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ABSTRACT

Gordova-Muratovska, A., Seraflimov, V., Spirovski, Z. (1981):
Three cases of Willi Pnlkl Lnblnnll sindrome in suckler babi-
es. God. zb. Med. fak. Skopje. 27: Suppl. |: 44-45 [Macedo-

nian]. ;
(Tle Pediatric Clinic. Faculty of Medicine, University Center
of Medical Sciences, Skopje, Jugoslavia).

Authors present three cases of Willi Prader Labhardt
syndroma whose cardinal symptoms are: psichomotor retarda-
tion. proportional obesity. hypogenitatism, 4 small bifrontal
circumference. carp-like
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There is a poor prognosis, due to cardiopulmonary failu-
re.

Index Terms: Willi Prader Labhardt sindrome.

Willi, Prader i Lahhard| ao 1956 romna 3a npenat
onulyBaaT Kaj Jeser KIMHIHKH
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Hpecranenn ce 3 caysan wa Willi Prader Labhardt ciri-
ApOMOT, Mt CHyITOMK ce: [lenxovaTopua perap-tatiija,
HPONOPILIONAIEN OGCHTAC, XHTIOTEHI TAMIN, Mata ity
poRTEINR PRy Mdepentia, YCTa KaKo uiapan.

Fa Bpeve Ha OPCNZHOCTIL \AJKITE MYRCTRYRLIC C
HITpay [epHI BIKEIA, W CIADO MTaveibe it
1IOPOTYHAIET0, KAKO 1 OTCACTRO HA MiITEpec
Mia 05 IPOTHOA 1 RO KON Kap:to-1
Gocr
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Koy 360posi: Willi Prader Labhardt ciapos.

sanudecTaunn, Kou Bo cuojam cne|n|¢uxn YHHAT eleH
EAMHCTBEH CHHAPOM 33 KOj € HajKapakTepuCTHYHO:
NCHXOMOTOPHA peTapaaunja, 0be3nTac, onuITa Xumno-
TOHM]A HA MYCKY.IATypaTa, XHIIOTEHHTANINIAM €O XHIO-
FOHAM3AN BO HeoMaTaamuor nephoix. 1961 roumma
HCTHTE 4BTOPH ONNIIYBAAT YWITE WIECT Caydan KO
[IHIATAaT KON OBOj CHHAPOM, OOPHYBAIKH MPH T0A
BHINMARKE Ha 1njabeTOT KOj Ce pa3BuBA Kaj UCTHTE BO
NOONHEKRHIOT pa3roj. /1o cera ce onuiann Bo Cuet-
ckara wTepaiypa okoy 170 cayuan Ko o cwoite
KAWHHIKH MaHHDECTAIN NPANAfaal KOH OBOj CHii-
apom.

Mopa 1a ce kixe /1eka He OCTON KAMHIMKI CHA-
NTOM NATOrHOMUYEH 3a CHHAPOMOT, TaKa Aa mpH Tpe-
THPaIbE Ha NPOGIEMOT i HEFOBOTO CBPCTYBAHE BO 0BOj
CHTHTET Ce KOPHCTCHH KapIWHAIHMTE 3HAIGI KOM Ce
ONWIIAKK BO OPIMHATHHTE 3ANUCH 01 ABTOpHTE.

Bo kminiukata npakca na Kannukarta 3a aeTcku
Bosectn npn Meanuuncknor gakynrer so Ckonje
aocera ce 3abenexeny asa caytaja Ha OBOj CHHAPOM
/10/1€Ka TPETHOT KOj NMPECTOjyBamie Ha KIHHHKATA BO
viecein ziekenspi 1979 roAwia Gewie i ANPEKTEH MOROL
3a 0B0j Tpyl Tpyaor ro usHecypave TabenapHo
NOPA/UN NOJIECHO ClEeHE.

Fa HawWMoT Cay4a) € THIMYHA CPEAHa BO3PACT Ha
po/INTENTe, 10/1eK Kaj CilyuajoT Op. | ce Maaam poan-
Tean, a 6p.2 Boipacu. (tadesa 6p.1)

Kaj asava nosospacui Gpausn napa ce paGotu 3a
B10pa OpeIeHOCT, J101eKa Ka] MIaanoT Opaven nap 3a
npBa. ANAMECCTHMKH CitTe TPH Majkii Wjaniie jexa
107107 WAAN 10CTAGH WiTpAYTepiHi ABhKema. Kaj
HaUOT cAaywaj u cayuajor 6p. | ce pabotit 3a nnp-
MAJHO NOPO/YBAe CO [1ABHYHA NpeleHTaunja Ha
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11710107, 1041€Ka Kaj cayuajor 6p. 2 ¢ waspiiena S. C. 3a
CHTE TPH J€ia € KAPAKTEPHCTHYEH NCHXOMOTOPHIOT
3a0CTaToK. MCXpanaTa Kaj Ciie TP € HCKAYHBO CO
Zl0etbe, HO M NOKPaj TOa jeuara ce HIBOHpeHo 6pio
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Tabena 2

Vabean- baze-
Caywaj AG1ovMen  Kaawa xep- E:'?f“:“;'\"‘ Mecti
Hhja ¢ oui
3 Haawwso  Ma Momason +
Ha Topake HopMaTa
2 Haawuso  [osema Movanoa +
Ha TOpaKe HopMana
I Hagnuso  Fonema Momanon +
Ha Topaxc HOpMana
Vera na Xunorennta- pyo oo
wapan wiam
+ ¥ Exitus letalis
Kapanopecnipatopha uucyduun-
enumja
¥ + Exitus letalis
Kapanopecnuparopha nreydiiin-
enunja
+ * Exitus letalis

Kapanosackyiapha uicydmue
wija

nebenene. Cute 3annaxane BeaHall O ParabeTo U He
Gue uMjaHOTHYH 0 /I0eHeUKHOT NepHoa MajkhTe
3abenexae Aeka feuata ¢1abo niavaT i ce HeakTHBHH
 HesaunTepecnpany. Ce paboTH 3a 18e KEHCKH 1 €1HO
mawko aete. Cayuante 3 u 2 ce JOHECEHN HA KIMHUKA
110pajii KOHBY/I3UBHI NPHCTANN KOH aHAMHECTHYKH Ce
NPHCATHH YITE BO HAJPAHATA J0EHEYKA BOIPACT, (eb-
PHIHK €O 3HAUA HA NPHOPATHA UKJAHO3A M- TEWIKO
Auuere. O CTaTycoT — NPONopUHoHanHa obesnrac co
AuCTPHOYUHja HA MACHOTO TKHBO BO cuTe perni. Hesa-
WHTEPECHPAHH Ce C/IABO NAAYaT i IABIENAAT NACHBHA
nonmk()a 80 KpeBeTOT. TPETHOT MAUMENT T.¢. CAyHajoT

| 01 KEHCKH NOJ O HOCAT POATEIMTE NOPAIH
066')M|H4Td coctojba, eHa OmuTa HeaKTHBHOCT W
HE3AMHTEPECHPAHOCT NpociieneHa co ¢ib naay, u 1oa
Ha €AHO Meceuna Bo3pact. Ol CTaTyCoT ~ Kaj TpuTe ce
NPUCATHI CAYHI KAHHHYKH 3HALN 1 TOA aB0MEH HA

Comka 3

Canka 4

HHBO HA TOPAKC, YMOHAMKANHA XEPHH]
poHTa’eH obev 071 Hopvaia, Gaievecti o, ycTa Ha
wapa, (caika 6p. 3) xenorenntanmnsam (cjuka 6p. 4).
Kaj cute Tpu aeua e npucyres 06e3MTOT KOj 1aBa eaen
Gu3apen acnexT Ha JETCKOTO Te10 HACMPOTH Koe ce
HAOFAAT HECPAIMEPHO MATHTE WAKH W cTonan. Chre
aeua ce CKJIOHW KOH 4eCTH pecnupatopuin wHdeximn,
110pa; craGaTa 016paGena MoK Ha OpraHMIMOT Koja
1UTO HE € Pe3y.1TaT Ha HeA0CTaToOK Ha 0a6pambenn ene-
MEHTH TyKY Ha OD€3MTOT M ONILITATA HEAKTHBHOCT Ha
seuara. (Kpsnata canka e B. 0.) Hanpasennot kapmo-
TH NOK&KYBA HOpVACH opoj Ha XpoMolomm Ges
KakBu W 1a e
vaTypaitmja Ges gokani mpumra ITT e siectio uja-
Gerorena. (rabesa 6p. 1) Cite Tpi Aeua 3aspurysaat
€O er3UTYC JETATNC CO CIIMKA HA KAPAHOPECTIHPaTOpHa
nncyduunenimja (taéena 6p. 2) IITO € i NOTBPAEHO HA
obaykumja.

[Mpukaxanu ce Tpu cy4aja Ha neua o/ a0eHevka
BO3PACT KOM MOKAKyBAaT KIMHHYKA CAWKA HA €1eH
emucTBeH cHHApoM. Kaj onuuaniTe eua nioiosite
JIBHACHA 3a4 BPEME HA recTauMjata Majkute ru MyB-
cTBypaat cnabo. INo pafamero 3a cure e Kapakrephc-
THYHA W3PAINTA XWNOTOHWjA, THE CE NACHBHH HE
HMCTIOJIHYBAAT AKTHBHM JIBIKEHbA, MLTAMAT COCEMA PETKO
W co ciab rac. LIMuameTo Kaj CHTe € YPEAHO 1 cHTe
HMmaaT 106ap aneru.

Kaj cute e saGenewano iebencee ywre on
NPBHOT Mecel, €O NPONOPUHOHATHO PACHOPEIeHO
MAcHO TKHBO. Maiii maKn 1 CTanana Kou ce BO auc-
nponopimja co ekcrpemuterute. Kaj cure e npucatio
FCHXOMOTOPHO 3a0CTanyBarbe. TpiTe MMaat cimen
acnext co Man GUPPOHTATEH 0BeM, BaeMeCTH UM, it
yera na wapan. [TT xpusata e jecio aujaberorena.
JIBeTe KeHCKH KAKO I MALIKOTO NOKAXYBAAT HOPMATEH
KapioTin. Kaj ABeTe Ce npucaTHi KOHBYJI3MBHN NpH-

crany. 3aeAHNIKHOT KJIMHHYKH H3TJIea W NPUCAacTBOTO
Ha roesi 6poj 01 KAPAKTEPHCTHKWTE OMMILAHN 01
aptopute Willi,Prader i Labhardt napeaysaar na dak-
TOT jieKa OBHE CllyMan NpHNaraaT Ha OBOj CHHAPOM.
Creunduyno e 3a cuTe WITO C¢ jaByBaaT BO NpBUTE
Meceln Ha KHBOTOT 1 3a KA1 MHOTY PAHO 3aBpiyBaaT
€O @I3INTYC JIETANNC HAJHECTO MPHYHHET 01 TelIKH pec-
IHPATOPHM MHGEKILIH KOH NOPAN ONUITA MYCKY/HA
XHTIOTOHMA TEIIKO Ce JIeKyBaaT,
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