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CHUHJIPOM XOJITA—OPAMA: KJIHIYHII BUIIATTOK

J1.MN. Cakanow’, A.l. Keit*, 0.B. CtacuHa?, A.B. Cakanow’, T.3. Map4yeHko', 0.0. CemeHIoK'
J1bBIBCbKMI HaLOHANBbHUIA MEANYHUI YHIBepcuTeT iM. [aHuna Manuubkoro'

JlbBiBCbKa KOMyHanbHa Micbka AUTAYa KhiHi4YHa nikapHs?

Pestome. Hasedeno sunadox cundpomy Xorma—Opama y dumunu 2,5 poxis: mpvoxpanranzosi nepuii namvyi xucmet, degpexm

MIICUAYHOUKOBOT nepemunKu, 6i0Kpuma aopmanvha npomoxa.
Kniouoei cnosa: dimu, 6adu possumxy, diaznocmuka, mepanis.

unzgpom Xosta—Opama (CHHIPOM <«pyKa-cepaie

tun I») Brepire onucannit nexiarpom M. Xosrom

(M. Holt) i kapmionorom C. Opamoro (S. Orama) y
1960 p. [4]. OcHOBHIMU /llaTHOCTMYHUMI O3HAKAMU i€l MaToJ0-
rii € Bali PO3BUTKY BEPXHIX KIHITIBOK 1 IPUPOKEH] JnCILIa3il
cepirst. 3a manmmu caiity Birth Defects Prevention, normysistitiisa
yacrora cunapomy Xosra—Opama cranosuts 1:100000 i 06ymoB-
Jieria MyTartieio reda TBX5 (kapToBamHo y cerMeHTi 2 XpOMOCOMMU
12). Ten ycrajikoByeTbCst 3a ayTOCOMHO-ZIOMiHAHTHUM THUTIOM 3
maitzke 100% nemrerpantHicTio i pi3Hoio ekcripecusictio. [Tatore-
He3 CHUHJPOMY IIOB'SI3YIOTb 3 BIUIMBOM MYTArcHHOrO TeHa Ha
JepeHtiianiio CTPyKTyp TIEPBIUHHOTO Ceplist i BEPXHIX KiHITIBOK.
Binomo, mo ix dhopmyBanis BidyBacThecst Maiike OIHOYACHO —
Ha 5-My THKHI eMOpioHanbHoro possutky [1,2]. CiMeitnuii xapak-
Tep cunpomy Oy ommcanuii e M. Xoarom i C. Opamoro Ha
TIPUKJIAJI JIEKITBKOX TTOKOJTiHD OJTHIET POJIHM, JIe CTIOCTEPITATIOCS
MOEIHAHHA Bajl PO3BUTKY PYK i cepiid [3]. OcranHi aHi CBi4aTh,
0 Y XBOPUX 3 cuHApoMoM Xoarta—Opama PUsKK TOSBU 1€l
narosiorii y ixuix Hamaakis cranoButh 50%, a s cuOcis, mpu
HOBUX MYTAIlisIX, He TIEPEBUIIYE 3aTaTbHOTONYIAIINHOTO (CcaifT
Birth Defects Prevention). Cuissigromtentst crareit 1:1.

BiamoBigno 10 Ha3BU CUHAPOMY <«pyKa-cepiie», Bajiu
PO3BUTKY BEPXHIX KiHI[IBOK € HOTr0 IMOCTIfHOIO O03HAKOIO.
VpaskeHHs BepXHIX KiHI[IBOK € Ha3BUYAHO BapiaOeIbHIMEI —
Bi/l MiHIMAJIbHUX 3MiH KIiCTOK KHCTI 10 (hoKOMeJIii, Bij 1BOGIY-
HOTO 710 OAHOOIYHOrO ypaskeHb pyk (dactimie siisa). Haii-
GLIbIII XapaKTEPHUMK € Bajl PO3BUTKY BEJHKOTO TAJIbIlsd
KHUCTI — BIICYTHICTB, TIMOTJIa3isl Ta AWTiTAsi3aIis, Tphoxda-
JIAHTOBUI TIEPIIMI HaJelb TOII0. Y IepeBakHOI GiibIIocTi
MAIi€HTIB BUSABJISAIOTH IIPU IIbOMY MMOEHAHE YPAKEHHS KUCTI 1
IIJIEY0BOTO HosAca. Y PIAKICHUX BUIAJKAX [iarHOCTYIOTh IIOBO-
poT Jtonarku y GiK aKCUIISIPHOI JIiHIT IPyIHOI KJIITKH, PO3IIU-
pPEeHHA 30BHILTHBOIO KiHIlA TOJOBKHU KJIOYUI, aHOMAJbHY
(bopMmy rpyanMHHU, KIMHOMAKTUIIIO, CKOJII03 TOIIO [2,5].

[Tpupomskeni Basn cepiis CIOCTEPITaloTbCA TIPU IIOMY
3axBopioBaHHi y 85% Bumaznkis. Haifwacrime miarHOCTYIOTD
BTOPUHHUI /IeheKT MisKIIepeIcep/IHOI TEPETHHKH, piJiiie iHIi
Ba/in — Jle(heKT MIXKIILTYHOUKOBOI IIEPETUHKH, BIZIKPUTY apTe-
piasibHy IIPOTOKY, KOAPKTAIIII0 A0PTH, CTEHO3 JIeTeHEBOi apTe-
pii Tomo. Bama cepril Moxke TOETHYBATHCS 3 TIPOJIATICOM
MITPaJIbHOTO KJIATIaHa. 3 HAPOJKEHHS CIIOCTEPIraloThCs TTOPY-
IIeHHs PUTMY i 1poBixHocTi ceprs [1,2].

Bagm posButky iHIMMX opraHiB TMpW CHUHAPOMiI XojaTa—
Opama ne xapakrepsi. [Ipu  6ioXiMiuHO AOCTIIKEHHI KPOBi
IHKOJIN BUSBJISIOTD TTiIBUIIEHHS PIBHS €H/IOTEHHOTO KpeaTeHi-
Hy, HOpDMOXPOMHY aneMito, niceBno-MDankoni. [Hrenekt, 3a3Bu-
vaif, 36epeskennit. Moske CriocTepiraTicst 3HKEHHsT KT THHHO-
rO IMyHITeTY i, IK HACTIZIOK, iH(eKIiiiH yckaagHenHs [ 5].

JliarnocTKa CUHAPOMY 32 HAABHOCTI KJIACMYHUX O3HAK
(TIoeIHAHHS BaJT PO3BUTKY BEPXHBOI KiHITIBKY i CEPILS) HE CTaHO-
BUTH TpyAHOIIB. /ludepentiiina miarHocTuka y CyMHIBHUX
BUIIAJIKAX  MPOBOJAUTHCS 3  mannurorenieio  MDaHKoHI,
VATER-acomianieio, cungpomom Exsapaca, cungpomom Opbe-
i, TAR-cuHIpoMoM, XOH/IPOEKTO/IEPMATIBHOIO JiUCTLIaziero Eiri-
ca-BaH-KpeBesba, heTasbHIM aJIKOTOTTBHUM CHHIPOMOM [ 1,2].
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V pasi 00TsKEHOro CIMEITHOTO aHAMHESY 34 I[IEH0 IATOJIOTIE0
HeoOXi/[HO MIPOBECTHU IIPEHATAJIbHE YJIBTPA3BYKOBE 00CTEKEHHS
IIOJLy, Y CYMHIBHUX BUIIQ/IKaX — BU3HAYEHHSI KapiOTHILY.

EBomontist cunapoMy mossirae y mporpecyBaHHi i 1eKOM-
meHcallii cepreBoi Bajy, PO3BUTKY MOPYIIEHb CePIIeBOTO
putmy. [TporHos 3aseskuTh BiJl TUILY IPUPO/IKEHOT BaIN CEPIIs

Ha namry gymky, 3acjyroBye yBaru KJIHIYHUEH BHIAJIOK
cunapomy Xoara—Opama B Hallmiii KJiHilti.

Jumuna M.B., 2,5 p., nocryrmna 12.01.09 y piarHoctudne
BijytisienHst JIbBIBChKOT MiCbKOI KOMYHATBHOI TUTSTIOI KIIiHIU-
HOI JsiikapHi 3 aiarnosom: ['P3, dapunrit, OpOHXIT, CUHIPOM
AlleTOHEMIYHOI OJIIOBOTH, [TPUPOKEHA Bajla cepiist (BTOPHH-
Huil gedekt MixkmepeacepaHoi nepernukun). Ckapru 1pu
MOCTYIJIEHHI: MTiZIBUIIIEHHST TeMItepaTypH Tisa 10 38,5°C, miisi-
BiCTB, BI/ICYTHICTh amleTUTy, MOKAIJIIOBAHHS, CJN30BI BUJi-
JIEHHsI 3 HOCa, OJIOBAHHs MPOTSITOM OCTAaHHBOI 00 /10
10 pasis. [liIbHUYHUM TIE[iaTPOM ITPU3HAYEHO CUMIITOMATHY-
He sikyBanns. Ha Tperio 100y npuennanacs GaratropasoBa
6uoBOTa, MIIsABiCTh, CKepoBaHa Ha CTalliOHAPHE JIKYBaHHSI.

I3 anamuesy KT BiZIOMO, 1110 IMTHHA Bii EPIIOl HEYCKIIA/1-
HEeHOI BariTHOCTI, epiuux disiosoriunux nosoris. Ha o6iky y
riekosiora MaTh 3Haxojmsacst 3 15 Tusknst Baritaocti. J{ani mapa-
KJIiHIYHKX 00CTeKeHb MaTepi 1 IJ10/a 111 yac BaritHocTi 6e3 Biji-
XWJIeHb BiJl HOpMU. Bik martepi Ha yac HapO/UKeHHS JIUTHHU —
23 poku, omorocrioziapka. IHKinmBi 3BIYKY 3aniepedye.

JliBunnka napojuiacs 3 macoio 3800 r i poctom 54 cm. Ha
rpyaHoMy BuromoByBanHi g0 11 wmicsamis. Ilpodmmenmenms
IPOBe/IeHi 3TiHO 3 TpacdikoM. [IcnxoMoTOpHO i hisnuHO PO3BH-
BaJIacs BiJINOBIZIHO /10 BiKy. 3 HAPO/PKEHHS Y IUTUHI BUCJIYXO-
BYBAaBCsI JIETKWI CUCTOJIIYHUN TITyM Ha BepXiBili. [1pu mpodinak-
TUYHOMY OTJISI/Ii XipyproM y Bimi 1 poky TomiueHO aHOMAaiio
BEJIMKUX TAbIIB pyK. /[Bivi xBopisa Ha ' PBI. Aneprosnoriunnit
1 craskoBUll aHaMHe3 3i cj1iB MaTepi He yckiagHeHuit. [Tpu-
POIKeHyY Baxy PO3BUTKY (BTOPUHHUI MedeKT MixKIepeacep-
HOI TIEPETUHKI) BIIEpIIIe AIarHOCTOBAHO ¥ Birli 1,5 poky iz ac
crarionapHoro JikyBanHs 3 npuBosy ['PBI. 3 Toro yacy 3Haxo-
JIUTBCS T/ IUCITAHCEPHUM CIIOCTEPEKEHHSAM Kap/IioJiora.

[Ipu moctymenHi y BifytijieHHsT CTaH PO3ITHEHO STK CePeTHbOL
BakkocTi. Bara — 13 xr, pict — 92 cm. Temnepatypa Tima: 38°C,
YCC108/x8, U]1 28 /xB, AT — 95/55 MM pT. cT. Bupasti cuMrro-
MU iHTOKCHKAILi Ta KaTapaJbHi IPOSBH. 3allaX alleToHy 3 POTa.
IIkipa uwcra, 65iga. Buammi camsosi 61ig0-poskesi, yncti. ['you
sackpaBo-uepBoHi. /luxannsa nocom yrpyamene. Hax seremsivnm
SKOPCTKE JIMXaHHS, TIOOMHOKI cyXi xpuri. CepiieBi TOHU Mpu-
[UIyIIeHl, pUTMIYHI, CUCTOJIIYHUN 1ITyM CepelHbOl IHTEHCUBHOCTI
Hajl BEPXiBKOIO. SI3MK OOKJIameHuii GiIMM HaJIboTOM, IyKKU
MUTIAJINKIB TinepeMoBaHi. [lomipHa 4y T/mBicTh pM masbHarti y
eriracrpasbHiil s, [Tedinka +1,5 ¢M, Kpail eracTUdHMI,
HeuyT/mBa 1ipy tasbiaiii. Cenesinka He 36Uibiena. Cumirom
ITacrepHaiibkoro Bix'eMunii 3 060x cropin. /liypes 3HMKEHHIL.
DiziosoriyHUX BUIIOPOKHEHD He OyJ10 100y. 3BEPHEHO yBary Ha
HAsIBHICTb TPHOX(ATAHTOBUX BEJIMKUX MAJIBI[IB KICTEI.

¥ 3arasbHOMY aHai31 KPOBI OMiPHUI JIEHKOIUTOS 13 3CY-
BoM bopmysn BiiBo; migBuiienuii pisers MetHb no 6,3%;
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Puc. 1. PentreHorpadyia opraHis rpyaHoi KNiTKn AUTUHA
3 cunapomom Xonta—Opama

Puc. 2. PenTreHorpadis KUCTen pyk AUTUHN 3 CUHOAPOMOM
Xonta—Opama (CTpinoyYkamu BKa3aHi 40AaTKOBI dhanaHru
nepLumnx nanbuis).

y 3araJIbHOMY aHaJli3i cedi HeaHauHa npoTeinypis g0 0,099 r/u,
HasIBHI KETOHOBI Tista +++. Bioximiunuii anasuis Kposi i Korpo-
rpamMa — B MeKaX BIKOBOi HOPMH.

EKT: pur™m cunycosuii, aputmis, HCC 110—120 3a xBusin-
ny. PQ=0,15"-0,16", QRS=0,08", QT=0,30", HQT=0,27",
CIT=60%, HCII=52%, xkyt 0=98%. Ei1. Bich cepiist BigxuieHa
BJIIBO, TIO3UIIisT CepIls BepTUKAIbHA, TlepexifHa 30Ha B Vi—V4,
esiekTpuuHa cucrosia 36inbuieHa. [lopymenns A-V nposia-
HocTi. O3HaKM NlepeBaHTAKEHHS [TPABUX BiJUILJIIB CEpILs, CUM-
[ITOM PAHHBOI PeToJIIPU3aIlii MIYHOUYKIB.

Exo-KT' (3 monmrepiBChbKIM KapTyBaHHSM): TOMIAPEHHS
paBoro muryHouka 10 2,3 cm (nopma — 1,7 = 0,3 cm). Jlere-
HEBOI TilepTeHsii i piiInHu B MOPOKHUHI TIepUKap/ia He BU-
apieno. Opaxiis Bukuxy — 68% (1opma — mnonan 65%).

Kunamanu cepipst: MiTpasbuuii i aopTaabHUN B MeKaX HOPMU,
tpuctyakosuii — perypritartis+. [IMIIII-II, ziamerpom 12 mm;
BAII, pgiamerpom 2 mm. BucHOBOK: puposKeHa Bajia Cepiist:
BTOPUHHUIT eeKT MIKIIepeACePAHOI IeperopoaKku 3 06'eM-
HUM [epeBaHTa)KeHHSIM MpaBuX BijainiB. Bigkpura apre-
piasibHa IpoToKa.

BpaxoBytouu nporpecytoui 3Miau 3 60Ky ceplis, AiBUMHKA
IIPOKOHCYJIbTOBaHa KapioxipyproMm. PexomensioBana omnepa-
THUBHA KOPEKILig BaJIU CEPIIA.

Comnorpaciuno BUSBIEHI 03HAKH MTEPETUHY B TiJli 3JKOBUHO-
TO MiXypa, INCKiHEe3if0 ;KOBYOBMBITHUX MIJISAXIB 32 TITOTOHIY-
HUM THUIIOM i3 3IYIIEHHSIM 3KOBYi, 30LIbIIEHHSIM PO3MIpPiB
JKOBYHOTO MiXypa Ha 3 CM IIOHaJ| BIKOBY HOPMY i IIOTOBIIIEH-
HSAM HOTO CTIHKH /10 3 MM.

Ha pentrenorpami opraniB rpyanoi kmitku (puc. 1) —
POSBIINPEHHST JIETEHEBUX KOPEHIB, 30araueHHs JIer€HEBOIrO
MaJIIOHKY, 301JIbIIEHHsT TiHI Cepilsl B PO3Mipax 3a paxyHOK
[PaBOro HMITyHOYKA. BHCHOBOK: 03HAaKU OPOHXITY, TinepTpo-
(is mpaBuX BiiIIB cepris.

Penrrenorpadis kucreit pyk (puc. 2): 104aTKOBi TpeTi
(bamanry Ha nepHIMX NANBIAX KUCTEN.

HagsuicTs nomatkoBux (hasanr meprmx MaablliB KUCTEH,
nedeKT MiKIIITYHOUKOBOI TIEPErOPOJIKY 3 TEH/IEHITIEIO /10 PO3-
IIUPEHHS, BiIKPUTA aOpTa/IbHA IIPOTOKA, TIOPYIIEHHS PUTMY 1
MPOBITHOCTI CEPIST 3 PO3BUTKOM TirepTpodii 103BOIMIN
Bepudikysaru cuaapoM Xorra—Opama.

[IpoBeneno mikyBanHs: iHdy3iliHa-eTOKCHUKaIiTHA Tepa-
i TJII0KO30-COJMBOBUMU PO3UYMHAMH, aHTUOIOTHKOTEpAIIis,
CHMIITOMATUYHA Teparisi — KohepMEHTH BYTJIEBOJHOTO 0OMi-
Hy, TIPOKiHETUKHU. 3 METOI0 MOKPAIeHHsS Peosorii KOBYi i
HOTIEPE/FKEHHST PO3BUTKY JKOBYHOKAM STHOI XBOPOOU MPU3HA-
4yeHo ypcodasibK B cycliensii i3 pospaxynky 10 mr/kr/mn00y B
006ix i BBeuepi mpoTsroM Micsisg. Bummcana 3i cramionapy
yepe3 7 JHIB 3 TIOKPAIEHHSIM.

Yepes Micslb y KapaioeHTpi Oysa yCriuHo npoBeaeHa
Kopekis Baau cepipst. CrioctepeskeHHs B KaTaMHe3i TPOTATroM
JIBOX POKIB CBiT4aTh PO 3a/I0BUIBHUI CTaH AUTUHU.

Orxe, /U1 BYACHOI JIarHOCTUKHU NPUPO/IKEHNX aHOMa-
Jiiii, 0coOMMBO 3a HAsSIBHOCTI MHOKMHHUX Bal PO3BUTKY,
HeoOXizHa CKOOpAMHOBaHA pobOOTa TeaiaTpiB, TEHETUKIB,
Kap/ioJioriB 1 KapaioxXipypriB. MoOHITOPUHT Baj cepld He
06MEKYETHCS TIBKH CIIOCTEPEsKEHHsIM Kapjiosiora. [Iporpe-
cyBanHs cunapomy Xosnra—Opama 3 PO3BUTKOM CEpIEBO-
CY/IMHHOI HEJIOCTATHOCTI, K Yy JaHOMY BMIIQJIKy, BUMarae
CBOEYACHOI XIPYPriuHOi KOPEKIIii.
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CUHAPOM XOJITA—OPAMA: KJIMHUYECKUIN CITYHAN
JLI. Cakanow, [.W. Keur, f0.B. CracuHa,

A.B. Cakanow, T.3. Mapyetko, 0.0. CemeHiok

Pestome. [pefcTasneH cnyyail cuHapoma Xonta—Opama y pe6eHka 2,5 neT:
TpéxanaHroBble MepBble Nanblbl PyK, Le(EKT MeXKenyL04KoBOl
NeperopoaKu, OTKPbITIV apTepuanbHbIA MPOTOK.

HOLT—ORAMA SYNDROME: CLINICAL CASE

L.P. Sakalosh, D.I. Kvit, Yu.V. Stasyna,

A.V. Sakalosh, T.Z. Marchenko, 0.0. Semenyuk

Summary. A came of Holt—QOrama syndrome in a daby of 2,5 yeur old: addi-
tional falangii of the first fingers of brushes, a defect is between an auricle
partition, an aortic channel is opened.

KniroueBble cnoBa: eTi, NOPOKM PasBUTMS, AMArHOCTIKA, Tepanis.

Key words: children, malformation, diagnostics, therapy.
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