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Peztome. Cunopom Comoca xapaxmepusycmucs RpeHamanbHo0
MAKPOCOMIEI0, MUNOBUM TUYEBUM PEHOMUNOM, BENUKUMU KUCTIAMU

ma cmonamu, NOPYWeHHAM KOOpOUHayii pyxie ma npooremamu 6
HasyanHi. Onucani sunaoxu cunopomy Comoca 0eMOHCmMPYIOmb
KAIHIYHUL NOIMOPQiZM, HeOOXIOHICMb MIKCOUCYUNTTHAPHOT OYIHKU
ma Oe3nepepeHoco MOHIMOPUH2Y OAHOI NAMONO02I].

Beryn

VY neniaTpuyHii MpaKTHII, TOPSAT i3 3aTPUMKOIO0
3pOCTY, TPAIUIAIOTHCS CTaHH, Y KITIHIYHIN KapTHHI
AKX JTOMiHY€ HaJIJIUIIKOBHM 3picT. [laTomoriuni
CTaHW, SKi KIIHIYHO MPOSBISIOTECS BHUCOKUM
3pOCTOM, TEHETHUYHO I'€TEPOTreHHI Ta BKIIOYAIOTh
XPOMOCOMHI 1 TeHHI 3aXBOPIOBAaHHS.

3HaHHS TeHe3y Ta KJIiHIYHOI CHMIITOMAaTUKH
IIATOJIOT 1, III0 XapaKTepU3y€ETHCSI BUCOKUM 3POCTOM,
€ HeoOXiTHIM JIJTst 9iTKOT opieHTail B qudepeHIiiitHo-
JNIarHOCTUYHHUX aCIeKTaX OKPEMHUX HO30JIOTTYHUX
(hopmMm, pu3HAUCHH] aJeKBAaTHOTO JIKYBaHHSA Ta
€()eKTUBHOTO MEIMKO-TCHETHYHOTO KOHCYJIETYBaHHSI.
HaitycmimmHinmoro € miarHOCTHKA CIIaIKOBUX 3aXBO-
pIOBaHb, AKi MAIOTh XapaKTepHi KIiHIYHO-(DEHOTH-
moBi Mapkepu. [lo Takux 3aXxBOpIOBaHb, HacaM-
nepen, HaJexxuTs cuaapoM Cotoca.

Cunnpom Cotoca, abo cHHAPOM LepeOpaIbHOTO
riraHTU3MY, BIIEpIIE ONUCAHUNA aMEPUKaHCHKUM
nemiatpom J. Sotos B 1964 p. [6], a ocHOBHI miar-
HOCTHYHI KpuTepii, onrcani Cole Ta Hughes y 1994
pori [4], BKJIIOYAIOTh XapakTEepHUU IUIEBUU
(heHoTHII, TpEHATANEHY MaKpOCOMIIO Ta TPYIHOII Y
Hap4aHHi. Y 2002 pori BCTaHOBIEHO TallJIOHE0C-
taTHicTh TeHa NSD1 Ta nmeBHUI MyTaIliifHA# CIIEKTP
y reri NSD1 [5].

Yacrora marosorii - 1 sunamok #a 10000-14000
HOBOHAPODKEHHX. Y JITepaTypi onmucaHo OMHU3BKO
300 BumagxkiB cuaapomy [1, 6]. Cepen XBopHX 1iepe-
Ba)kaloTh XJIOMUUKH [1, 2].

3aXBOPIOBAHHS BUHUKAE TIEPEBAYKHO CIIOPAANYIHO,
OJIHAaK ONMCaH] BUMAJKH ayTOCOMHO-JOMIHAHTHOTO
ycrankyBanas [8]. CuHHIpOM TOB'S3yIOTH i3
MyTarlisiMu BcepennHi rena NSD1, mokamizoBaHoro B
cerMeHTi 5q35, mpoTe MOXKIIMBA 1 IeJIelis reHa, o
CYNPOBOMKXYETHCA OiNBII TSDKKOIO PO3yMOBOIO
BifcramicTio. ['€H KoJy€e TiCTOHOBY METHUIITPaHC-

(depasy 8 H4K20 Ta H3K36, mae Garato gyHKIio-
HaJbHO-aKTUBHUX JUISTHOK (JOMEHIB) Ta Biirpae
POJIB Y PEryIsILIii TPAHCKPHITILIT.

3axBoploBaHHs MaHiecTye 3 HapOJKCHHS:
Makporedalis B MOJOBUHU HOBOHAPOKEHUX Ta Y
BCiX AiTelt rpyaHoro Biky. CepeqHs JOBXKHWHA HOBO-
HApOKEHOI TUTUHU - 55 cM, Maca - 3900 1. [aTen-
CUBHHIA PiCT BU3HAYAETHCS BXKE B IepIni 3-4 poku
JKUTTS TATUHU MPU HOPMAJIbHINA MPOAYKIT coMa-
TOTPOTTHOTO TOPMOHY Ta 1HIIUX (PAKTOPIB POCTY
(KiHIIEBUH 3picT MaIi€HTIB BiAMOBiga€e abo Aemo
HepEeBUILY€ BEPXHIO MeXy HopMH) [6]. XapakTepHi
YepEHO-JIUIEBI TU3MOpQii: MaKpoI0Ti-Xo1edatis,
700H1 OyTpH, 0 BUCTYNAIOTh, TPy0i prUcH 00IHYYs 3
rineprenopu3mMoM, cTpadizM, aHTUMOHTOJIOTTHHH
po3pi3 oYeid, MpOTrHATHU3M, MAKPOTIIOCis Ta TOTUYHE
nigHeOiHHS, Tporpecyroua mporeHis. AHomalmii
OIIOPHO-PYXOBOI CUCTEMH IIPEICTABICHI MACHBHUMHU
KHCTSIMU Ta CTOIAaMU, Ki(hOCKOII030M Ta CHHJIAK-
TUJI€I0 cTON. 31 CTOPOHM BHYTPIIIHIX OpTaHiB -
BicuiepoMerainisi. MOKIINBI BaJil pO3BUTKY CEpIIs,
HHUPOK, LEHTPAIBHOI HEPBOBOI CHCTEMHU. Y
NOOJAMHOKUX BUMAJAKaX CIOCTEPIraloThes TPEMop,
CyIOMH Ta TOpYIICHHsS KOOpAWHAIii pYyXiB,
CHOBiNbHEHE (POpMyBaHHS 3arajJlbHHX PYXOBHUX
HABUYOK, MPUCYTHS M'sI30Ba TilIOTOHIs, Tinepped-
JICKCisl, BUpaXKECH1 po3Jiaiy nmoBeiHkH [7]. Pi3Huit
CTyHiHb po3yMoBoi BijcTanocTi (IQ B mexax Bizg 20
1o 103). Ognieto 3 HMOBIPHUX MPUYINH PO3BUTKY
NYXJIMH Y XBOPHX 13 cuHapoMoM CoTtoca Moxe OyTH
3HW)KEHHS pernaparliiinoi 3narHocti JJHK mimdoruris
KPOBI Ta BiJICYTHICTh alaiTUBHOT BiAMOBimi [3].

PentreHodyHKIiOHANBHI METOIH JTOCITIIPKESHHS
BUSIBIISIIOTH BUIIEPEIKEHHSI KiCTKOBOTO BiKY, PO3IIHU-
PEHHS IUTYHOYKIB MO3KYy 0€3 O3HaK MiJIBUIICHHS
BHYTPIIIHBOYEPETHOTO THUCKY, TiMOIIa31k0 MO30JIHC-
toro Tina. Bepudikanis myrtanii B reni NSD1 e
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JIarHOCTUYHO 3HAYMMOIO mipu cuHApomMi CoTtoca Ta
3abe3rnedye 00'eKTUBHUM iIeHTH(IKAI[IHHII METOT
NP TUIOBIH KITiHIYHIN KapTuHi. [ eHeTnYHui pru3nk
JUTSL HAIlaJIKiB BUCOKUH, aJie BiTHOCHO CIIPHUSTIIMBUN
MPOTHO3 HE Ja€ MiJCTaB Ui peKOMEHAIiH 1010
00MEXEHHS TITOHAPOJKCHHSI.

JudepeHiniiina JiarHOCTHKA TPOBOAUTHCS 3 J100-
POSIKICHOIO CIMEHHOI0 MakpoIealieto, CHHAPO-MOM
Maprina-bena, bexpita-Binemana Ta iHmmMu 3ax-
BOPIOBAHHSIMH,

JlikyBanns cunapomy Coroca nepeadadae BUKO-
pHUCTaHHS CYJJMHHUX 3aC00IB, HOOTPOIIIB, BITAMIHIB.

MeTta pocaigxeHHs

O3HalfoMHTH JTiKapiB 13 JIarHOCTHYHUMH KpHUTe-
pismu cungapoMy CoToca Ta ONMMUcaTH OKpeMi Kili-
HIYH] BUIIAJKH.

Marepiana i meToan

MeTo1 reHeanoriYHoro aHatizy, OlliHKa (peHOTHITY,
3araJibHOKJIIHIYHE Ta MOJISKYJISIPHO-TeHETHYHE 00C-
TeXEHHsI, peHTreHonoriyHnii Mmetox Ta MPT.

OO0roBopeHHs pe3yJbTATiB H0CJiIKEHHS

HaBonumo BriacHU BUNIAZIOK CIIOCTEPEKEHHS PO-
JIWHU, B SKil IBOM IiTsIM BepH(IKOBAHO CHHIPOM
Coroca (miBunHKa Ta xmomuuk 2001 Ta 2003 p.H.,
BiJITIOBITHO).

Hutnaa-nipobann I., Hapoamses Bin 11 BariTHOCTI,
sKa repeoirana i3 3arpo3oto nepepusanss, 11 ¢izio-
JIOTTYHUX TTOJIOTIB y TeCTaIlifHOMY TepMiHi 39 THXHIB
y MoJoAuX OaThKiB, AKi MPOXHBAIOTh B OJHIN
MICIIEBOCTI, alie CIOPiJHEHICTh NUTI00Y 3amepe-
uytoth. [Ipu HapomxenHi maca tina autuau 4000 T,
noBxkuHa 56 cM. 3i ciiB Martepi, HaAMipHA Bara
peecTpyBajacs 3 HApOJKEHHS, XJIOIUYUK BHUIIEpEI-
’KaB POBECHMKIB 3a 3pOCTOM, IPOTE iCTOTHOTO
3HAUCHHA LbOMY OaThbKU HE HaJaBaJIH.

PomoBin, mani mpo cTaH 370poB's O0aThKIB: y
Marepi NpUcyTHiI (PEeHOTUTIOBI O3HAKH CHHIPOMY
Coroca, aje miarHo3 He miaTBepkeHui. Ha gac
HApOIDKEHHS TUTHHH MaTepi Oyno 25 pokiB, 3picT -
174 cm, Bara - 95 xr. barbkoBi - 18 pokiB, 3picT -
175 cm, Bara - 98 k1. CriaIkoBiCTh 110 MaTepUHCHKIN
Ta OATLKIBCHKIM HiHIAX HE OOTSIKEHA, BHUITAIKH
BHCOKOPOCIIOCTI B pOAMHI BiACyTHi. 3 00Ky OaThka
BCTAHOBJICHO HASIBHICTb ILIKIJJIUBUX 3BUYOK.

VY ¢eHoTHII XJIOMYMKA 3BEPTAOTh YBary aucrap-
MOHIIHI TOKa3HUKW (I3UYHOTO Ta CTATEBOTO
PO3BUTKY (3picCT BHUIIE 97 EepLEHTHIISA, Bara Biamo-
Bifae 75 mepueHTHIII0; Opyra cTalis CTaTeBOro
po3BUTKy 3a TanHepoM. BusHaueno TunoBi uepenHo-
TuTeBi Tu3Mopdii: BUCOKHIA 3picT, Makporiedaitis,
aKpoMeraisi, O)KUPIHHS, IJIOCKi CTOIH, BaJbI'yCHA
JieBialisi HIT, MOpPYHIEHHS KOOpAWHAIil pyXiB,
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PO3yMOBa BiJICTANICTh CEPEIHBOTO CTYIEHS (XJIOTI-
YUK HaBYaeThCcsl y cnermkoni). OcobmuBocti
eMOIIHO-BOIBOBOI Chepy MPOSBISINCS ITiABHU-
IICHOI0 TPUBOXKHICTIO, €MOIIHHOI YYTIMBICTIO Ta
HEJIOCTATHICTIO €MOIIMHUX PEaKIiil.

[IpoBeneHo aeTaibHEe KIIiHIYHO-JIA0OpaTOpHE
00CTEKEHHS, AK€ HE BUABMIIO ICTOTHMX 3MIiH 31
CTOPOHH BHYTPIIIHIX OpraHiB, OKpiM 03HaK Audy3-
HOTO 300y 3a nanumu Y 3]l muronoaioHol 3a03H,
cria3My akoMmozailii (OmIsiT OKyJTicTa) Ta 03HaK JIiK-
BopHOi nucuupkyisinii (MPT roixoBHOTO MO3KY).
[Iporeneno nudepeHiitHy A1arHOCTHKY 13 CHH]I-
pomMoMm Maprina bena meTogaMu MOJEKyIsIpHOT
IarHOCTHKH.

TakuM YUHOM, CYKYTIHICTh ()EHOTUTIOBUX O3HAK:
BHUCOKI ITOKa3HUKH (HI3MYHOTO PO3BUTKY, BEIUKI KUCTI
Ta CTOIH, MOPYIICHHS KOOPAMWHALT pyXiB Ta 3HU-
JKEHHS 1HTEJIEKTY JTO3BOJIHIIN KITIHIYHO 3aITiI03PUTH Y
xyomyuka cuaapom Cortoca.

[pu geranbHOMY KITiHIYHO-TEHEAIOTTYHOMY JI0C-
JDKEHHI ciM'T poOaHia, 3BepHeHa yBara Ha CTapiry
cecTpy xjomumka. pyra auTuHa-mpodang M.,
Hapouiacs Bif | qoHoeHo1 BariTHOCTI, 3 Macoro -
3950 r ta goBxkuHOIO - 55 cM. HasBHI ocobimMBOCTI
(beHOTHITY: BUCOKHIA 3PiCT, MaKpoLie-(atis, OKUPIiHHS,
BaJIbTyCHA JIEBIallisl HIT, IJIOCKI CTOIH, CHype3, aJie
HEMAa€e PO3yMOBOI BIJICTAIIOCTI - IUTUHA HABYAETHCS
y 3BUualiHii mkomi. KiiHiyHo-iHCTpyMeHTaIbHE 00C-
TEKEHHSI BUSIBUJIO HACTYITHI 3MiHH: CHHYCOBHUH Hepe-
TYISIpHUAN PUTM, IOMipHY cuHycoBy aputmiro (EKT);
nynbcaiito 10 40%, 101aTKOBI KOMIUIEKCH 3 000X
ctopin ta micns M-EXO (EEI); o3naku qudy3Horo
300y (Y3/] mumTonomioHo1 3a1031); BOTHUIIIEBI 3MiHU
000x remicep, 03HaKu JTiKBOpHOT muctmpkyssiii (KT
TOJIOBHOTO MO3KY). BHUCOKI moka3HUKH (i3HUHOTO
PO3BUTKY 3YMOBHWJIM HEOOXIIHICTh JOCIIIKCHHS
piBus CTI y cuposariii kposi: 0,073 (HiYHMIA ITIK -
1,59) - HopMma. PeHTreHonoriune 0CiiKeHHS TY-
peUBKOTO ciijla HEe BHUABWIO TIaroyorii, Ha
PEHTICHIBCHBKOMY 3HIMKY KHCTEH 30HH POCTY
30epexkeHi.

OOTspKEeHNI reHealIOrYHUi aHaMHeE3 Ta HaBeIeH1
BHIIIE OCOOJIMBOCTI (DEHOTHITY JO3BOJIHIIH 3 BUCOKOIO
BIpOTiAHICTIO IpHUITycTUTH cHHApoM CoToca y JaHoi
JIATHHU.

Jitu xoHCcynsTOBaHi y JIbBiBCHKOMY Mixko01ac-
HOMY MEIMKO-TeHCTUYHOMY LICHTPI, AlarHO3 MmiaT-
BEPIKEHO.

BucHoBkn

1.Cunapom Cotoca € MyJbTHAUCIUILTIHAPHOO
MATOJIOTIEN0, KA XapaKTePU3YETHCS KIITHIYHAM TOJTi-
MOp}i3MOM Ta T€HETUYHOIO TETEPOTeHHICTIO.

2.IlaTornomiuyauMu 03Hakamu cuHapomy Cotoca
€: XapaKTepHUH TUIeBUH (HEHOTHI, IpEeHaTATbHA
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MaKpOCOMisi, IIOPYILICHHsI KOOPAWHALIIT pyXiB Ta TPy.I-
HOIIli y HABYaHHI.

3. JliTi BUCOKOTO 3pOCTY, SIK TpyIa pU3UKY LIOI0
cunnipomy Coroca, moTpeOy0Th KOMIUIEKCHOTO KITi-
HIYHO-TCHEaJIOTIYHOTO Ta MOJIEKYJISPHO-TeTeTHY-
HOTO 00CTEXEHHS 3 METOI0 PaHHBOT [iarHOCTUKH
JTAHOTO 3aXBOPIOBAHHS.

4. TIpo(hiTakTHKOI BUHUKHEHHSI 3aXBOPIOBAHHS €
e(eKTHBHE METUKO-TEHETUYHE KOHCYIETYBaHHS Ci-
Mei, SIKi MaloTh JiTel Ta IHIINX POANYiB, XBOPUX Ha
cunapom Coroca.
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JIBA CJIYUYASI CHHIPOMA COTOCA B OTHOM
CEMBE

U.B. Jlacmusxa’, H.H. ITuosvicoyxas’, T.H. Kpeuy?, M. H.
Kocmué’

Pe3tome. Cunnpom CoToca XxapakTepu3upyercs mpeHa-
TaNbHOH MaKpOCOMHEH, THIHYHBIM JHLEBEIM (EHOTHIIOM,
OOJIBIIMMH KHCTSIMH M CTONIAMHM, HAPYIICHUSMH KOOPIHHALIMN
IBIKEHUH U mpobiieMaMu B 00yueHUH. OTIHCaHHbBIE CITyYan
cuaapoma Coroca 1eMOHCTPUPYIOT KIMHUYECKHH MOJHU-
MOp}H3M, HEOOXOTUMOCTh MEKANCUUIUIMHAPHON OLICHKH M
HENPepbIBHOTO MOHUTOPHHTA ITAHHOH MaTOJIOTHH.

KuroueBsbie ciioBa: cunapom Cotoca, BBICOKHIT pOCT, ICTH.

TWO CASES OF SOTOS SYNDROME IN ONE
FAMILY

LV, Lastivka', N.I. Pidvysotska', TM. Kretsu’, M.I. Kostiv’

Abstract. Sotos syndrome is characterized by prenatal
macrosomia, typical facial phenotype, large hands and feet,
incoordination and learning problems. Described cases of Sotos
syndrome demonstrate clinical polymorphism, necessity of a
multidisciplinary assessment and continuous monitoring of this
pathology.

Key words: Sotos syndrome, high growth, and children.
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