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ITPIKA3 HOBOPOLEHYETA CA XEMVMET ATEHIHE®PAINNJOM
Y CKJIOITY KIIUITE/I-TPEHOHE-BEBEPOBOI' CMHIPOMA

Cno6oman OBPAIIOBUR, bupana BYJIETU'R, Auhenka CTOJKOBMR-AHBEJIKOBUR,
3opan UTPYTVMHOBU'h

Knuuuka 3a negujarpujy, Knnandko-6omanyukn nenrap ,Kparyjesary’, Kparyjesar

KPATAK CALIPXKAJ

Knunen-TpeHoHe—Bebepos (Klippel-Trenaunay-Weber) cunapom (KTW) je peTka dakomaTo3a uwja Cy raBHa obenexja: KyTaHu
aHrMoMY (BaCKyNapHW HeBYCK), BAPUKO3He BEHE (apTepro-BeHCKe GUCTYNE) 1 xeMuxnnepTpoduja KOCTU]Y 1 Meknx TK1Ba. [prka-
3an1 cmMo HosopoheHuye ca KTW CMHAPOMOM, KOjU je AnjarHOCTUKOBAH NPBYX AaHa MO pohetby Ha OCHOBY TUMMYHIX BACKYIaPHNX
HeByCa Mo KOXM TPYMa 1 eKCTpemmnTeTa, y3 XunepTpodujy nese nonosmHe Tena. locebHy 0cobeHoCT KoA Haller 6onecHrKa YnHW-
a je NpUAPYKeHa xemnmeraneHLedanvja ca TeMnopanHUmM XxeMaHr MoMoM, KOja je NoTBpHeHa HeypopaavoNoLWKMM NPerneLom.
PasmoTpeHe cy Mepe Hajrnefarba JeTeTa, Kao 1 CTUMYMALMOHW 1 Tepaniujcki NoCTynum.

KrbyuHe peuu: Knunen-TpeHoHe—Bebepos cuHapom, xemumeraneHuedanuja

YBO[I

Bonect cy npsu nyT omucanu 1900. rognHe ppaHIy-
cku nexapu Mopuc Knunen (Maurice Klippel), @unun
Tpenoune (Phillip Trenaunay) n 6pUTAHCKYM HEYpPOIOT
[Tapkc Bebep (Parkes Weber).

Knunen-Tpenone-Bebepos (Klippel-Trenaunay-We-
ber) cunppom (KTW) je perka paxomarosa Helo3Hare
eTIOJIOTHje, IPOMEH/bMBE eKCIIpecuje M TUCKYTabuI-
He narojoruje. TUNMYHM 3HALM CY: KYTaHM aHTMOMU
(Backy/mapHU HeBYCH), BApPUKO3HEe BeHe (apTepuo-BeH-
cke ¢uCcTyIe) ¥ XeMUXUIEPTPOPMja KOCTIU]y U MEKUX
tkuBa. OBaj cuHPOM MOXe ce MaHM(peCcTOBaTU U KPO3
dpycrane popme (aHeBUHOPMHY THII, OCTEOXUIIEPTPO-
GUYHM TUII M aBapMKO3HM TUII) U YKPIITEHe JUCOLY-
paHe ¢popMe (xuneprpoduja 1 BAPUKCK Ha jeTHOj U aH-
TVIOM Ha JIPYToj CTPaHM, apTepHo-BeHCKe QUCTYIIe, aHe-
ypu3Me, XUIIOIIa3uja IPBOT pedpa, MHKOHTUHEHIIMja
[IMTMEHTA).

Kapa je ped o marorenesu, IpeTIIOCTABKa je /ia je Haj-
BepoBaTHUje y IMUTalby IpuMapHu nopemehaj cumma-
TUYKMX TAHIINja WIM NHTePMERNONaTePayHOT TPaKTa
(tractus intermediolateralis), 36or yera nsocraje o6paso-
Barbe CUMIIATHYKMX hennja 3 Kojux nponsnnase Ba3o-
MoTopHM 1myTeBu. OBO y3pOKYje alasujy KpBHUX CyJiO-
Ba Ha neprepuju u XunepTpodujy MEeKMx TKMBa U KO-
crujy. Knuanuxu ¢peHoTnnosu ce mehycobHo pasmuky-
jy 1o cBojcTBeHMM MandopMalujaMa (3a Taj heHoTHI),
Q1M OHO IIITO VM je 3aje[JHUYKO jecTe Me300/IaCTHO Iope-
KJIO HeHOPMaJTHOCTH, IITO II0fpa3yMeBa aHIMOOmacTIy-
He, uMdobmacTiaHe u ocreobmacTuaHe 03e [1].

Ernornoruky ce pasmarpa MHMEKTUBHI aTreHC KOju fie-
JIyje y eMOpMOHATHOM [IePMOLY, MaJia MMa U II0faTaKa O
¢dbamunujaproj nojasu KTW cunppoma [2]. Moryhe je
YPajuTH IPEeHATYCHY YATPa3BydHY AMjaTHOCTUKY KOJ
(damuujapHe mojaBe 0BOT CUHApOMA [3].

ITPMKA3 BOJIECHUKA

[Tpukasyjemo HOBOpobeHdYe Koje je 611710 TedeHo Ha
Opememy HeoHaTonoruje Knmuuke sa negujarpujy y
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Kparyjesiy, a Kofi Kojer Cy ce, ipeMa CBUM acIeKTUMa,
jasue ognmuke KTW cunppoma.

[TepunarycHa anamuesa: TpysHoha je 6muma mecera
1o peny (rpehu nopobaj y3 cegam crionranux nobavaja
Off APYTOT [I0 IIETOT Mecella), OfpyKaBaHa 300T KpBaB/be-
ma y Tpehem Meceny. ITopobaj je ussenen npupogHumM
myTeMy TepMuHy (40. Henerba recTanuje); Apgar 8. Tene-
CHa Maca Ha pobemy 61na je 2950 g, TenecHa my>KuHa 52
cm, a 06uM riaase 33 cm. Pognrersy cy Herupanu ypobe-
He TejleCHe MaHe YUIY CIMYHe IIPOMeHe Y IOPOJVIIN.

[Tpernenom HOBOpObheHUeTa younsa ce acuMeTpuja
Tejla ca JIEeBOCTPAHOM XMIepTpodujoM: I7aBa je buma
rarronedanndHa, e ca ysehanum nesum obpasom
U JIEBOM CTPaHOM [IOIbe BUJINLE, YIIHE IIKO/bKe C/1abo
mopenupatne (Crnuka 1). Ha koxxu 7eBe pyke youdmin cy
ce nevus flameus, a Ha 71€BOj HO31 Be/IMKa TAMHOBYOM-
JacTa [IPOMeHa TUIIa KaBePHO3HOT XeMaHToMa. Xuiep-
Tpoduja je 6ura u3parkeHa Marbe Ha JI€BOj PYLiH, @ BU-
1lle Ha JIeBOj HO3M, Y3 cuHpakTunnjy II-III mpcra Ha obe
Hore. Hanas cpia, mnyha un abgomena je 610 HopmasaH.

Heypornomku Hanas: JOMMHUpPAJIA je TeHepann30Ba-
Ha XUIIOTOHNja, @ IPUMUTHUBHM pedriekcu cy ce cmabo
nsasusamn. Huje 6110 acuMeTpuje Ha HEYPOIOMIKOM
Hasnasy. Tpeher fana 60opaBka y 601HuUIN jaBuIe Cy ce
MynTI(OKYCHE KTIOHNYHe KOHBYII3Mje, KOje Cy KyIupa-
He penobapbuToHOM (phenobarbiton).

CJIUKA 1. AcumeTpuja Tena (nocebHo nu1ua).
FIGURE1. Asymmetry of the body (especially of the face).
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Ha neypoconorpadckom Hamasy yodeHo je aa je meBa
xemucdepa mmpa 3a oko 50 I0CTo off iecHe, 1eBa 604Ha
KOMOpa ILINpa, a IecHa KonabupaHa (XOPUOUIHY IIIeK-
CyC JilecHe KOMOpe BOTYMIHO3HM]jM); CYKYCH JIeBe TI0-
noBMHe Mo3ra 6uy ¢y ny6/pu. Ha 1eBoj crpanu temio-
PaJIHO Ce youMIa XUIepexoreHa Tpoyriacra GopMalm-
ja ca xuBaxHuM nynsauujama. OHa ce mpocrupana of
MOX/JaHUIIE U 3a/1a3ua je y Cy/nKyce uHcyne. Ilpomena
je 6uta BacKy/IapHOT IOpeK/Ia ¥ Hajsuie je mopcehana
Ha XEMaHTIOM.

Hanas xommjyrepusoBane tomorpacduje je moTsp-
IMO fa mocToju HecpasMepa xemucdepa — mesa je seha
y3 epexar mMace. Y Mam0j, eCHOj, xeMucepu yodeHa je
XUIIOfleH3HA 30Ha y Impefieny Oerre Mace (McXeMMja MIn
IeMMjennHM3anmja). Aprepuja uepe6pu Mefuja ¢ 1eBe
CTpaHe OuJIa je HEHOPMa/THO IIOCTaB/beHa U NMPOLINpe-
Ha. Y gunatupanoj CUIBMjyCOBOj jaMu C JieBe CTpaHe
BIJIEO Ce CIIET KPBHUX CY/IOBa KOju ce Ipobujajy Ka
yHyTpammocTu uHcyne. Heypopaguonomku Hamas je
yKasao fia Cy ce KOJ, ieTeTa jaBU/IM XeMuMeraneHeda-
7NMja c IeBe CTpaHe i MEHVHTHY XeMaHTMOM y TEMIIOpaJl-
HOM pernony, takobe ¢ nese crpane (Cnnka 2).

CJINKA 2. KomnjyTeprzoBaHa ToMorpaduja: xemvmeraneHuedanuja u
TEMMOPANHM XeMaHTMOM.
FIGURE 2. Computerized tomography: hemimegalencephaly and
temporal haemangioma.

Haxkon KoHCcynTanmja ca medjuM HeEypoIoroM, Jep-
MaTOBEHEPOIOTOM, NMIACTUYHUM XMPYProM, BacKynap-
HUM XUPYPrOM, OTOPMHO/IAPUHTOJIOTOM X CTOMATOJIO-
I'OM, KOH3M/IMjyM JIEKapa je OfIy4uo fa ce JeTe Hafr/ie-
7la 1 TI0 OTPpebu TIpeffy3Me KOPEKTUBHO Jieuerhe Aedop-
MUTETA.

IOUCKYCUJA

ITpukasaHo je HOBOpobheHUYe ¢ peTKUM HeypOKyTa-
HIM CHHJIpPOMOM, KOjI je IMjarHOCTMKOBAH IPBUX Jja-
Ha 110 pobery Ha OCHOBY TMNMYHUX BAaCKy/TapHUX He-
ByCa 110 KOXXU TPYIIa M eKCTPEMUTET], Y3 XUIEePTPodu-
jy /eBe TONIOBMHE Tejla. Y JTUTEPaTypu Ce Kao OfJINKe
KTW cunpgpoma IoMMIbY KOHT€HUTa/IHI, paBHI, jeJHO-
CTpaHM aHTMOM, IIPETEXKHO HOTY, a Takohe nmopemeha-
ju TpoduKe, T3B. NUXTUO3M(POPMHE ePMATO3€ U ITIOpeMe-
haj sHojema. OBe mpoMeHe, Kao 1 TOKa/IN30BaAHE Bapu-
KO3He BeHeKTaslje HICY youeHe KOJ Haller 00lIecHNKa,

anu oHe OUBAjy CBe U3paKeHNje KaKo AeTe pacre. Tako-
be, y nureparypu ce, y3 xuneprpodujy saxsahenux ymo-
Ba, MOMUIBY U lepopmanje KOCTHjy u 3r1060Ba, IITO je
YO4eHO 1 KOf, Haller 60/mecHnKa Kao fepoOpMmTeT ieBe
HOJIOBMHE [JOIbe BUJINLIE M 000CTpaHe CMHAAKTIIN]E IIp-
CTUjy Ha HOTaMa.

ITocebuy ocobeHOCT Haller 6ONMeCHMKA YMHY MPU-
Ipy>XKeHa XeMMMeTaneH1edanija, Koja ce OMuUCyje Kao
perxa npateha mana KTW cunppoma [4, 5]. Ona je mo-
CJIefUIla UICTOCTPaHe BaCKy/IapHe aHOMaJIlje, IPU 4eMy
ce 7ieBa xeMucdepa 60/be cHabfeBa KPB/bY U XUIIEPTPO-
¢uiue [6]. IToBehame 3anpemnne jegue xemucdepe mo-
BOZIM JIO CMHIPOMa Mace, IPUTUCKA Ha JPYTy, KOja MHa-
4e rMa Cr1abujy nepdysujy, IITo ZOMPUHOCH HEHOj UCXe-
MM ¥ JeTMMUYHOj aTpoduju. Y audepeHujamHoj fu-
jarHocTuiy XeMumeraneHnedanuje rpebano 6u pasmo-
TpuTHU U MOryhu KOHT€HUTATHU BaCKy/IapHY UHCYIIT y
jemHOj xeMucdepu ca nocaefuIHOM aTpodujoM [7], kao
U IIPOTeyC CUHAPOM [8], emuepManHu HEBYC CUH/IPOM
[9] utn.

Y ma/peM HaAT/Ieay AeTeTa MOoCeOHO je BaXKHa Ipa-
BOBpeMeHa KOpeKIjija BUInIa 360r AeHTUIMje U MOTy-
hux npo6nema pectpannoHor cucrema [10]. IIpenopy-
YeHO je CTUMYIAlMOHO XaOMINTAIOHO JIedebe 360r
XUIIOTOHMje U 04eKMBAHOT [UCXapMOHUYHOT pa3Boja. ¥
tpehem Meceny je ypabhera maraeTHa pe3oHaHIUja €HTO-
KpaHMjyMa, alIy Ha Ha/lasy HUCY yodeHe mpomeHe. VH-
TpaKpaHUjaTHU BaCKy/IapHU MHCY/IT IIPEACTaB/ba CTa/l-
HY IpeTHY, Al je, IpeMa MUIIbemhy HeYpOXUPYpra,
[IpeBEHTMBHA OIepallyja BeoMa pUsUYIHa.

Y nureparypu uMa foKasa o MOBOBHOM e(eKTy Xe-
mucdepekToMuje KOf Ba IeTeTa ¢ XeMuMeraseHeda-
JIMjOM ¥ pe3NCTEeHTHUM KOHBYy/I3Mjama [11], Maja Haiun
00/IeCHNK Hje MMa0 KOHBY/I3MBHE Kpl3e.

3AK/bYHYAK

IMpukazanu cmo 6onecunka ca KTW cuHapoMoM Ko-
jU je [MjarHOCTMKOBAH IIPBMX JaHa IO pohersy Ha OCHO-
BY TUIMYHUX BacKy/IapHMX HeByca IO KOXMU TPyNa u
eKCTpeMUTETa, Kao M XunepTpoduju jiee MONIOBIHE Te-
na. IToce6Hy 0COOEHOCT Halller c/Ty4aja YMHIIA je IpU-
Lpy>KeHa XeMMMeraneHedannja ca TeMIIOPaTHUM Xe-
MaHTOMOM, IITO je MOTBPeHo HeypopasuomomKIM
ucnuTUBamKUMa. VcTakIu cMO MYITUAVCIUIUIMHAPHU
IPUCTYN y PaHOj AMjaTHOCTUIU Y JIeUEHY OBe peTKe da-
KOMarose.
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REPORT OF A NEWBORN WITH HEMIMEGALENCEPHALY IN ASSOCIATION
WITH KLIPPEL-TRENAUNAY-WEBER SYNDROME

Slobodan OBRADOVIC', Biljana VULETIC?, Andelka STOJKOVIC-ANDELKOVIC3, Zoran IGRUTINOVIC*
Pediatric Clinic, Clinical Hospital Centre, Kragujevac

ABSTRACT

Klippel-Trenaunay-Weber syndrome (KTW) is a rare pha-
comatosis whose main characteristics are: cutaneous angi-
omas (vascular nevi), varicose veins (arteriovenous fistulae)
and hemihypertrophy of bones and soft tissues. This is a case
report of KTW syndrome which was diagnosed in the first days
of life on the basis of characteristic vascular nevi on the skin of
the trunk and extremities in addition to hypertrophy of the left
part of the body. Neuroradiologically verified hemimegalen-
cephaly associated with temporal hemangioma represents a
special particularity in our case. Measures of monitoring the

child as well as stimulating and therapeutic actions were the
issues of discussion.

Key words: Klippel-Trenaunay-Weber syndrome, hemimega-
lencephaly
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