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"HayioHanbHUl meduyHul yHisepcumem imeHi O. O. boeomosnbys, Kuis, YkpaiHa
2HayioHanbHa oumsaYa cneuianizosaHa nikapHa «OXMATANT», Kuis, YkpaiHa

NEPBMHHUW JIIMOOCTA3 Y NALLIEHTIB AUTAYOI O BIKY - OCOBJINBOCTI KJIIHIYHOr o
MNEPEBITY, YCKJIAOHEHHSA TA IX TIPO®IJIAKTUKA

PE3KOME. MeTa - BUBYMTN 0COBMBOCTI KJiHiYHOro nepebiry nepBnHHOro NiM¢pocTasy B AiTel 3 MeTOH YA0CKOHA-
JIEHHS PaHHbOI AiarHOCTMKM Ta 3aM06iraHHA YCKAAAHEHHSAM.

Marepian i MeToaum. MpoBeseHO PeTPOCNEKTUBHUI aHani3 55 icTopin xBopobu aiten i3 niMpaTMUHUM Habpskom
HWXKHIX KiIHUIBOK, 3 IKMX Y 22 NaUieHTiB (Bik 5—17 pokKiB) NiaTBEPAXKEHO i30/1b60BaHY NEPBUHHY Jlimdenemy. CnocTepexxeH-
HA BMKOHAHO B HauioHanbHiM auTAYin cneuianizoBaHin nikapHi «OXMATANT» y nepiog 2014-2024 pp., MiHiManbHWi
nepiof cnoctepexeHHs =36 MicAuiB. MpoaHaNi30BaHO CTaTb, BiK Ae6OTY 3aXBOPHOBAHHS, J10KaJli3aLlito, NPorpecyBaHHs,
YCKIAAHEHHS, NiKyBaHHA. [L1s AiarHOCTUKM 3aCTOCOBAHO di3mKanbHe obcTexeHHs (cumnTom LLiTemmepa), y1bTPasByKo-
BY AiarHoctuky (Y3/l) Ta MarHiTHo-pe3oHaHcHY ToMorpadito (MPT) M'sKMX TKaHMH. CTaTUCTUYHY 06pobKy NnpoBoaMAN 3
BUKOPUCTaHHAM IBM SPSS 24.0, kpuTepii: x2-MipcoHa, U-kpnTepin MaHHa — YiTHi; piBeHb 3HauywocTi p<0,05.

Pe3ynbTaTn. CTaTUCTUYHO 3HAYYLLOT Pi3HMLi 3a CTATTIO He BUABNEeHO (p=0,67). LoCTOBIpPHO 3a JioKani3auieto nepe-
BaXKAE YPAXKEHHA HUXKHIX KiHLiBOK — 81,8 % (p=0,003); 06naBi KiHUiBKM ypaxeHo B 11,1 %; NOEAHAHHA 3 ypaXKeHHSAM Npo-
MEXMHM Ta 30BHILLUHIX CTaTEBUX OpraHiB— 16,7 %. Xnonuiy 60 % B1naakis Manv ebroTy nepwi micaui xmtTs (p<0,0001);
fiByaTtka —y 50 % Bunaakie aebtoT B nybepTati (p<0,0001). CumnToMm LLITeMMepa NpoAEMOHCTPYBAB YYT/IMBICTb ~92 %,
cneumndivyHicTb — ~57 %. YcKNagHeHHs: peumavBHi 3anasieHHA M AKKMX TKaHWH (13,6 %), 6ewwmxa (9,1 %), nimdopesn (9,1 %).
B ogHOMy BMnagky nigTeepaxeHa GATA2-MyTauis Npy HeTUNoBoMy nepebiry i nenkoneHii. Y 18,2 % cnocrtepiranocs
noripweHHs nepebiry B nepiog nybepTaty. BCiMm navieHTam npoBeAeHO KOHCEPBATUBHE JIiKYBaHHSA: AeHHWUIA KOMNPpeCin-
HWIM TPUKOTAX, MaHyasbHWI NimdoapeHax;y 27,3 % [0AATKOBO HiyHe 6aHAaXXyBaHHSA, L0 A03BOJINI0 JOCATTU KOHTPO-
J110 MPOrpecyBaHHA 3aXBOPIOBAHHS.

BUCHOBKM. [epBMHHUI NliMbOCTa3 y AiTel NepeBaXkHO YPAXKA€ HMXKHI KiHLiBKM i3 MOXNBMM MOLUMPEHHSIM Ha Npo-
MeXWHY / reHitanii, Mae nosinbHMIN nepebir 6e3 cyTTEBOro nopylieHHa GyHKLii KiHUiBOK. Hanbinbw nowmvpeHnmun
YCKJIAAHEHHSAMM € iHbeKUiNHI B AinsHUI HabpsaKy. HasaBHICTbL HeTMNOBOro nepebiry 3 NenKoneHiel MoXe BKa3yBaTh Ha
GATA2-myTaUito i noTpebye A0AaTKOBOIrO reHeTUYHOro 06CTeXXEeHHS. PaHHSA AiarHOCTMKA Ta 3aCTOCYBAHHSA KOHCEpPBATMB-

Hoi Tepanii € ebekTMBHOK NPodiNaKTUKOI YCKNALHEHb.

KJIFOYOBI CJIOBA: nimdbaTnyHi ManbbopMalii; nimbenema; nimdpopesn; AiTh; KiHUIBKX; NPOMEXKMHA | 30BHILLHI CTa-

TeBi OpraHu; KOMMNpecinHa Tepanis.

BcTyn. MNepBrHHa Nimdeaema — Lie reTeporeHHa
rpyna 3axBOpPOBaHb, B OCHOBI AKMX JIEXUTb Finona-
3i5, annasis, piawe rinepnnasis niMPaTUYHNX CyanH,
Kaninapis, o Npn3BoAUTb A0 NiMdaTUYHOro Habpa-
Ky. Lle pigKicHe 3axXxBOPIOBAHHS, WO TPArJIAETbCA 3
yacToToto 6,1M3bKo 1 Ha 100 TUC. HaceneHHs [1]. Mep-
BUHHY nimdeaemMy 6yBa€e CKIaAHO AiarHOCTYBATH, i
[iarHo3 YacTo BCTAHOBJIIOIOTH i3 3aTpuMKoto [2]. 3ria-
HO 3 kJlacndikauieto MixkHapoAHOro TOBApMUCTBa 3 BU-
BUYEHHA CYAWHHWX aHoManin 2018 p. (International
Society for the Study of Vascular Anomalies (ISSVA)),
nepBMHHA NiMbeaeMa CK/1Iaaae oKpemy niarpyny aim-
daTnyHnX ManbdopmaLin nopag 3i 3BUYaNHUMM (Kic-
TO3HWMK) NiMbaTMYHMMKN Manbdopmauiamu [3]. B
iHTepakTUBHIN Tabanui uiel knacndikauii, ska goctyn-
Ha Ha canTi ISSVA, MO)KHA NOMITUTH, LLLO oKpeMi dop-
MW NlimdeneMn MaroTb AOBeAeHI FreHeTUYHI MyTallii,
LLIO J1eXaTb B OCHOBI il pO3BUTKY.

TouHa fiarHocTMKa nepBMHHOI Nimdeaemm Mmoxe
6yTM CKNaAHOW, BPAXOBYHOUM YMCEHHI iHLWI CTaHW,
AKi MOXYTb NPOABAATUCA 36iNblUEHHAM KiHLiBOK [4],
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Lo BigobparkeHo y nybikauii rpynu aBTopiB, SKi 3a-
3HAYatoThb, L0 NOMUJIKOBUI AjiarHo3 6yn10 BCTaHOBJIe-
HO y 38,7 % nauieHTIB, AIKi 3BEPHYNNCA B CMeLiani3o-
BaHy KAiHiKy limdenemu [5]. TaKnm 4nMHOM, 3aTpUM-
Ka 3 TOYHOI AiarHOCTUKOI MepBMHHOI NiMdpeaemun
4acTo € 3HaYHOLO, MOBIAOMJIAETLCS MPO NOHAA AECATb
POKiB MiX NOABOI CMMMTOMIB Ta KJIiHIYHMM AiarHo-
30M [6]. CKNaaHiCTb AiarHOCTUKM, BiICYTHICTb AOCTO-
BipHMX MeTOAiB Bi3yani3alji, reTeporeHHIiCTb KJIiHiy-
HUMX MPOSABIB, LLLO 3YMOBJIHOOTb HECBOEYACHY AiarHoc-
TUKY Ta BMCOKUA PU3NK YCKJIaAHEHb, BW3HAYatoTb
AKTYasIbHICTb MPOBEAEHOr0 AOC/IAXKEHHS.

MeTa po60TH — BMBYNTN 0COBIMBOCTI KNiHIYHO-
ro nepebiry nepBmHHOro nim¢ocrtasy B Aiten 3 me-
TOK PaHHbOI AiarHOCTMKM Ta 3anobiraHHs ycknaa-
HEeHHAM.

MarTepian i MeTogm pocnipxeHHs. Mposee-
HO PeTpOCNeKTUBHNIM aHani3 55 icTopilt xBopobu na-
Li€HTIB 3 03HaKaMM NiMPATUYHOrO HABPAKY HUXKHIX
KiHLIBOK. Y A0CAiAXKEHHSA BK/IHOYEHO 22 naLieHTH Bi-
KoM Big 5 no 17 pokiB, AkmMx obctexunnm B Hauio-
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HaJIbHIN ANTAYIN CcreuianizoBaHin nikapHi «OXMAT-
ONT» y nepiog 2014 — 2024 pp. Kputepiamn Bkto-
YyeHHs 6ynM 03HakK nimdeaemMn KiHUiBOK, BiK Big 5
0o 17 pokiB, i30/1boBaHa nimdaTnyHa manbdpopma-
Lisl, CoCTePEeXeHHA B ANHAMILI He MeHLIe 36 Mics-
uis. KpntepiaMmn BUKIOYEHHA BYyNM HaABHICTb iH-
LWIMX CyAMHHUX Manbdopmauin, nimbenema B cknagi
CMHAPOMIB, BTOPMHHA NiMmdeaema (nicns nepeHece-
HOI TPaBMM, XipypriYHOro BTpy4YaHHA), HAABHICTb OH-
KOMOTYHMX 3aXBOPOBaHb, CUCTEMHMX 3aXBOPIO-
BaHb, BTpaTa 3B'A3KY 3 NAaLiEHTOM Ta BiACYTHICTb Ka-
TaMHe3y. 3 [OCNiOKEeHHS BUKJ/IHOYEHO MALIEHTIB 3
cnHgpoMom Kninnens — TpeHoHe (n=8), CLOVES-
cMHApoMoOM (n=5), NnauieHTiB 3 rinonpoTeiHeMieto Ta
NiATBEPAXKEHOK aHOMAJIE LEeHTpanbHUX Nimda-
TUYHMX KaHaniB (N=>5), KanowndopMHOIO remaHrio-
eHA0TeNioMOK HUXHIX Ta BePXHiX KiHLiBoK (n=4), a
TakoXX 11 nauieHTIB, 3 IKUMM BTPAY€HO 3B'A30K Ta
BiICYTHIM KaTamMHe3. [oC/iAXeHHA BKJIHOYan pe-
TeNIbHUA aHaMHe3 33aXBOPIOBAHHS 3 BM3HAYEHHAM
BiKY MOYaTKY 3aXBOPIOBAHHSA, NOro NporpecyBaHHs,
HaABHICTb YCKJIaAHEHb, CIMENHNI aHaMHe3. Mpn di-
3MKa/IbHOMY O6CTeXEeHHi NauieHTa 3BepTasan yBary
Ha NMOTOBLLEHHA LUKIpK, O NiATBEPAXKYETLCA CUMIT-
ToMOM LLITeMMepa (HEMOXNBICTb YLLMMHYTH LLKipY
3 TUAbHOro 60Ky abo OCHOBWM ApPYroro nanbuAa CTo-
Mn), WO € NAaTOFHOMOHIYHMM ana nimbenemu. Jlabo-
PaTOPHi MeToAM AiarHOCTMKM BKJTHOYAJIM 3araJibHUN
aHani3 Kpo.i, 6ioxiMiYHMI aHaNi3 KPOBI 3 BU3HAYeH-
HAAM 3arasibHoro 6isika Ta 6inkoBux dpakuin, ceyo-
BWHUW, KPEATUHIHY, €NeKTPOITIB KPOBI. YCiM NauieH-
TaM BUKOHYBaJIM TAaKOX enekTpokapaiorpadito, exo-
Kapaiorpadito, XBOpUX i3 cepLeBot HeAOCTATHICTIO
Yy OOCNIO>KEHHS HEe BKJTHOYAIN. AK CKPUHIHTOBUIN Me-
TOA4 NPOBOAMN YNbTPA3BYKOBY AiarHocTuky (Y3/)
M'AKNUX TKAHWH Ta OPraHiB YepeBHOI MOPOXHUHW i
Masioro Tasa (BMKJIlOYEHHA O6'EMHMX YTBOPEHD).
[ns nigTBepAXKeHHA AiarHo3y BUKOHYBAIM MarHiTHO-
pe3oHaHcHy ToMmorpadio (MPT) opraHiB MmaJsoro
Tasza, M'AKNX TKAHWUH HWXHIX KiHUiBOK. CTaTUCTUY-
HWIM aHani3 NPoBeAEHO 3 BUKOPUCTAHHSIM NPOrpam-
Horo 3abe3neyeHHs IBM SPSS gns Windows Bepcia
24.0 (IBM Corp., Armonk, NY), p<0,05 BBaxkanu cTa-
TUCTUYHO 3HauywmM. Mponopuii 6yan npoaHanizo-
BaHi 33 LONOMOrOtO TecTy x2-kpuTepito MipcoHa. Ana
NMOPIBHAHHA BiKY MOYaTKy 3aXBOPIHOBAHHA MAaL€HTIB
XIHOYOI Ta 4O0JIOBIYOI CTaTi BWKOPUCTOBYBA/IN
U-kpuTepit MaHHa — YiTHi.

Jocnig>xeHHA BUKOHAHO BiANoBIiAHO A0 NPUHLM-
niB MenbCiHCbKOT AeKknapauii. [poToKo1 AOCNio)KEHHS
MOrOAXeHO JIOKAJIbHUM E€TUYHMM KOMITETOM AJ1A
BCiX, XTO 6paB y4acTb. Ha npoBeAeHHA AOCAiAXKEHb
OTpMMaHo iHbopMOoBaHy 3roay 6aTbKiB AiTen.

PesynbTatu. [lpoBegeHO PeTPOCMNEKTUBHUM
aHani3 55 ictopi xBopobu NawieHTiB 3 03HaKaMM JliM-
daTMyHOro HabpsAKy HMXHIX KiHUiBOK. KpuTepiam

BKJIFOYEHHSA BiANOBiAaloTb 22 NaLieHTH, BiK AiTen cTa-
HOBMB Bif 4 [0 17 pOKiB, NALIEHTIB XiHOYOi cTaTi 6yno
12 (54,5 %), yonosivoi— 10 (45,5 %), CTaTUCTMYHO A0-
CTOBIPHOro nepeBa)aHHsi XiHovyoi cTaTi He 6yno
(x>=0,18, p=0,67). 3a soKanizauielo nepeBaxaniu
HWXHI KiHUiBKK (n=18, 81,8 %), pi3HNLA € CTAaTUCTNY-
HO JocToBipHoto (12=8,91, p=0,003), cepen AKUX y
nBox nauienTiB (11,1 %) cnocTepiranocb ypa)eHHsA
060x KiHLiBOK, Y 3 (16,7 %) niMmdbaTNYHMIN HAbpAK no-
LUMPHOBABCA HA AiNAHKY MPOMEXMHM i 30BHILLHIX CTa-
TEBUX OpraHiB, WO MiATBEPAXXEHO pe3ybTaTaMu
MPT-Bi3yanizauii. JlimbocTas BepxHbOI KiHLiBKM aiar-
HocToBaHoO Y 4 (18,2 %) BUNagKax, yCi NaLieHTH XiHo-
Yoi CTaTi, B 04HOMY BMMNAaAKY YPaXKeHHSI OXOMH0BaJI0
061 aBi BepXHi KiHLiBKYM, Ta B O4HOMY NOLLUMPIOBANOCh
Ha M'AKi TKAHWMHM MJIEYOBOrO MOSAICA Ta JIaTePasIbHOI
NoBepXHi rpyaHoiI CTiHKK. O3HaKkK NiMdocTasy Bepx-
HiX KiHLiBOK HasiBHI Bi HAPOA>KEHHSA Y BCiX NALLIEHTIB,
O/IHAK Yac MosiBU CUMMTOMIB Y XBOPUX 3 YPAKEHHAM
HUXKHIX KiHLIBOK Pi3HNTbCA. Oapasy Bif HAPOA KEHHA
Ta y nepLui MicaLi XXMTTA BOHW NOMITHi y 8 (44,5 %) na-
Li€eHTIB, y Bili 3-5 pokiB—y 4 (22,2 %) Tay 6 (33,3 %)y
BiLi 11-14 pokiB. 3a AaHMMW HaykoBMX nybnikauin
CNOCTEePIraeTbCs 3Ha4YHE NepeBaKaHHSA XKIHOYOI CTaTi
3 nimdenemoto [7], 3 HapoaxeHHs abo MpPOTArom
MepLIoro POKY XXWTTS 3a3BMYall MPOABNSETLCA VY
XJIOMYKKIB, TOAi AK Y AIBYATOK MOXe 3'ABUTUCA Y Ny-
6epTaTHOMY Billi, LLLO KOPE/IOE 3 pe3y/IbTaTaMM HaLLO-
ro AOCAIAXEHHS: Y MAaLi€HTIB XIHOYOI CTaTi nepLui
03HaKM NiMdoCTasy A0CTOBIPHO YaCTillle BUHUKAIN Y
nignitkosomy Bili (50 %), NOPIBHAHO 3 NEPLUNMU Mi-
cauAMKn XUTTA (25 %) abo paHHIM AMTAYNM BiKOM
(25 %) (p<0,0001).

Y nauieHTiB YosoBivoi cTaTi nimdpegema MaHi-
decTyBana HanyacTiwe Bigpasy nicna HAPOAXKEHHSA
(60,0 %), NopiBHAHO 3 paHHIM anTAYMM (20,0 %) abo
nianitkosum Bikom (20,0 %) (p<0,0001). O3HaKM Ha-
6pAKy nepeBaXKHO Cro4yaTKy BUABMAIN Y AUCTaNb-
HUX BigA4inax KiHuiBok (20 i3 22 nauieHTis, 90,9 %),
npu nimdeaemi HMXKHIX KiHLIBOK ypaxkaloum cnoyat-
Ky TUbHUI 6ik cTtonn, a cumnTom LLItemmepa npo-
OEMOHCTPYBaB YyTAmBicTb 92 % Ta cneundiyHicTb
57 % B yCix naujieHTiB.

O6roBopeHHsl. YcKnagHeHHAMM NiMbeaemmn
6ynn peumanBHi 3anasieHHA M'AKMX TKaHMH HUXKHIX
KiHLIBOK Y AinaHui ypaxeHHsa (n=3, 13,6 %), 6elunxa
(n=2, 9,1 %), nimdpopea (n=2, 9,1 %). IHPpeKUiNHI
VYCKNAAHEHHA BUHMKAOTb 3a3BNYai Y MicLAX MaKCK-
MaJsibHOro HabpsKy, MatoTb TEHAEHLLiHO 40 PeLUMANBIB,
O[IHAK He XapaKTepHi A4/ PaHHbOrO AUTAYOro BiKY.
3a JaHMMW NiTepaTypu, cepefHin Bik aebroTty iHbek-
Lii cknagas 11,5 poky [8], y HalloMy AOCHIAXKEHHI iH-
dekUinHi ycknaaHeHHs cnocTepirannc y Bili Big 8 oo
16 pokiB. MNepebir nepBuHHOI NiMdpeaemn € nporpe-
CYOUMM, MOCTYNOBE HAKOYEHHA iHTEPCTUUIaNbHOI
nimon npusBoauTb A0 36iNbLUEHHA HAKOMUYEHHSA
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>XXMpY, 3aMnasieHHs, a 3rogoM i o ¢ibpo3sy niawkipHoi
KJITKOBUHM [9]. JlikyBaHHA iHDEKUINHNX YyCKNaaHEHb
NpoBOANNOCH B aMOyNaTOPHNX yMOBaX NepopasibHK-
MM aHTMbaKTepiasibHMMKM npenapaTamun y 4 (80,0 %)
naujieHTiB, B oaHOMY BUNaaky (20,0 %) 6yna Heobxia-
HICTb CTaLiOHapHOro NiKyBaHHA Ta NMPOBeAEHHS Ma-
peHTepasibHOI aHTMbakTepianbHOT Tepanii. B ogHoMy
BMNAaZAKY B NaLiEHTKM Bikom 16 pokiB i3 nimdpocTazom
060X HMXHIX KiHLiBOK crnocTepirasincb NoBTOPHI 3a-
NasieHHA M'AKMX TKAHWH MPOMEXXMHW, 30BHILLHIX CTa-
TEeBWUX OpraHiB, wWo nepebirann Ha oHI nerKkoneHii.
BpaxoBytouM pe3anCTEHTHICTb A0 aHTMbaKTepianbHOI
Tepanii, nigibpaHoi BignoBiaAHO A0 pe3ynbTaTiB bakTe-
PiONIOriYHOro A4OCAIAXKEHHS, @ TaKOX TPMUBasy JIEMKO-
NeHito, ANTUHI NPOBEAEHO FEHETUYHE AOC/IOKEHHS
Ta giarHoctoBaHo GATA 2-MyTauito. binbLwicTb nawjiexH-
TiB i3 NepBMHHOIO NiMdeaemMoto MatoTb CopagnyHy
$opMy 3aXBOPIOBaAHHSA 3 HEBIAOMOLO MyTalli€to. [eHe-
TUYHI NPUYNHN BUABNAIOTLCA e y 36 % NaLieHTiB
i3 CiMenHnM aHamMHe3oM Ta y 8 % CnopagnyHMX BU-
nagaKis, TOMY PyTUHHE reHeTUYHE AOCNIAXKEHHA NaLi-
€HTaM MM He NMPOBOAWNAN, A1 NPU3HAYEHHA CKNaj-
HUX reHEeTUYHUX [OCNIAXKEHD BPAX0BYBaIM peHOTUN-
reHotun-acouiauito [10]. YcnaakosaHi abo de novo
reTepo3nroTHi MyTaLil 3apoAKOBOI JliHil Y reHi, Wwo
KOAYE TPpaHCKpuUnuinHnin pakTop GATA2, Nnpr3BOAATb
0o noro aediunty. Noyatok Ta nepebir 3axBoptoBaH-
HS1 Ay>Ke BapiabesibHi, HaBiTb y poANYIB 3 iI€HTUYHOLO
MyTaui€to y GATA2. KniHi4yHi nposiBM € pe3y/ibTaToM
BTpaTK baraToniHiMHOro nonepeaHnKa, AKNNn Jae no-
YyaTok B-nimdoumTaM, MOHOUMTAM, MPUPOLHUM Kli-
TMHaM-KiflepaM Ta AeHAPUTHUM KJiTUHAM, WO npu-
3BOANTb A0 LMTOMEHIN UMX AiHiN Ta NnogasblUmX iH-
dekuin [11]. Lle cnpuymrHAE CyKYMHi KiHIYHI 03HaKM,
BKJItouatoum 6akTepianbHi, rpnbkoBi Ta naninomasi-
PYCHi iHdeKUil, nimbenemy, nereHeBMin anbLBEONSAP-
HWUMA NPOTEeiHO3 Ta Mienogucniasito. lMopyLeHHs
PYHKUITKICTKOBOro M0O3Ky 33a3BM4Yall XapakTepu3yeETb-
CA KNTUHHUM aediumTom [12]. Y HawoMy KAiHiYHOMY
BMMaAKy nauieHTKa noTpebye TpaHcnaHTauji KicTKo-
BOr0 MO3KY.

JNlimbenemy HeobxigHO AvdepeHLioBaTH Bif iH-
LLUMX CTaHIB, AKi NPOABNAITLCA 36i/bLLUEHHAM 06’eMy
KiHLIBKM, 30KpeMa NinegemMu, iHWNX CYOUHHNX aHO-
Manin, remirineptpodii, a TakoX 3/7108KiCHUX HOBO-
YTBOPEHb, CUCTEMHUX 3aXBOPIOBaHb (cepueBa, HUp-
KOBa HedoCTaTHicTb Towo) [5]. Jlimpenema - ue Bu-
KJIIOYHO HAbpAK, OCHOBHOK MPUYMHOK AKOrO €
NOpYLUEHHS ApeHaxy niMbun. OgHak byab-aKnn Xpo-
HiYHWI HabpsKk Bigobpaxkae NeBHWUN CTYMiHb MOpy-
LIeHHA nimMdoapeHaxy, i B 6aratbox iHLWIMX NaTos0-
FMYHUX CMTYaLiAX, He NOB'A3aHKX 3 NiMdbeaemoto, NiM-
doapeHaXk TakoXX Moxe HBYTU NOPYLLEHWNA BUCOKOLD
dinbTpauieto pianHK, Hanpuknag, y NauieHTiB i3 cep-
LeBolo HegocTaTHicTio [10]. ToMy BcebiuHe obcCTe-
)KE€HHSI nauieHTiB 3 Habpsikamu pi3Hoi eTionorii €

112

BKPar BaXKJ/IMBMM AN51 BCTAHOBJIEHHSI TOYHOrO Aiar-
HO3y. CKPMHIHFOBMM METOLOM AiarHoctukm € Y31
M'AAKMX TKAHWH, Y PEXXNMI CipOT LLKasM Bi3yani3yroTbCA
03HaKWN HAbpsKy NiAWKIPHOI KJITKOBMHW, B PEXUMI
KOJIbOPOBOIrO [OMNJIEPIBCOKOrO CKAHYBAHHA MOXHA
BM3HAYMTM HAABHICTb NATOJIOTIYHNX CYANH Y M'AKNX
TKaHWHAX, L0 MOXe BYTN XapaKTepHUM AN1A KanoLu-
¢dopMHoi remaHrioeHgoTeniomn [14], a Y3/, B gonne-
PiBCbKOMY peXXmnMi [03BOJIAE BU3HAYNTU NPOXIAHICTb
rMNB6OKNX CYAMH.

Ana ycix nauieHTiB 6yn0 xapakTepHUM MOBiJIbHE
NporpecyBaHHA 3aXBOPIOBAHHSA, ogHaK Y 4 (18,2 %)
CNOCTepIirasioCb iCTOTHe MOripLWEHHA y nepiog ny-
6epTaTy, WO nonArano B 36inbLIeHHI 06'eMy KiHLiB-
KW, NpOrpecyBaHHi iHAYPATUBHUX i BEPYKO3HNX 3MiH
WKipw, nimdopei.

Yci nauieHT OTPMMYBaIM KOHCEPBATUBHE JliKy-
BaHHS, IKe BKJIOYA/I0 OEHHUW KOMMPECIMHUN Tpu-
KOTa>XX, MaHyaJibHUI NiMmdoapeHaxHUN Macax, Jliky-
BasbHy &i3KyNbTYpY, B 6inbll CKAAQHMX BMMaAKax
NpoBOAMAN HiyHe BbaHaaXyBaHHA (n=6, 27,3 %). Oa-
HaK JliKkyBaHHA MaLi€HTIB 3 nepBUHHOW JNiMmbene-
MO0 PO3MOYMHAETLCA 3 OCBiTK [5]. MauieHTiB Ta ix
POAVHY HeObXiAHO HAaBYMTM OCHOB FiriEHN Ta 3BOJIO-
>KEHHSA LWKipW ypaXkeHoi KiHLiBKM As1A 3anobiraHHs
CyXOCTi WKipu, npodinakTnkn iHbekLii, 0cobnnBocCTi
OJATY [N1S1 YHUKHEHHA MiKPOTPAaBM, L0 € BOPOTaMMu
iHbekuUii. Ona fniTer Nnepworo poky XUTTA nepLlo-
YeproBoK NiKYyBaJIbHOK MAHINYMALIE € MaHyaJlb-
HUI NimdoapeHaXXHNI Macax, MOYMHAKYN 3 TPUPIY-
HOrO BiKY — A€HHWUIN KOMMPECIMHUI TPUKOTaX. Y Ai-
TEeW CTapLloro Biky MaHyaJsIbHMN Maca)k NOeAHYBan
3 anapaTHMM NHeBMoMacaxeM [15]. Y Bunaaky npo-
rpecyBaHHsSl 3aXBOPIOBAaHHA, WO CnocTepiranocs y
nauieHTiB XiHOYOl cTaTi nybepTaTHOro BiKy, NpUED-
HyBa/IN HiyHe 6aHAAXyBaHHSA.

BucHoBKM. [epBMHHMI NiMmdoCTas y AiTen nepe-
Ba>HO YPaXka€ HUXHI KiHLiBKM (81,8 %) i3 MOXANBUM
NOLUMPEHHAM Ha MPOMEXMHY / reHiTanii (16,7 %), Ma€
NnoBiNIbHWUI Nepebir 6e3 cyTTEBOro NopyLleHHs GYHK-
Uil KiHUiBOK. Hanbinbll NowmpeHnMn ycKnaaHeHH:A-
MU € iHbeKUiHI B AinaHUi Habpsaky. HasBHICTb HeTH-
noBoro nepebiry 3 IeNKOMNeHiel0 MOXe BKa3yBaTK Ha
GATA2-myTaLjto i noTpebye A04aTKOBOro reHeTUYHO-
ro obcTexxeHHA. PaHHS AiarHOCTMKA Ta 3aCTOCYBAHHA
KOHCepBATMBHOI Tepanii € epekTUBHOW NpodinakTn-
KO YCKJTQAHEHb.

MepcneKTUBM NOAANbLUNX AO0CAIAXKEHb. X0ua
y 6inbwocTi nauieHTiB, AKi AOTPUMYIOTbCS Jlikap-
CbKMX pEKOMeHAaLil i BeayTb aKTUBHUI CNOCI6 XNT-
TA, HE CNOCTEPIraeTbCsl 3HAYHOrO MOTIpLIEHHA 3a-
XBOPIOBAHHA, MepPBUHHA JliMpeaemMa 3anMLLaETbCA
HEBWIKOBHUM Ta MPOrpecyoyMM CTAHOM. 3HAYHOrO
nporpecy [OCATHYTO Y MOLWYKY FreHETUYHUX NPUYNH
PO3BUTKY 3axBOpPIOBaHHA. MNMofasblli reHeTHYHi Ta
MOJIEKYNISIPHI [OCNIAXEHHA MOXYTb CTaTU OCHOBOO
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TapreTHOI Teparnii 3aXBOPHOBaHHS, LLIO 3MOXE iCTOT-
HO MOKPALLNTUN AKICTb XXMUTTSA NALLIEHTIB.

O xepena piHaHcyBaHHA. [lJaHa poboTa € ppar-
MEHTOM M1aHOBOI HayKOBO-A0CNiAHOT po60oTh «Po3-
pobsieHHs TexHonoriin opraHosbepiratoyoi Ta pe-
KOHCTPYKTMBHO-MJ1IACTMYHOI Xipyprii Npy Bagax pos-
BUTKY Ta 3aXBOPKHBAHHAX OPraHiB pecnipaToOpHOI i
TpaBHOi cuctem y paiten» (N2 pepxpeectpauii
0125U001944), AKa BUKOHYETLCA Ha Kadenpi auTa-
yoi Xipyprii HauioHaNIbHOro MeANYHOro YHiBEpCUTE-
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PRIMARY PEDIATRIC LYMPHEDEMA: CLINICAL PRESENTATION, COMPLICATIONS,
AND PREVENTION STRATEGIES

SUMMARY. The aim - to study the clinical features of the course of primary lymphostasis in children in order to
improve early diagnosis and prevent complications.

Material and Methods. A retrospective analysis of 55 medical records of children with lymphatic edema of the
lower extremities was performed; isolated primary lymphedema was confirmed in 22 patients aged 5-17 years. The
study was conducted at the National Children's Specialized Hospital “OHMATDYT” during 2014-2024, with a minimum
follow-up period of =36 months. The parameters analyzed included sex, age at onset, localization, progression,
complications, and treatment. Diagnosis was based on physical examination (Stemmer’s sign), ultrasound, and MRI of
soft tissues. Statistical analysis was performed using IBM SPSS 24.0 software, employing Pearson’s 32 test and the Mann-
Whitney U test; p<0.05 was considered statistically significant.

Results. No statistically significant difference by sex was found (p=0.67). Lower extremity involvement was
observed in 81.8 % of patients (p=0.003); bilateral involvement —in 11.1 %; and combination with perineal or external
genital edema - in 16.7 %. In boys, disease onset occurred within the first months of life in 60 % of cases (p<0.0001),
whereas in girls, onset during puberty was observed in 50 % of cases (p<0.0001). Stemmer’s sign demonstrated high
diagnostic accuracy (sensitivity ~92 %, specificity ~57 %). The main complications included recurrent soft tissue
inflammation (13.6 %), erysipelas (9.1 %), and lymphorrhea (9.1 %). One patient with an atypical course and leukopenia
was found to carry a GATA2 mutation. Disease progression during puberty was noted in 18.2 % of patients. All children
received conservative treatment, including daytime compression garments and manual lymphatic drainage; in 27.3 % of
cases, additional night bandaging was applied, allowing stabilization of disease progression.

Conclusions. Primary lymphostasis in children predominantly affects the lower extremities, sometimes extending
to the perineum and external genitalia. The disease has a slow course without significant functional impairment of the
limb. The most common complications are local infectious processes. An atypical course associated with leukopenia may
indicate a GATA2 mutation and requires genetic testing. Early diagnosis and timely conservative therapy are effective for
preventing complications and controlling disease progression.

KEY WORDS: lymphatic malformations; lymphedema; lymphorrhea; children; extremities; perineum and external
genitalia; compression therapy.
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