


CvHapoMm bekBuTa -BMaemMmaHHa 11pis

MmeeT vyacToTy npu poxageHum 1/12000
CuHapoM bekBuTa-BnaemaHHa — Tpuaga:
Nyno4YHasa rpbiXKa, MakpoOraoCccusa, rMraHTu3Mm;

4ACTO Mpu PoOXXAEHN OTMEYAKT MNMrNorfiKeEMmio,
BbIPa>KeHHYIO NMpegpacriosiodXeHHOCTb K pa3BUTUIO
onyxonu Bunemca. Jlvuesbie naockue
remaHrmomMbl, remmrunepriiasusa. JieyeHume
MeaAnKaMeHTO3Hoe (MMIKOKOPTUKoOuUabl) v
xumpyprudyeckoe (yaaneHue onyxonemn). Auera. lNo
BO3MOXHOCTU XXUBOTHbIE XXUPbl CreayeT
3aMEeHATb pacTuTesibHbIMUY, YyMEepeHHoe
orpaHunyeHme CcrimBOYHOIro Macna.

240-243 Beckwith—-Wiedemann syndrome.
[Large tongue with open mouth. Infra-orbital
isia. Hormzontal creases on the lobe (arrow)
ir together with small, punched-out pits
d the helix (arrow)

calures Accelerated growth and osscous

omphalocele organomegaly, dia

ventration pancreatic islet  cell
leading to hypoglycaemia
Mostiy \P“i-“’h but occasional

CS descrnoea



« CnHapoM HacnegyeTcs ayTOCOMHO-AOMUHAHTHO.

* Y HEKOTOPLIX OOSbHbIX 3aboneBaHne 00YyCNOBIEHO XPOMOCOMHON
naTonorneu - geneunen, aynnukaumen nnu TpaHcnokaumen
bornesHb 0gMHaKoBO YacTO BCTPeYaeTCcH Yy Manb4nKoB 1 JEBOYEK.



bonbluas macca Tena npu poxgeHun (bosee 5 Kr).

ACMMMETPUYHOCTb Tena unm remurmnepnnasusa (korga ogHa CTopoHa
Terna unu YacTb OHOM CTOPOHbI Tena bonbLie, Yem apyras).

YBENuMYeHHbIN A3bIK (Makpornoccus).

Hn3Kknn ypoBeHb caxapa/rmnoKo3bl B KPOBU (TMNOrNnMKeMunsi) B nepuon
NosIBNEHNA Ha CBET MNaaeHLua U nHorga AnuTernibHaa rmnornuke Mus
(BCneacrTeue rmnepuHCcynmHmn3mal).

LOedekTbl OpOLWHON CTEHKU (HANPUMEP, MyNnoYHas rpbiXka unu
omdanouene, Korga KUWeYHWK 1 MHoraa aApyrue opraHbl OproLLHON
NONOCTU BbICTYMarT N3 OPIOLLHOW CTEHKN U OKa3bIBAKOTCA “HapyKy”).

YBenn4yeHHble OpIoLLHbIE OpraHbl: NOYKKU, NeYeHb 1 NoAXKenyao4YHas
Xereaa.

AMKN nnn cknagkyu Ha MOYKe yxa UInm 3a YXom.

Po3oBble nnu oruoneToBbie NSATHA Ha NULE (Kak npaBuna B obnactu nba
N 3a ywamm)).



CcllydaeB COXPaHHbIN.




* B cnyyae, korga 3aborneBaHme BblpaXXeHO HE OCTPO,
CBOEBpEeMEHHO Oblna okasaHa KBanmdpunumnpoBaHHas NOMOLLb
Bpayeun 1 OOMMKHbIN yXO[, - MPOrHo3 BrnosHe brnaronpuateHd. Co
BpeEMEHEM HEODLIYHbIW POCT N pas3BUTUE 3amMeanideTcs
ecTeCTBeHHbIM 00pa3om, pa3mMep Tena v ero NponopLmn NPUXoaaT
B HOpMY



OCTOSIHHbIN KOHTPOSb Had, 340POBLEM PeEDEHKA.
HabntogeHne 3a cogepXaHmem B KpOBM KarbLMs U caxapa.

HasHauyeHne XMpyprmyeckoro BMeLLaTenbCTBa C Lerbio
KOppPEeKLMW.

Oka3aHune nomMmoLLu optonedga n NMMYHOJ10ra.










