KomnpeciiiHa Tepanisi HUMKHIX KiHLiBOK 8 47,1
CkneposyBaHHA 4 23,5
XipyprivyHe nikyBaHHA 9 52,9
Pe3eKujinHi onepalii Ha cTaTeBOMy YneHi |2 11,8
PesekuiiHi onepauii Ha KanuTLi 3 17,6
PesekuiiHi onepalii Ha cTaTeBOMY YnieHi |4 23,5
Ta KanuTLi

KoHcepBaTMBHeE NikyBaHHA (iHribiTopu 2 11,8
mTOR peuenTopis)

teiHeMil 6y/1a eHTepomaTis, aconifioBaHa 3 BTpaToo
6inka [3]. [Ina BCTAaHOB/IEHHS iarHO3y eHTepomnaTii
IIPOBEJIEHO eHIOCKOIIYHe JOCTiIKeHHsI Ta 6ioIIciio, BU-
SABJIEHO TinepIiasiro aiMpoIfHNX BOPCUHOK TOHKO]
KMIIKY. B aHaMHesi y VX MMali€HTiB BijdHa4eHO XiNo-
IIepUKapH, XiTOIEpUTOHEYM, XiIIOTOpaKC. BpaxoByooun
KOMIIIEKC CUMIITOMIB [4,11], BCTaHOB/IEHO JiarHO3 aHO-
MaUtil eHTpanbHUX MiMAaTUYHIX KaHATTiB.
Jlim¢arnuni manbpopmarii HaBefeHO B pisHMX pop-
Max, HOYMHA0YM BiJj BOTHMILEBUX I'yO4acTUX YTBOPEHb
no nudysHoi iHpinbTparii, Mo oXommoBana geKinbka
aHATOMIYHUX AiNAHOK. 3rigHo 3 Kmacudikarieo ISSVA
2018, JIM nopineno Ha Tpu Kareropii [14]. [Tepura Bu-
HMKA€ BHACTIIOK MOPYLIEHHS PO3BUTKY TiM(pATUIHUX
CYZMH i BY3JIiB, Y pe3y/bTari KOl IOPYIIYETbCA IPEHY-
BaHHA 1iMu i BuHNKae miMdenema. [Ipyra mpeacrasite-
Ha KiCTO3HMMY TIM(pATUIHVIMIU YTBOPEHHAMI, K HOfi-
JIAI0Th Ha MAaKpO-, MiKpOKicTO3Hi Ta 3MimmaHi. Lleit mogin
He Ma€ CyBOPUX KpUTepiiB, OfHaK Ma€ iCTOTHe Tepales-
TUYHe IPOTHOCTMYHe 3HaueHHs [10]. TpeTs kareropis -
Ile AaHOMaJIis IeHTpanbHUX NiM(aTUYHUX KaHAIIB,
B OCHOBI 5IKOI JIOKMUTb MOPYIIEHHs LUPKYAALil miMbu
[11]. Y HaBeneHiit HaMu TpyTIi MAI[iEHTIB IPeICTABIEHO
BCi KaTeropii, 30kpema, nimMdeaemMy AiarHOCTOBaHO
B 10 (58,8%) marienTis, 3 akux y 3 (30,0%) — i3onboBaHe
yPaKeHHS CTaTeBUX OpraHis, y 7 (70,0%) — nimpenemy
CTaTeBUX OPTaHiB i HIDKHIX KiHIIiBOK, KicTo3Hi JIM ypo-
TeHiTa/IbHOI II/ITHKM fIiarHOCTOBaHO Y 4 (23,5%) marjieH-
TiB, Y 2 BUIIa[iKaX — Li€ i30/IbOBaHi, e y 2 — i3 MOLMpPeH-
HSM Ha JeKiZlbKa aHaTOMIYHUX JiSHOK, aHOMaJIiio
LeHTPaTbHMUX NiMPATUYHNX KaHa/IiB iaTHOCTOBAHO
y 2 (11,8%) xniniunux Bunagkax. OTxe, Halt6iIbIIMIt
BiJICOTOK cTaHOBU/IA MiMbenemMa 30BHILIHIX CTaTeBUX
opraHiB (58,8%), sika y 7 (41,2%) Bunajikax noejHyBana-
¢4 3 1iM(0CTa30M HIDKHIX KiHI[IBOK. 3a JaHUMU MY/IbTH-
LIEHTPOBOTO JOCTiIKEHHS, y TAI€HTIB i3 niMdenemoro
HIDKHIX KiHIIiBOK (Tpyma — 122 IUTHHN) ypa>KeHH CTa-
TeBUX OpraHiB miarHoctoBano B 14 (11,5%) Bumankis [2].

KoncepBartnHe nikyBaHHA m1iM(OCTa3y HIDKHIX KiH-
1IiBOK IpoBefieHo yciM (n=8) maljieHTaMm, IpOoTATroM
IepIIMX TPHOX POKIB XUTTH BUKOHAHO MaHya AbHUMI
niMpoapeHXHNUI MacaX, Y IIOJA/IbIIOMY JI0TO [JOIIO-
BHEHO KOMIIPECIIHMM TPUKOTaXKeM TPEThOTO K/Iacy
KOMIIpecii IpOTAroM [Hs, HiYHMMY GaHIKyBaHHAMI,
armapaTHUM TiMPOIpeHKHNM MacakeM (TaoOJL.).

s niKyBaHHA KicTo3HMX JIM OiIAHKY IPOMEXVNHN
BUKOPUCTAHO CKJIepO3yBaHHA 3 BigMiHHMM (n=2)
i ;o6puM (n=2) pesynprataMu.

KoHcepBaTuBHe NiKyBaHHA 3 BUKOPUCTAHHAM iHTi-
6iTopa mTOR peuenropis ciponimyc nmposefeHO
2 (11,8%) manieHTaM i3 mOMMpPeHNM ypaXKeHHAM ypo-
TeHiTa/IbHOI IUITHKY, PelMANBHOIO TiM(Ope€ro y Benn-
KIX 00’ €Max, OTPYIMaHO O3UTUBHMUI Pe3y/IbTaT (3MeH-
meHHs HabpsAKy, npunuHeHHs nimdopei). Kypc
TiKyBaHHSA CTaHOBMB 6 MicAniB. OgHaK mIic/a Npumm-
HEHHA TiKyBaHHA BUAB/IEHO IPOrPeCyBaHHA 3aXBOPIO-
BaHHA, TOMY B IIMX IAI[i€HTIB Y IIOJA/IbIIOMY IIPOBEfe-
HO Xipypriy"e BTpy4YaHHS Ta IIOBTOpPHi ceaHcu
CKJIepOTepallii.

Ina nikyBaHHA niMeeMy CTaTeBOTO YWiIeHa Ta Ka-
JIUTKY NIPOBEEHO XipypridyHe BTPY4YaHHHA, pe3eKLiliHi
omnepalil Ha cTaTeBOMy WieHi BukoHaHo 2 (11,8%) ma-
mieHTam, Ha Kanutii - 3 (17,6%), a BOMHOYAC Ha Ka/IAT-
1i i crareBoMy uieHi — 4 (23,5%) xnonuam. Xipypriyai
BTPy4aHH: Oy/mu nnepBUHHNMI B 6 (35,3%) mariieHTis,
a Iic/1A MoNepeIHbOro CKaepo3yBaHHs — v 3 (17,6%)
XBOpUX. Bik NaiieHTiB Ha MOMEHT oIlepallil CTAHOBUB
11-17 pokis (95% CI (15+1,55) +10,33%).

[lna xipypriusoi Kopek1il miMdeeMu CTaTeBOro 4ie-
Ha BHYTPILIHIN TMCTOK KPaiHbOI IIIOTi PO3Pi3aHO Lyp-
KY/ISIPHO Ha 4-5 MM IIpOKCUMaJIbHillle BiHI|eBOI 60p03-
HU cTaTeBoro 4ieHa. IloriMm pospisano mkipy mo
CIMHIIi CTaT€BOTO YJIeHa 10 OCHOBY, BiflIapOBYIOUN
IIKipy B IPOKCUMATbHOMY HAaPsMKY. IH¢inpTpoBany
nimMdoro 3MiHeHy MiIIIKipHy KTiTKOBIMHY BUCI4eHO IMp-
KY/IAPHO 10 daclii, 30epekeHo He3MiHeHY LIKipY, KO0
BKPUTO CTOBOYP CTaTeBOrO YieHa. 3MiHeHy IIKipy, 10
MicTUTb TiMpaTUIHI BY3/IUKY, iHAYpaTUBHUI HAOPAK,
MaKCVMaJIbHO BiJICiY€HO, OCKIIBKM Lii JIIATHKY MOXKYThb
6yTu [pKepesioM porpecyBaHHs miMdopei Ta mimderne-
M. Py6erb chopmoBaHO BepTHKaIbHMII IO BEHTPAIb-
Hill MOBepXHi cTaTeBOro WwieHa. [IposeneHo fpenyBaH-
HA MiJIIKipHOI KAITKOBMHMY, 3a/JIMIIEHO CEYOBUI
KaTeTep Ha fieKinbKa fii6 (puc. 2).

Jns kopuryBauH: miMdeneMu KaauTKy 3AilICHEHO
nmam6oofi6HMIT po3pis (110 MBY KaTUTKM 3 JOIOBHE-
HHAM Y IIOII€EPEYHOMY HANPAMKY B pasi BEeIMKOTO
00’eMy ypa)keHHs), 32 Bi[JHOCHO HEBE/IMKOTO 00’ eMy
BUKOHAHO J/IMIIIe TI03[0BXHill po3pi3. 3a 3HaUYHOrO
NMiMbaTUIHOTO HAOPAKY KaTMTKY IMIIE TTO3/I0BXKHIl

62 | ISSN 2304-0041 Paediatric Surgery (Ukraine) No.4(85)/2024



OpucinanvHi 00cioHeHHS. Yporioeis ma eiHeKo702is

.\L

A b

"ol Yy

B r

Puc. 2. MayieHm I. Bikom 16 pokiB i3 giarHozom «JlimpaTtmuHa manbdopmal,is CTaTeBOro YaeHa Ta KanauTku. Jlimbeaema nisoi
HWKHBOT KiHLiBKM»: A — 10 onepauii; b — makponpenapar (BiaciyeHa iHoinbTpoBaHa Nimdoto WKipa Ta m’AcucTa 060/10HKa
CTaTeBOro YNeHa i KafITKK); B — pesynbTaT nicns onepadii; [ — pe3ynbTaTt 3a 6 Mic. nicns onepadii

po3pi3 Ma€ He3aMOBITbHUI KOCMETUYHMIA Pe3yIbTaT,
KajMTKa HabyBae rybomnopionoi popmu [17]. Bucive-
HO MaKCUMa/lIbHO 3MiHeHY LIKipy Ta tunica dartos.
Y pasi BOAsHKM sieuKa TaKOXK BUCiY€HO BariHa/lbHy
o6o0mouKy (n=2). Y xopi onepauii ifeHTndikoBaHo
e/IeMEeHTH CiM sTHOTO KaHaTMKa Ta s€4Ka, {00 YHUK-
HYTU IXHbOTO TpaBMyBaHHA. Ilicia oneparii npose-
IEeHO IpEHYBaHHA Ta PEKOMEH/IOBAHO HOCUTY KOMII-
peciitny 6inusHy.

XipypriuHa pesekIis Ta cCKkJIepoTepanis 3abesnedy-
I0Tb JIOKaJIbHUI KOHTPO/b, NOJIETIIEHHA CUMIITOMIB
y HalieHTiB i3 penyanBHOIO TiMpopeero, iHpeKiiHMI-
MM yCKIagHeHHsAMM Ta 6omem [13,21]. JlikyBaHHs 3a-
3BIYAlT TPOBOAMTLCA J/IA BilHOB/IEHHA 200 30eperkeH-
H:A QYHKILIT 200 3 €CTETUYHNX MipKyBaHb.

IInTaHHA WOKO TePMiHY XipypriYHOTO TiKyBaHHA 3a-
JMIIAeThCA BigkpuTuM. IcHyI0Th My6iKanii moxo He-
00XiJHOCTi paHHBOTO BTPY4YaHHA [JIA 3al06iraHHA
IICHXOJIOTiYHUX Tpo61eM y mybepratHOMY nepiofi. Ox-
HaK y IUVTaHYBaHHI XipypriYHOro BTpy4aHHs C/lijJ Bpa-
XOBYBATM TaKi YMHHUKI: CTYIiHb fedopManii, yHK-
LiOHa/IbHi MOPYIIEHHA Ta IICUXOJIOTiIYHI po3nagu
B IO€/IHAHHI 3 TUM NPOTHOCTVYHUM YMHHMKOM, IO
30BHIIIIHI CTaTeBi OpraHy 3a IMepBUHHOI T1iMeneMu Bxe
HiKO/IM He MaTUMyTb HOPMa/IbHOTO aHATOMiYHOTO BU-
gy [18].

HemjomasHiit mporpec B igeHTUdiKalii coMaTMaHNX
MYTalliil, IKi IpU3BOAATD 0 aKTUBALl foOpe BitoMux
BHYTPIIIHbOK/TITUHHUX CUTHATBHUX WAXIB y JIM,
MiBUIIYE iHTEPEC 10 MEAVKAMEHTO3HOIO TIKyBaHHA.
Ockinbky maxy PI3K-AKT-mTOR i RAS-MAPK €
nobpe BifoMumu MilleHAMH JTiKiB IPY paKy, Kilbka
Ma/IMX MOJIEKY iHribitopis nmepenpodinpoBaHi mns
Bukopuctanus npu JIM. Inri6itop mTOR penentopis
ciponimyc poTsAroMm 6araTboX poKiB 3aCTOCOBYBAJIM B

KOHTEKCT] TpaHCIIAaHTaLil OpraHiB 3aBAAKMU JIOTO
iMyHOCYIpecuBHiit Aii, 110 3a6e31e4YnIo geTaabHu
¢dapmaxonoriuunit mpodink i cepefHPOCTPOKOBI Ta
Bigmaneni mo6iuni epextu [5]. B excnepumenti
BCTaHOBJIEHO, 1O CiPOIIMYC IPUTHIYYE HAAMIpHUI PicT
niMpaTUYHUX CYAVH Mueit [17].

Y KIiHiYHI IpaKTULIi CipONiMyC BIIEpILE 3aCTOCOBA-
HO sIK npemnapar off-label y manienTis 31 ckmagHuMy,
JKUTTE3aTPO3IUBUMY CYAVHHUMY aHOMAJIiAMU. Y pe-
TPOCIEKTMBHOMY aHai3i Ha T/ MpOBeeHOl Tepamii
BUABJIEHO 3MEHIIEHH K/IiHIYHUX IIPOABiB, 30KpeMa,
6inb, PpyHKIiOHaNbHI 06MexXeHH: Ta TiMdopero y 80%
BUIAJIKIB JIiKyBaHHA HpoTAroM 3 micauis [19,25], ox-
HaK >KOJTHOTO IIAalli€HTa He BU/IIKYBaHO IIOBHICTIO.

BucHoBKkn

Busasneno taki kniniuni nposasu JIM yporeHniTanbHO1
IUTAHKY, SIK HaOpsK — 11 (64,7%), 6imb — 2 (11,8%) aHa-
ToMiuHa fedopmania - 9 (52,9%), nimdopes -
2(11,8%), y 2 (11,8%) manieHTiB 3 aHOMAJIiAMN IIeH-
TpanbHUX NiMPaTUYHNX KaHalIiB eHTepomaTisa
3 BTpaToo OinKa, rinporeiHeMis Ta BUTiKaHHA TiMpu
B ceposHi mopokunum — 2 (11,8%). Y pasi isompoBanux
KictosHux JIM npoBefeHo CK/IepO3yBaHHA 3 BiIMiHHIM
i ;o6puM pesynbTaTamu, y BUNAKy niMmdenemu crare-
BOr'O YI€HA Ta Ka/INTKY BUKOHAHO pe3eKiliHi Xipyprid-
Hi BTPYYaHHA AK CAMOCTIiIHUII METOJ, TaK i B IIO€HAH-
Hi 3 CK/IepoTepaIi€lo Ta KOHCEpBAaTUBHIM JIiKyBaHHAM
inribiropamu mTor perjentopis.

IlepcnekTBY NOgANBIINX KOCTiKeHb. PeBoriontis
iMyHOTepalil B TiKyBaHHiI OHKOJIOTiYHMX Ialji€HTiB
€ IIEPCIEKTUBHOIO B IJIaHi IIKYBaHHS iHIIMX 3aXBOPIO-
BaHHAX, 30KpeMa JIM. IIpoTe BUK/II0OUHO KOHCEPBATUB-
Ha Tepamis HaBpsAfj 4u 6yje eGeKTUBHOIO AJIA TiKy-
BaHHA nNiMPaTMUHUX aHOManiit, ockinbku JIM

ISSN 2304-0041 Xipypris guTadoro siky (YkpaiHa) Ne4(85)/2024 | 63



Original articles. Urology and gynecology

€ HOOPOAKICHMM 3aXBOPIOBAHHSAM, 110 He Hece BUCO-
KOTO MYTali/IHOIO HaBaHTaXXEHH S, sKe IIPU paKy TeHe-
PYy€ aHTHUTeHHI MillleHi Ta epefdavyae CIpUATINBY Bifl-
HOBifb Ha IMYHHI iHTi6iTOPY KOHTPOIBHUX TOYOK. Tomy
MIEPCIEKTUBHYM € MOJablle YJOCKOHAIEeHHs Xipyprid-
HOTO JIIKYBaHHA B KOMIUIEKC] 3i CK/IepoTepaIi€ero s
MOJIINIIEHHA AKOCTi )XUTTA ManieHTis 3 JIM yporeni-
TAJIbHOI JII/ITHKU.

Aemopu 3as671710mv NpPo 6i0CYMHICMb KOHPIKMY

iHmepecis.
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