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Cungpom Aapckora — CkoTTa (Omuc KIiHIYHOTO

BUTMA/KY)

VY mamienTkn 43 poOKiB BariTHICT HAacTala 3a JIOTO-
MOTOI0 BUKOPHUCTAHHS AONOMDKHHX PENpONyKTUBHHX
TEXHOIIOTi# (mporpama nonamii). PanHi TepMiHu recra-
1ii mpoxonuim 6e3 ocobnuBocTeit. Ilepie ckpuHiHTOBE
yneTpa3BykoBe gociimkeHHs (Y3[l) nposenene y 12
THX. BariTHOCTI — 6e3 ocobmuBocteid. Ilicns mpyroro
ckpuHinroBoro Y3Jl, mposeneHoro y 19 twx., Ha T
MTOMipHOTO 0araToBiJisl BUSBIEHO ILTiI YOJIOBIYOI CTATI
3 aHOMaJIbHUM 30BHIIIHIM BUIISAIOM. YCi TOBTI TPYO-
4yacTi KiCTKM BKOPOYEHI, BigmoBimamu 17 THXK. Barit-
HOCTI (YMCIIOBI 3HaYeHHs Oyny Hikdi Big 10 mporeHTn-
mMB 'y HOpPMaTUBHUX Tabmmmsax). JliarHocToBaHO
HasBHICTH MIANETONi0OHOT KanuTku (puc. 1).

Puc. 1. Baritaicts 19 tix. Exorpadis. IllanenoniOHa kanuTka.

Hacrtymae Y3/1 npoBenene B 26 Tk, BaritHOCTI. I1ix
yac QeromeTpii: AOBri TpyOuacTi KICTKH BKOPOYEHI,
BiAMOBimamy 23 TIK. BariTHOCTI (YHMCIIOBI 3HAYCHHS
HIOKY1 BiI 5 MPOLIEHTHIIIB y HOPMATUBHUX TaOIUIIX),
3aIiJ03peH0 acUMETpHYHy (OpMy 3aTpUMaHHA POCTY
wiozaa (puc. 2). 3a HOpMaIbHUAX PO3MIipPiB TOJIBKH IJIO-
Jla OKPY)KHICTh XMBOTAa 3MCHINICHA, BiamoBimama 24
THXK. BariTHOCTI (YucioBi 3HaYeHHS HUX4I Big 10 mpo-
HEHTWIIB y HOPMAaTHBHUX TaOIUIIX).
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Puc. 2. BaritHictb 26 THX. YIbTpa3ByKoBa (eTOMETpisl.
YKOpOUCHHS CTErHOBOT KiCTKH.

3adikcoBaHO HasBHICTH TilIEP3BUBUCTOI MYyIOBH-
HU (iHJeKc 3BUBHCTOCTI mynoBuHU 0,7 3a HOpMH

0,38+0,06) (puc. 3).

Puc. 3. Barithictb 26 Tik. Exorpadist. 'inep3suBucTa mynosuHa.



Hocsip y KmiHini

[lig yac exorpadhiyHOro JOCIIIKCHHS y TEPMiH Ba-
FITHOCTI 32 THIXK. BUSBJIICHO TUCIPONOPLIHHUAN PO3BH-
TOK IUIOZA: 3a HOPMaJbHHMX PO3MIpIB TOJIIBKH ILIONAA
JIOBXKHMHA CTETHOBOI Ta IJIEY0BO] KiCTOK Biamosigana 30
THXK. BariTHOCTI, PO3MIipH TOMIJIKOBUX 1 JIKTBOBOI Ki-
CTOK — 28 TroK. (UMCII0BI 3HAYSHHSI HIDKYI BiJl S TIPOLICH-
TUJIIB y HOPMATUBHUX TAONHUIISAX), OKPYKHICTh KUBOTA
BifnoBigana tepminy 30 THXK. BariTHOCTI. 300paKeHHs
o0OJIMYYs TUTOJAa TIOKA3yBajo O3HAKH CHHIPOMY Aap-
ckora — CkotTa (TinepTenopu3M, KOPOTKHIA Hic, CKITajI-
Ka TI1J1 HIXKHBOIO Ty0010) (puc. 4).

Puc. 4. Baritnicts 32 Tik. 3-J] 300paxkeHHs 00mHyYs mI0aa
3 cuHapoMoM Aapckora — CKoTTa.

[lix gac mOIUIEpOMETPUIHOTO MOCIIHKCHHSI OCHOB-
HUX apaMeTpiB QyHKITIOHATHHOI CHCTEMH MaTepHUHCh-
KU OpraHi3M—IUIalleHTa—IuTi T HOPYIIIeHb HE BHSABJICHO.

Y tepmin BaritHOoCcTi 38-39 THXK. mepemyacHoO
BIMIMIIITN HABKOJIOILIOAOBI Bomu. IIpoBeneHo pospom-
JKEHHSI 3a JIOIIOMOTOI0 KecapeBoro po3tuHy. Hapoauscs
xJjomuuK Macoro 2750,0 1, moBxkuHOIO Tina 46,0 cM, B
craHi 3a mKanow Amrap 7—7 6amis. I1ig gyac oy Bu-
SIBJICHI TIMEPTEIOPU3M, AHTUMOHTOJIOIMHUN po3pi3
ouell, MTo3, MaNMWi 3picT (KOPOTKi KIHITIBKH), IIIae-
rmoi0Ha KaJauTKa, TBOOIIHHM KPUIITOPXi3M (pHC. 5, 6).

Puc. 5. lllanenoniOHa KaauTka B HOBOHAPOIKEHOTO.

JIbBiBCHKMIT KTiHIYHMIT BicHUK, Ne 2 (2), 2013

[Monanpliie reHeTHYHE MOCIHIHKCHHS ITIATBEPIUIO Ha-
SIBHICTH cUHJIpoMy Aapckora-Ckotra.

Puc. 6. O6nmyyst HOBOHAPOIDPKEHOTO 3 CUHApoMOM Aapckora — CkoTTa
lineprenopu3M, aHTUMOHTOJIOIHUN PO3pi3 04eH, ITO3.

Cunnpom Aapckora — CkoTTa — 1€ 3aXBOPIOBaHHS,
10 YCIIaJKOBYETHCS 3a aBTOCOMHO-IOMIHAHTHUM a0o
X-34emieHnM periecuBHUM ThioM [4, 6]. OCHOBHOIO
MaTOTEHETUYHOIO JIAHKOIO BUHUKHEHHSI CHHIpOMY € X-
3YEIUICHUH PENECUBHMI THUIl yCNajKyBaHHA. [eH
cunapoMy Aapckora — Cxorra noszHadaerbes FGDY 11
nokanizyerbest Ha xpomocomi Xqll1.21. FGDY komye
Rho/Rac Hykneoruauuii oOMinHU# hakTop (Ki1ac mpo-
TeiHIB, BKIIIOYCHUX Y IIUTOCKENET KIIITHHH, IO PeryIo-
10Th 1i PICT, SAKIIO MOLIKOPKYETHCS 1X (DYHKIIIS, peai-
3y€ThCS MEXaHi3M BHHUKHEHHS aHOMAlill  pocTy,
XapakTepHUX 1 cuaapomy Aapckora — Crorra [1, 3, 5].

Y 1970 p. HOopBe3bkuit memiatp dardina Aapckor
yIreplie onucas 1ei Hozonorivyauii ctad [2]. CuaapoM
XapaKTEePHU3Y€EThCS JUIEBUMH O3HAKAMH, CEYOCTATEBH-
MU aHOMAaJTISIMU, JTUCTIPOTIOPLIIHHO HU3BKUM 3POCTOM.

Hwmxde HaBeneHO HAWYACTII KITIHIYHI POSIBU:

UYepenHo-muuesi IposiBL % CkelneTHi posiBu %

«Muc B1oBm» 70  Manmii 3pict 85

[ineprenopusm 90  KopoTki/mupoki KUCTi 82
Kinunopakruiis 5-ro

IITo3 52 80
TabIs

AHTUMOHTOJI01 THU I 55 HenosHa mikipHa 70

Ppo3pi3 oueit CHHIIAKTHIIIS

Kopotxkuii Hic 70 T'inepmoGinbHicts 70
Cyr00iB

upoxkwii GinsTp 85 Ipoxi ctorm, 70
MIOTOBIIEHI MBI

linorutasist BepXHbO1 85  Temiranii

IIeNenH

Crutajika 1i2l HIKHBOIO 82 lanenoxiOHa KajIuTKa 80

ryboro

AHOMaUtii ByIIHIX 80  Kpumropxism 65

paxkoBUH
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Hiarnoctuxa. /[iarHo3 cTaBUTHCS Bifpa3y Micis Ha-
pomkeHHS abo B MMepiosl paHHBOTO NUTHHCTBA. [IpenHa-
TalbHO cUHAPOM Aapckora — CKOTTa MOYKHA JTIaTHOCTY-
BaTH 3a J0MoMOTor0 Y3/, BHSBHUBIIHM 3aMally IS
MIEBHOTO TEPMiHY TeCTallli JOBKUHY Tina [7].

JAudepenniiinmii mgiarno3. Cunapom Aapckora —
CxotTa mudepeHIIifo0Th 13:

1. Noonan syndrome i LEOPARD syndrome, 3a
SIKUX TaKOXK CITOCTEPIraloThCsl BKOPOUCHHS TyiTy0a,
TITIePTEIOPU3M, IITO3 BEPXHBOI TTOBIKH 1 TIIIOTOHAIN3M.

2. Robinow syndrome i mceBaorimonapaTapoiIn3m.

3. Jlume-manblie-TeHITaTbHIN CHHAPOM aBTOCOMHO-
periecBHE 3aXBOPIOBAHHSA, 33 SKOTO CIIOCTEPITaroThCs
BKOPOYCHHSI TyayOa, TIMepTeIopu3M, MUPOKUI KOPOT-
KHH HIC 1 BUBEPHYTI HI3Api, aHOMAIIs BYITHOI paKOBHU-
HU, KOPOTKiI PYKH, ITaJerToniOHa KaJauTKa, OMHAK Bill-

CYTHI aHTHMOHTOJIOIIHUNA po3pi3 ouei, mTo3. Bomoccs
CyXe, TMociueHe i TimoIirMeHTOBaHe.

IIporno3 i akymepcbka TakTuka. Crenudigaoro
JKyBaHHS 3aXBOPIOBAaHHS HE ICHYE, TOMY 3aCTOCOBY-
IOTb CHMITTOMATHYHE 1 MIATPUMYBaJlbHE JIKyBaHH.
IleBHi TpyaHOII BUHUKAIOTH HA TIEPITIOMY POITI )KUTTS 1
3YMOBJICHI TOJyBaHHSM JIUTHHU Ta YaCTHMHU peciipa-
TOPHUMH iHPEKITIIMHA. XapaKTEPHi MOBUTLHE J03piBaH-
HS 1 3aTsDKHUN myOepraTtHUl mepiox. PempoaykTuBHA
byHKIIS HE cTpakaae. YacTo moTpiOHI OPTOXOHTHIHA
KOPEKIIisl, XipypridHe BTPyYaHHS, KOHCYJIBTAIlis TeHe-
THKA Ta TOTIOMOTA 1HIIIHX CIEIIaTiCTIB. Y XBOPHX JiTeH
13 HOPMJIBHAM 1HTEJIEKTOM TIITePaKTUBHICTH PEIPECYE,
K 3BU4aiifo, y 12—14 pokis. ComianbpHa aganTaris s
Takux oci6 mosHa [1, 3, 8].
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Cunagpom Aapckora — Ckorra (Onmuc KJIiHiYHOr0 BUNAKY)

JI. b. Mapkin, O. C. MenBeaeBa

IMonano KOPOTKUil OIVISLI JITepaTypHHUX JPKEpPEt, MPUCBIYeHUX cuHapoMy Aapckora — Ckorra. [Ipeacrasienuii onuc Kiii-

HIYHOTO BHIIQJIKy IbOTO CHHAPOMY. [IpoBeIcHO CHHIpOMaNIbHUI aHaJIi3 IIPeHaTaIbHUX 1 MOCTHATAILHUX CUMIITOMIB 13 (op-

MYJIIOBaHHSAM I€HETHYHOTO J[iarHo3Yy.
Kurouosi cioBa: cuaapom Aapckora — CkoTra.

Aarskog — Scott Syndrome: a Literature Review and Presentation of Clinical Case

L. Markin, O. Medvyedyeva

The article provides a brief review of the literature on the peculiarities of Aarskog — Scott syndrome. It includes the
description of the clinical case of this syndrome. A syndromal analysis of the prenatal and postnatal symptoms with formulation

a genetic diagnosis has been carried.
Keywords: Aarskog — Scott syndrome.
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