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Abstract: The International Society for the Study of Vascular Anomalies (ISSVA) classifies vascular anomalies
into two major groups: vascular tumors and vascular malformations. Most vascular tumors are hemangiomas,
representing benign vascular proliferations. Vascular malformations, on the other hand, are divided into two major
categories. The first includes simple lymphatic, venous, capillary malformations and their combinations, while the
second comprises vascular malformations associated with specific syndromes. These conditions are extremely rare
and require highly individualized therapeutic approaches. This study presents children with rare syndromes
associated with vascular anomalies who were treated at the University Clinic for Pediatric Surgery in the period
2019-2025, including Sturge—Weber syndrome, Proteus syndrome, Coffin—Siris syndrome, FAVA syndrome, and
Klippel-Trenaunay syndrome. Advanced imaging techniques were utilized to characterize the extent and
hemodynamic characteristics of each lesion. The therapeutic focus was directed primarily on the vascular anomaly.
Treatment modalities varied among patients and included surgical intervention, conservative management,
sclerotherapy, combined approaches, and expectative management. Results showed satisfactory outcomes regarding
the vascular anomaly, with regression of up to 90%. This resulted in reduced expected complications and improved
quality of life, supported by measures such as oral analgesic and/or anticoagulant therapy, compression, and skin-
protective care. Early intervention can significantly influence long-term outcomes in these patients.

A multidisciplinary approach is essential in managing these children, involving pediatric surgeons, specialized
pediatricians, anesthesiologists, radiologists, ophthalmologists, orthopedic surgeons, and other specialists. Such
coordinated care improves early diagnostic accuracy and supports optimized therapeutic decision-making. Detailed
long-term follow-up improves clinical assessment and supports the development of individualized treatment
strategies. The aim of this study is to present rare syndromes associated with vascular malformations, their
diagnostic challenges, and treatment specificities. Recommendations emphasize the importance of early recognition
of the syndrome, timely referral to specialized centers, and the application of modern minimally invasive techniques
whenever appropriate. Additional information highlights that the diagnostic process is complex and, in addition to
standard evaluations, often requires advanced diagnostic methods, including genetic testing, due to the clinical
variability and rarity of these conditions.
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AncrpakT: Mel'yHapoJHOTO 3ApyKeHHE 3a BacKyiaapHH aHomanuu ISSVA ru nenm BackynapHHTe aHOMaJIWUU Ha
JIBE TOTOJIEMH TPYNHW: BacKyJIapHH TyMOpPH M BacKyjJapHH Maidopmanuu. Bo rpymara Ha BacKyJlapHU TyMOpH
HajrojieM JIeJ ce XEMaHIMOMHTE Kako OGHWI'HM BacKylapHH NpOMeHH. BackymapHurte mandopmaiuu, of cBoja
cTpaHa, ce Jenar Ha JaBe norosemu rpynu. [IpBata rpyma ru omndaka enHocTaBHUTE JIMM(ATHYHH, BEHCKH,
KanwiapHu MaiadopMalMyd W HUBHM KOMOMHauuu. Bropara rpyma ru omdaka BacKylapHUTE Maj(opManuu
MIOBP3aHU CO OJIpeAeHH cuHapoMH. Mcture ce MHOTY peTkn M OGapaaT moceOeH TpeTMaH KOj € MHAWBHUIyaleH 3a
cexkoj manueHT. Bo oBoj Tpya ce mpukakaHU Jena co PeAoK CHHAPOM IOBP3aH CO BAacKylIapHU aHOMAJUH,
Tpetupann Ha KnmHukaTa 3a gercka xupypruja Bo mepuoaoT o 2019 mo 2025 romuna, BKIydyBajku Tu Sturge—
Weber sy, Proteus sy, Coffin-Siris sy, FAVA sy u Klippel-Trenaunay sy. Kaj cure marnmentn 6ea mpuMeHETH
COBPEMEHH PAAMOJIONIKA METOMM 3a MpelU3Ha MpPOICHKa Ha aHATOMCKHTE KapaKTepPHCTHKH W 00eMOT Ha
Mandpopmanujata. AKIEHTOT Ha JIEKyBame € CTaBCH Ha BacKylapHaTa aHOManuja. MeToJOT Ha JIEKyBame €
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pas3JIMueH 3a CeKOj MalMeHT U Ce COCTOM O] XUPYPIIKU TPETMaH, KOH3EPBaTUBEH TPETMaH, METO/ Ha CKJIepo3alyja,
KOMOMHHUpaH TpPETMaH M EKCIIEKTaTUBEH CTaB. Pe3ynratuTe ce 3aJ0BOJMTENIHM BO IIOIVIEA Ha BacKyJapHarTa
aHOMaiWja, IOTO 3HAYM IOCTHrHaTa perpecwja Ha uctata 10 90%. Co Toa ce MOCTHTHyBa HaMalyBame Ha
OYEKyBaHHTE KOMIUIMKAIMH U IT0J00pYBambe Ha KBAJIUTETOT HA XXMBOTOT Ha OBHE MALMEHTH (IIepopaliHa aHaJIreTCKa
W/WNIM aHTHKOAryllaHTHA Tepamnuja, OaHJaXkupame, KpeMH 3a 3aIlTHTa Ha KokaTa W 1p.). PaHata wHTEepBeHIH]ja
MOKe 3HAUUTEIHO 1 BIIHjae Ha JOJITOPOYHUOT UCXOJ Kaj OBHE IALIUCHTH.

[ToTpebeH e MyNTHANCUMIDIMHAPEH IIPHCTANl 3a JICKYBake Ha OBHE Jela, KOj C& COCTOM OJ Pa3IW4HH NpoQuiy,
BKITyYyBajKH ETCKH MPOQUIHPAHN XUPYP3H, MPOPIINPAaHN TIETHjaTPH, aHECTE3HOJIO3H, PAJNO0JIO3H, O(PTATIMOJIO3H,
opToneau W Apyru crenujanHoctd. OBOj MpUCTan OBO3MOXYBa IOCTaByBamkhe Ha paHaTa JMjarHO3a U HOAIPKYBa
JIOHECYBambE MPELH3HN TEPANEBTCKU OMJIYKH. J[eTaqHOTO cielemke Ha OBUE MAlMEeHTH OBO3MOXXYBa IOJ00pyBame
Ha KJIMHWUYKAaTa MPOLEHKa U Pa3B0j HAa MHAWBUAYAJIM3UPAaHU CTPATErHu 3a TpeTMaH. [[erma Ha OBOj TPYA € Aa TH
NIPUKake PETKUTE CHHIPOMH IOBp3aHH CO BacKyllapHH Majdopmanuy, HUBHaTa JWjarHo3a U Creru(U4HOCTa BO
nekyBawe. IIpenopakume ykajkyBaaT Ha 3Ha4Ye-eTO HA PaHO NpeNno3HaBame HA CHHAPOMOT, HaBpeMeHO
ynatryBame BO CHeHHjaJu3HPaHi HEeHTPH U MPUMEHAa HA COBPpeMeHN MHHHUMAJIHO MHBA3MBHU TEXHHKH Kaje
LITO € COOABETHO. /Jonornumennume uHgopmayuyu ynaTyBaaT AeKa AWjarHOCTHYKHOT IPOLEC € KOMIUIEKCEH U,
MOKpaj CTaHIApAHUTE HCIUTYBama, 4ecTo 0apa KOPHUCTCHE Ha HANpPEeTHU IHjaTHOCTHYKH METOIH, BKIYIYBajKH
TEHETCKH aHaJIM3H, OPAaU KIMHHYKATa BAPHjAOUIIHOCT U PETKOCTA Ha OBHE COCTOjOH.

Knyyan 300poBHM: BacKyJapHH aHOMAlHWH, CHHAPOMH, TPETMaH, MYJITHAMCUUIUIMHAPEH  MPUCTAIL.

1.BOBE]

MetyHaponHOTO 3apyKeHHe 3a BackymapHu anomanuu (ISSVA) ja yrBpmyBa coBpeMeHara kiacuukaiija Ha
Backymapaute je3uu (2018), mpaBejku jacHa pasiiKa Mery BacKylIapHH TYMOPH H BacKylapHH MaJ(opMaIiiu
(Kunimoto, Yamamoto, & Jinnin, 2022). OBaa monen0a e 3HayajHa 3a MpaBWIHA AU(EpeHIHjalHa AWjarHo3a H
n36op Ha Tepanmja. Criopen ISSVA, BackynapHuTe MandopManuy Moke 1a OMgaT eIHOCTaBHU MIIM KOMOWHHUpaHH, a
JIeNl o7l HUB Ce acouupaHu co reHeTcku cuHapoMmu kako Klippel-Trenaunay, CLOVES, Maffucci, Proteus, Sturge-
Weber u FAVA.

Wassef ja mpommpyBa kiacHduKamujaTa Ha ~ BacKyJapHH aHOMA&JIWKA BO JBC T[JaBHH TPYIH:
(1) Backynapuu mManpopmaiyu — eJHOCTaBHHU (KalWJIapHO-BEHCKH, KalWIapHO-TUM(ATHUHH, TUM(PaTHIHO-BEHCKU
U JIp.) ¥ KOMOUHUPAHH CO CUHAPOMH;

(2) BackynapHu TyMOpH — OEHUTHH, JIOKAJIHO arpeCUBHH M MAJIUTHH;

Jlujarnosata MoJke Jia ce TIOCTaBH ITPEHATAIHO WM MIOCTHATAIHO CO KJIMHUYKH TperJie/l, JJaOOpaTOPUCKH aHAIM3U U
pannononika epanyamnuja (Gupta & Mulliken, 2024). [IpenaranHo, deramHara exorpaduja 1 MarHeTHATa pe30HAHIA
oBO3MOXYyBaaT muaeHTH¢uKanuja Ha 50-65% ox mpomenure, 0coOEHO NpPH IMPUCYTEH MEKOTKHBEH OTOK, a MO
notpeda ce MpuMeHyBa W aMHHOIIeHTe3a. JlaboparopuckaTa NpoleHa TH BKJIydyBa KpBHATa CIIMKA, BOCIIAIUTEIHU
MapKepH, KoaryJlanucku napamerpu W Jl-ammepu. Pangumonomkara aujarHocTHka ce 0a3upa Ha YNTpa3ByK M
MarHeTHa pE30HaHIA Kako MeToA Ha u300p, J[07eKka OWolCHja W UUTOMYHKIHMja CE€ PETKO IOTpeOHH.
ExcrensuBHOCTa Ha Jie3ujara ce IpecMeTyBa co (hopmyIaTa: JOJDKMHA X mupuHa X qmabounHa X 0.52, 3a mpoueHka
Ha BOJIYMEHOT Ha Jie3ujara.

2. MATEPUJAJIN 1 METOIN

Bo oBaa perpocrieKTHBHA CTyAMja ce ondareHy NeT MAalUeHTH CO PETKH BACKyJapHU Y KOHTCHHUTAJIHW CHHAPOMH
(Proteus syndrome, FAVA, Coffin-Siris syndrome, Sturge-Weber syndrome, Klippel-Trenaunay cuumpom),
TPETUPAHU U CICIACHU Ha YHHUBEP3UTETCKATa KIMHUKA 3a IETCKa XUpypruja Bo nepuoot ox 2019 no 2025 roaguHa.
IMongaromure OGea noOMEHM OJ MEAWIMHCKA JOKYMEHTallMja, OIEPAaTHBHU IPOTOKOJH, paJUOJIOMIKH |
71a00paTOPUCKHU U3BEIITaH, KaKO M OJ] TATOXHUCTOJIOMIKHA HAOIH.

Jujarnosute Oea IMOTBpAEHHM NPEKy KIMHHYKA INPOILEHA, YITPa3BYK, MarHeTHa PE30HAHIA U TeHETCKH aHaJM3H.
TpeTmMaHOT Ha NalMEHTHTE CE€ CHPOBEAYBAIle MYITHANCIMIUINHAPHO, CO YIOTpeOa Ha KOH3EePBAaTHBHU, MUHUMAITHO
HMHBA3UBHU M XUPYPIIKH METOAU CIOPE] COBPEMEHHU NPOTOKOIU. ClIeAeHeTO Ha NAllUeHTUTE BKIy4yBalle PeJOBHU
KOHTPOJIH, TIPOIICHKAa Ha KJIMHUYKATa CIHKa, CIE/IEHhe Ha TePAleBTCKUOT OATOBOP M TOTIOJHUTEIHH JIHjarHOCTHYKH
HCTIUTYBamba CIope]] moTpeoda.

3. PESVIITATH / ITIPUKA3 HA CJIYYAHU

IMpuxka3 Ha cayuaj 6p.1 — Proteus Syndrome

TIpoTeyc CHHAPOM € PETKO, MO3aMYHO TEHETCKO 3a00IIyBamhe, KAPAKTEPU3UPAHO CO IIPOIPECUBEH aCUMETPHYEH PACT
Ha KOCKHTE, MEKHTE TKUBA W BACKYJIAPHUTE CTPYKTYPH, CO MPUCYCTBO Ha OEHUTHHM W MOHEKOTAIll MATMTHUA TYMOPH
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(Lindhurst, Sapp, Teer, et al., 2011). Knuanuku ce manngectupa co xuneprpoduja Ha eKCTPEMUTETUTE, TyMOPO3HHU
(opmanuu, KO>)XKHH aHOMAJIMU ¥ BacKyJIapHH MasipOopMaIyy.

IMannentka Ha 4 roAWHM, >KEHCKHM MOJ, CE jaBWJAa MOpaJyd MEKOTKMBEH OTOK BO JIECHATa INEKTOpAJHA pETHja U
akcuia, co Ooika Ipu ABMXKEHE. Bo BTOpaTa roamHa O JKMBOTOT ce 3a0enexan pacT Ha MalHOT NPCT U
MOJJIAKTHIIATA Ha IeCHATa paka. Jlujarno3ara Omia MOTBpJECHA CO TEHETCKO HCIUTYBame. [IpuMeHeT 0wt XupypIku
TpEeTMaH CO eKCIM3Mja Ha TyMOpO3HaTa (opManyja ¥ IOCTaBEHa APEHa)ka; MAaTOXHCTOJIONIKHOT HAOJ, ITOKaKall
JTUrnoMaros3a co muMmdarnaaa Manpopmanuja. [lopaan mocromepaTuBHa ceKpenyja, U3BEACHa € CKIIEpOoTepanuja co
OIICOMHUIIHH.

Bo TekoT Ha cienemeTo o1 1Be TOJMHY, ce 3a0enean NporpecuBeH pacT Ha IPCTUTE Ha pakaTa, ITO Pe3yITHPAIo
CO BTOp XMPYPLIKH 3adar 3a peayKiuja Ha TKMBOTO. [locTonepaTMBHUOT TeK O ypejaeH, IBHKEmhaTa Ha pakara
HOPMaJIM3UPAHH, a TATOXUCTOJIOIIKNOT HA0 A MOTBPAMI OEHUTHA JIUIIOMAaTO3HA IIPOMEHA.

Ipuka3 Ha ciyyaj 6p.2 — FAVA (Fibro-adipose vascular anomaly)

FAVA e perka mHTpaMycKyjJapHa BacKyllapHa Mandopmaiyja, Koja ce MaHudecTHpa co 0ONKa, OrpaHHYCHO
JBIKCH-€ M KOHTPakTypu Ha 3acerHarute Myckynu (Hori, Hirose, Aramaki Hattori, et al., 2022). Jlesuute ce
cocrojar of nHMITpaIja Ha (UOpPO-aqNITIO3HO TKMBO M BAaCKyJIApHU IPOMEHH. J(HjarHo3aTa ce MmocTaByBa IpPEKy
KIIMHUYKA IPOLICHa, YATPa3BYyK, MarHeTHa pe30HaHIa " XHMCTOIIATOJIONIKA aHann3a.
[ManmenTtka, 2 roguHY, MPBUYHO IUjarHOCTUIMpPaHa cO (HUOPOIUIIOM BP3 OCHOBA HAa XMCTONATOJIONIKH HAOA Of
orepaTuBeH Marepujan. Ilopaan HemMoOBIIEKYBame Ha Jie3WjaTa, M3BPIICH € YITPa3BydeH IpPErsies KOj ITOKaXKal
OTpaHHWYCHa, CENTHpPaHa, aHEXOreHa IPOMEHA Ha AWCTAHATa TPETHHA O MOJKOJIeHWIara. KiIMHMYKarta ciuka,
ynrpa3sykoT 1 MPT moTBpauiie nujarao3a Ha MHTpaMycKyiapHa ¢puOpo-aaumo3Ha BackynapHa aHoMandja (FAVA).
TpermaHoT OWJl MyNTHIUCUMIUIMHAPEH, CO MHUHHMMAJIHO WHBa3HMBHA CKJepoTepanuja co OjeoMuimH. Bropumor
XHMCTOMNATOJIOIIKN HAO0J| TIOKaXKall BUIUTMBO (hUOPOMACHO TKMBO CO aHTHOMAaTO3HO IIPOMEHET KPBEH CaJl, O THIIOT Ha
KaBEPHO3EH XEMaHTHOM.

Ipuka3 Ha ciyyaj 6p.3 — Coffin-Siris Syndrome

Coffin-Siris cuHIpOM € peTko TeHeTCKOo 3a00JyBame MPHCYTHO YINTE OJf parfame, CO KpaHHO(AIHjaTHH
ManpopMaIy, XUIEePTPUX03a, KPaTKH MPCTH CO OTCYCTBO WM XHUIIOIIa3Hja HA HOKTH, MYCKYJHH M KOTHUTHBHH
HapyIIyBamka, YPOTCHUTAIHM aHOMAIUM M MOXHH BackymapHn mnpomenu (Lu, Shen, Huang, et al., 2021).
Mamko zpete, 2 TOXMHHM, OMJIO YIAaTEHO MOPaaANW XEMAaHTHOM Ha CKpoTyM. KnmHuukum ce 3abenexaHM MyCKyJTHA
XHUIIEPTOHM]a, XUIEPTEIOPH3aM, OpaxUAAKTHIIN]a, KPUIITOPXU3aM U pa3BojHH nouHewma. EEI mokakan noMHUHaHTEH
anda-puTaM co HecreM(UIHN OCTPH OPaHOBH; yIATPa3BYK Ha TECTHUCHTE ITOKaXkasl HaMalleHH auMen3un, a MPT Ha
MO30KOT OTKPWJ INPOIMIMPEHH OKIHUIUTATHM POTOBHM W MapljajiHa arcHe3uja Ha KOPIyC Kajo3yM. [ 'eHeTckoTo
TeCTUpame YTBPAWIO MPUCYCTBO Ha maroreHa Bapujanta Bo ARID1B renot, Bo xerepo3urotHa ¢opma, HacraHata
de novo.

Backynapnara nesuja Ha ckporymotr (34x20 mm) Ouia TpeTHpaHa KOH3EPBAaTHBHO CO IPOIPAHOJION MacT, CO
nocrerieHa perpecuja. IlanueHToT OMi ciefeH MyJITHAMCUMIUIMHAPHO OJ NeJujatap, HEBPOJOT, IETCKU XUPYPT,
odranmoror, KapAUOJIOT, OPTOIE] U JIOTOME.

IIpuka3 Ha ciay4daj 6p.4 — Sturge—Weber cunapom

Sturge—Weber cuHHIpPOMOT € CHOpaAMYHO HEBPOKYTaHO 3a00iyBame CO KIAacHUeH TpHjac: KamwiapHa
Mandopmarja Ha Junero (port-wine stain), KarnmmIapHu BacKyJapHHA aHOMAJIHH HAa MO30OKOT M MEHHHTHTE, KaKO U
okynapaHu mpoMmernd (Solomon & Comi, 2024). JIoIOTHATETHO, MOKHHU € KOCKEHH aHOMAJIUU U XUIEepTpoduja Ha
MEKHTE TKHBA.

[Manuent, 2-rogumHO 1eTe, UMal NMPOIIUPEHN KaNWjIapHH KPBHH CaJOBH Ha JIMIETO KoM 3adakaar moBeke of
noJjoBMHa oJ juuero. [IpucyTHu Ouiie OKyJapHM NMPOMEHH M TPETXOJHO TPETHPaHH, HO CO HE3aJ0BOJHMTENCH
ucxo/. [Taumenror 0w onepupan u nopanu kpunropxusam. KoxxHara BackyiiapHa MajidopMmaiyja e MHIULIMpaHa 3a
JIACEPCKHU TPETMaH, 8 KOTHUTHBHHUOT Pa3B0oj € BO T€K Ha JOIOJIHUTEHO HCIIUTYBAbE.

Ipuxka3s Ha cayuaj 6p.5 — Klippel-Trenaunay cunapom

Klippel-Trenaunay cunapom (KTS) e peTka Bpo/ieHa BacKyJiapHa aHOMaJIHja CO KaluiapHH, BEHCKU U TIUM(MaTHIHA
MandopMaluu U BapujabuieH xunepTpoduueH pacT Ha MEKWTe TKMBa W Kockure. Kaj menm ox mamueHTHTE €
naeHTnpuKyBana comarcka wmyrtamuja Ha reHor PIK3CA (Sasaki, Ishikawa, Hatanaka, et al., 2023).
Mariko zere, 7 TOAMHY, UMall BEHCKH, TUMGATHYHN U KalIMJIApHU IPOMEHH Ha JIOJHUOT E€KCTPEMHTET, IPUAPYKEHU
co 3roseMeH o0em u Ooska. TpermMaHOT OMJI KOH3EpPBATHBEH CO AHTHKOAryJaHTHAa Tepanuja M aHaJIreTHIH, a
3ar0YHaTa € MUHMMAaJIHO HHBa3MBHA CKJIepo3alyja. TpeTMaHOT MpoJI0KyBa COTJIACHO KIMHUYKATa JMHAMUKA.
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4. TUCKYCHJA

Bo oBaa crynuja Gea ondareHu NeT NalMeHTH CO PETKH BAaCKyJIapHU M KOHT€HUTAIHH CHHAPOMH. TepaneBTCKHOT
npucTan ce Oasupaiie Ha MYJITHIMCLHUIUIMHAPEH TPETMaH, BO COIVIACHOCT CO COBPEMCHHUTE IPEIOpPaKH O
JHTEepaTypara.

Proteus Syndrome: Hammor mamueHnt co Proteus cuuapom Gelle TpeTHpaHH CO XHPYpIIKa CKCIM3Hja |
ckiiepoTepanuja co 6aeoMunuH. OBa € BO COTTIACHOCT CO COBPEMEHHTE CIIy4au IMPHKaKaHH BO JIUTEPaTypaTa, Kale
ce KOPUCTH XUPYPIIKH TPETMaH 3a JIOKAIU3UPAHH TYMOPO3HU (OPMALNH, JOJCKa 32 CHCTEMCKH WM IPOTPECHBHU
ne3un ce npumenyBa AKT wmaxumbOutop (miransertib) co mo3utmBeH TeparmeBTcku edekTt (Ours et al., 2021;
Keppler-Noreuil et al., 2020; Yin et al., 2023). HamuotT MyITHAMCUUILITMHAPEH MPUCTAI € BO COTJIACHOCT CO OBHE
NIPENopaKky, aKko Kaj HallaTa MalueHTKa He Oellle HeOIX0 Ha CUCTEMCKa Tepariyja.

FAVA (Fibro-adipose vascular anomaly): Kaj maumentkata co FAVA mnpumeHeT ¢ MHUHHMATHO HHBa3UBCH
TpeTMaH co OJCOMMIIMH, KOj ja Hamaau OOJIKaTa U OTPAHUYCHOTO JBHMXKEHe. Cropen COBpEeMEHHUTE MMyOJIMKAIIUY,
TepanujaTa co sirolimus WM MHUHMMaTHO MHBa3MBHHU METOJM, KaKO CKJIepoTepalija u Kpuoadnamnuja, ce ehukacHu
u 0e30enuu kaj nmema co FAVA (Wang et al., 2023; Li, 2023; Journal of Vascular Anomalies, 2021). Hammot
IpHCTAIl CO OJICOMHIMH € BO COTTIACHOCT CO NPEHOpPaKUTe 32 KOH3EPBATUBHO M MUHHMMAJHO MHBA3UBHO JICKYBamke
Ha 0Baa aHOMaJIHja.

Coffin-Siris Syndrome: TepamneBrckuor npucran kaj nanueHtot co Coffin—Siris cunapom Gelre KOH3EpPBaTHBEH,
co ymorpeba Ha MPONPAHOION MacT 3a BacKyJapHara jesuja. Bo nureparypara ce HaBeIdyBa JeKa TPETMaHOT €
WHAWBUIYAIU3UPaH, Haj9eCTO KOH3EPBATHBEH WIIM JIOKATHO HACOYCH, OMICjKI CHHAPOMOT OOWYHO MMa Mail Opoj Ha
BacKyJIApHU IIPOMEHU U CHCTEMCKa Tepamuja He e motpebHa (Lu et al., 2021).

Sturge-Weber Syndrome: ITamuenTtoT co Sturge—Weber cuHapoM 100M jacepcka Tepanuja 3a MOpT-BajH MakyJa,
IITO € BO COTJIACHOCT CO MpEeropavyaHuTe METOIH 3a JIOKAJTU3UpaHu BacKynapau nmpomenu (Solomon & Comi, 2024).
OBoj mpucTan ce CMeTa 3a CTaHIapJHa Tepanuja 3a KOHTpOJIa Ha KO3METHYKH ¥ (DYHKUMOHAJIHU e(eKTH Ha
CHUHJJPOMOT.

Klippel-Trenaunay Syndrome (KTS): Kaj mammentor co KTS npuMmenera ¢ KOH3epBaTHBHA Tepamdja co
AQHTHKOATryJIaHCH, aHAJTeTUIM W MUHUMAITHO MHBa3MBHA MeTona ckiepo3anuja. Cropex coBpeMeHara JHTepaTypa,
TPETMaHOT OOMYHO € KOH3EPBAaTHBECH WJIM MHHHMAaJIHO MHBAa3HBEH, a XUPYPLIKK 3adaTH ce pe3epBUpaat 3a roJieMu
wm cumrromarcku se3nn; PIK3CA Myranujata ro ofpeayBa IOTSHIH)aIOT 3a TapreTUpaHa Tepanuja BO UIHHHA
(Sasaki et al., 2023).

['eHepaiHO, TepameBTCKUTE NPUCTANM Kaj HAIIUTE IMAlMSHTH CE YCOIJIACCHH CO COBPEMEHHTE IPENOpPaKH O
JHTEpaTyparta, HarlacyBajKki BaKHOCTA Ha MYJITHIMCUUIUIMHAPEH TPETMaH, HHINBUIYaIU3UpaH H300p HA METOIH U
KOPUCTCHC HA MUHUMATTHO MHBA3UBHU TEXHUKHU KOra € MOYXKHO.

Cauka 0p.1 [Iporeyc cuuapom Cauka 0p.2 FAVA cunapom
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Cauxa 0p.3 Coffin—Siris cuaapom Ciuxa 0p.4 Sturge—Weber cunapom

-

U3Bop: J3Y Kimuuka 3a qeTcka Xupypruja W3Bop: J3Y KiuHuka 3a 1eTcka Xupypruja

Cnuxka 6p.5- Klippel-Trenaunay cunopom

WzBop: J3Y KnuHuka 3a ercka Xupypruja

5. 3AKJIYUYOK

EdextuBHOTO ynpaByBame co peTKUTE BACKyJapHH U T€HETCKH CHHIIPOMHU 0apa MyITHIUCUHUILIMHAPEH MIPUCTAN KOj
I'M KOMOWMHHMpa KOH3epBaTMBHUTE, MHHUMAJIHO WHBAa3MBHUTE W XHUPYPUIKHTE METOAW. MHamBuIyannsupaHarta
Teparnyja 0BO3MOXKYBa ONTUMAJIEH KOHTPOJEH HCXOJ, HAMATyBambe Ha CUMITOMHUTE M T0I00PYBamhe Ha KBAJIUTETOT
Ha JKUBOTOT Ha MAIMEHTUTE, NP IITO M300pPOT HA TPETMaH 3aBHUCH O]l BUJIOT HAa CHHIPOMOT, EKCTEH3UBHOCTA Ha
Jie3ujaTa U KIMHUYKATa THHAMUKA.
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