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BUTIALOK ®AKOMATO3Y B TUTUHU

Y cTaTTi onncaHo KiHiYHWMIA BUNaaokK pigkicHoro cuHapomy Kninnenst — TpeHoHe — Bebepa, AKkuil HanexuTb A0 YPOOKEHUX CY-
OVHHUX 3aXBOPIOBaHb — (hakomarosis. He3sakatouu Ha AaHi nitepartypu, KAiHiYHI MPOABM LibOro 3aXBOPOBaHHA BUK/TMKAKOTb BENKI
TPYAHOLL LWOA0 CBOEYACHOTO Or0 po3ni3HaBaHHS Ta JliKkyBaHHA. Y CTaTTi Tako) OnMcaHO OCHOBHI KMiHIKO-MOPJOIOriYHi 03HaKM
cuHapomy. HaBegeHwit KAiHiYHUIA Npuknag nigTBEpMAKYE OnMcaHi Npu LibOMY 3aXBOPHOBAHHI MHOXUHHI YPaXXEHHS CyAuH, LUKIpK,
M’S1I30BOI TK@HWHW, KICTOK. [aTonoriyni 3miHu rinodoisa, BUSIBNEHI B NalieHTa Npu MarHiTHO-pe3oHaHCHiIn Tomorpadii, o4eBnaHo,
TakKoX MatoTb YPOMKEHWIA XxapaKTep i reHEeTUYHO 3yMOB/IeHi. YHIKa/IbHICTb ONMCaHOro BUNagKy Nonsrae B TOMY, L0 CYAWNHHI NPOSiBM
NOKaUs1i30BaHi Ha npasili pyLi, a KICTKOBI 3MiHM — HAa NPOTUIEXHIl, L0 HE XapaKkTepHO A5 AaHoro cuHapomy. CyauHHI NposiBu MaTu
NOMITMAA YOTMPU POKM TOMY, 3 MasIEHLKOT NASIMKY BOHW PO3POCANCS MO BCill PyLii, HACTKOBO 3aXOMUBLLV LUMIO Ta FPYAHY KAITKY, Lo
€ 03HaKO0 3/105KICHOTO Nepebiry 3axBOPHOBaHHS.

KnrouoBi cnoBa: kicTka; 0CTeonopos; Nepenomu; XXeBpitoumnii HeBYC; CNaKoBICTb.

CNYYAIA ®AKOMATOS3A Y PEBEHKA

B cTaTbe onvicaH KNHUYecknii ciyyaii pegkoro cuHapoma Knunnens — TpeHoHe — Bebepa, KOTOpbIii OTHOCUTCA K BPOXAEHHBIM
cocyaucTbiM 3a60/1eBaHUsM — chakomaro3am. HecmMoTps Ha fiaHHble IMTepaTtypbl, KIIMHUYECKVE NPOsiBNeHUst 3Toro 3a6oneBaHus
BbI3bIBAIOT GO/bLUVE TPYAHOCTW OTHOCUTENIbHO CBOEBPEMEHHOW €ro ANarHoOCTUKM U leYeHuns. B cTaTbe Takke onmcaHbl OCHOBHbIE
K/IMHMKO-MOPCDONOrMYeckne NpusHakn cMHApomMa. MprBefEeHHbI KNMHUYECKWIA NpUMep NOATBEPXKAAET OMNUCaHHbIE NPU 3TOM
3a60/1€BAHNY MHOXECTBEHHbIE MOPaXKEHWSI COCYA0B, KOXM, MbILLEYHOW TKaHW, KocTeld. MaTonornyeckne n3MeHeHus runodmsa,
BbISIB/IEHHbIE Y NaLyeHTa Npu MarH1THO-pe30HaHCHOM ToMorpacdmn, No-BUAYMOMY, TAKXKE HOCST BPOXAEHHbI XapakTep U reHeTu-
4ecku 06yCnoBNEHbI. YHUKaIbHOCTb ONMCaHHOTO Cly4as COCTOUT B TOM, UTO COCYAMCTbIE NPOSAB/IEHNS NIOKaIM3MPOBaHb! Ha NPaBoi
pyKe, a KOCTHbIE 3MEHEHWS — Ha MPOTUBOMOOXHOM, YTO HE XapaKTepHO A1 AaHHOro cuHApoma. CocyamucTbie NPOosiBNIEHNSt MaTb
3ameTuna YeTbipe rofa Hasag, U3 MasleHbKOro MATHbILKA OHU PO3POC/IUCHL MO BCEW pyKe, YaCTUYHO 3axBaTvB LUEK W TPYAHYO
KNeTKy, 4TO SBNAETCA NPU3HAKOM 3/10Ka4eCTBEHHOTO NPOTEKaHNsA 3a601eBaHus.

KntoueBble cnoBa: KOCTb; OCTEONOPO3; NEPEIOMbI; ﬂﬂaMEHePOU.lMVI HeBYC; HacNneacTBeHHOCTb.

CASE OF PHACOMATOSIS IN A CHILD

The article describes the clinical case of rare Klippel-Trenaunay-Weber syndrome, which is congenital vascular anomaly, named
phacomatosis. Despite the literature data, there is significant difficulties of timely diagnosis and treatment of this pathology. The
article describes the main clinical and morphological characteristics of this syndrome. The given clinical case confirms the multiple
diseases, vessels, and muscle tissues, bones, described in this disease. Pathological pituitary changes detected in a patient with
magnetic resonance imaging obviously are also congenital and genetically determined. The uniqueness of the described case is
that vascular manifestations are localized on the right hand and bone changes on the opposite limb, which is not typical for this
syndrome. Vascular manifestations have noticed four years ago, which, from a small spot, sprawled all over the arm, partially
capturing the neck and chest, which is a sign of malignant disease.
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CuHapom Kninnens — TpeHoHe — Be6epa (CKTB) — piakic-
He 3aXBOPIOBaHHS, fIKe XapaKTepu3yeTbCs YPOPKEHOIO aHO-
MaJlieto pO3BUTKY BEHO3HOT CUCTEMU, apTepil, NiMaTUiYHUX
CyAuH. XBopoba NposiBNSETLCA 3 HAPOLKEHHS, MPOorpecye 3
PO3BUTKOM TSKKMX 3MiH, SKi Pi3KO 3HUXYIOTb AKICTb XXUTTSA [1].

Y 6inbLIOCTi BUNAAKIB HA HWXKHIN KiHLiBLUi (80 %) BUHK-
KaloTb CYAMHHI NISIMU, WO MalTb Pi3Hi Be/MYrHy, hopmy
i 3a6apBfieHHs, B NOEAHAHHI 3 BApUKO3HUMY 3MiHaMK Ta
apTepioBeHO3HNMY aHacTomMo3amu. Tun ycnagkyBaHHsA [0-
CTaTHbO He BMBYEHO. OfHi aBTOPY BBaXKAOTb PU3NK CNALKO-
BOI nepegauyi MiHiMaslbHUM, iHLWi — BUCOKUM [2, 3].

MepeBakHO XBOPItOTb X10N4YUNKN. HainbinbLue npubivHuKIB
HEBPOreHHOoI Teopil 3aXBOpOBaHHSA. Lie 06r'pyHTOBaHO TUM,
LLIO YPaXKEHHS Ti/IbKN OAHOBIYHE, HE NEPEXOANTL CepeanHy
Tina. KnacuuHa Tpiaga cumntomiB CKTB: 1. XXeBpitounii
HEBYC YpaKeHOI KiHLiBK/. 2. Bapyko3He pOo3LUMPEHHS BEH
KiHUiBKK. 3. inepnnasis KiCTOK, M’ AKUX TKaHWH KiHLiBKY [4].

LLIKipHi NposiBK HalixapakTepHiLli. HeBycy MatoTb NASIMUCTY
dhopmy, iX Konip — Bif, CBIT/I0-POXEBOT0 40 TEMHO-(I0NIETOBOIO,
BOHW MPOrpecuBHO 306i/bLUYIOTLCA. YpaxkeHa KiHLjiBka Moxe
6yTV NOAOBXKEHA, NOTOBLUEHA ab0 CTOHLLEHA. MO0BXEHHS Ta
NOTOBLLEHHS KiHLIBKV 3yMOB/IEHI KICTKOBOIO rinepTpodieto BHa-
C/iJOK MOCWIEHOTO KPOBOMOCTaYaHHS — riraHTu3M. B okpemumx
Bunaakax CKTB KiHLiBKa CTOHLLEHa | BKOpOUYeHa Yepes Hefo-
CTaTHE KpoBomnocTayaHHs — arpodois [2, 3].

Moxe ypaxatucss 06/My4ss — KOCOOKICTb, riaykoma,
KaTapakTa, Konioboma. HacTto NoeaHYETLCA 3 YPOKEHHAM Cyr-
No6iB, aHrioMaTo30M BHYTPILLUHIX OpraHiB, CTaTeBUX OpraHis,
BapVIKO30M siereHeBuX BeH. MOX/11Bi po3ymoBa BifCTanicTb,
CYAOMHWIA cuHapom [4, 5].

Mig HawwymM cnoctepexeHHsaM nepebysas xsonyuk I1.
BiKOM 16 pokiB. Tpy poKM TOMY Ha npaBOMy nepeansiivdi
BVIHMK/1A YepBOHa M/IAMKa, AKa LLBUAKO 36i/bLlyBanacs, 3a-
XOMNWBLLIX BCe NepeAnivys, rnjieye, 30BHiLLHI0 YaCTUHY LI
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Ta rpyAHoi KNiTkn. Tpy poku ToMy 6yB OrepoBaHnii 3 NPUBOAY
nepenomy cepegHboi TPETUHM MIBOrO neyva. HacTynHi poku
XapakTepusyBasimcs nepesioMamMm KiCTOK NiBOro nepeansiiy-
us1, 3OiCHIOBaUINCS 3aKpuTa peno3uLis nepesoMis, guikcais
rincCoBMMY NOB’A3KaMU.

Mpw ornsAi BUSIBNEHO MACVBHWI XXEBPIKOYMNIA HEBYC, SKUIA
3ax0nuB yce NiBe nepeansiyys, njaeye, 30BHILLHIO YaCTUHY
LKi, GOKOBY MOBEPXHIO BEPXHLOT YACTUHW FPYAHOI KITKW.
CyamHHI NAsiMK pi3HOT hopMK Ta HEOAHOPIAHOMO 3a6apB-
NEHHS, NepeBaXKHO YEPBOHOTO KO/Ibopy. MicLsaMM MasieHbKi
USATKU BUMMHAKOTb Ha, NOBEepXHeto wWkipn Ao 1 mm (doTo 1).
[MOTOBLLEHHS | MOAOBXEHHST 060X pyK He BusiBNeHo. LUkipa
NiBOI PyKn HOpMasibHa.

Ha cepii peHTreHorpam niBoro njaeya Ta nepegnaivyys
MalTb MiCLe TOTa/lbHUIn OCTEONOPO3 KICTOK, CTOHLLEHHS
KOPTUKa/IbHOTIO LWapy, KICTO3Ha natosioriyHa nepebygosa. B
HWXKHIA YyacTuHi MeTadhisza naeya — cTpiukonogibHa narosno-
riyHa nepebyaoBa KiCTKM, OCTEONOPO3.

Mpwn Y3/, opraHiB 4epeBHOT MOPOXHNHW NATO/OTi HE BU-
siBneHo. Mpu MPT rosIoBHOrO MO3Ky B MiHEasTbHIl AinsHLi,
B MpoekuUil enichiza, BU3Ha4YaeTbCA KiCTO3HMIA yTBIp (10x11x
8 MM), po3TalloBaHuii BNPUTYN 4O NAACTUHKMA YOTUPLOX-
rop6GKOBOro TiNla, 6e3 03HaK KOMMPECIi.

[JiarHoctoBaHo: pakomaros, rinepTpoiyHa remaHrio-
ekTazis. CuHgpom Kninnens — TpeHoHa — Bebepa. Kicta
LWMWKOMOoAi6HOT 3a/1031. 3POLLEHI NaTOMNOriYHI nepenomm
NiBOro nseya, KiCTOK /1iBOr0 nepeansivus.

BUCHOBKW. HaBegeHwuii KNiHiYHWIA Npyikniag, nigTeep-
[PKYE OMVCaHi NPy LibOMY 3aXBOPHOBaHHI MHOXVHHI YPaXKeHHS
CYAVIH, WKipX, M'I30BOT TKAHWHK, KICTOK. [1aTonorivHi 3MiHn
rinocpisa, BUSIBNEHI B NauieHTa Npy MarHiTHO-PEe30HAaHCHIN
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