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CNHAPOM XOAT — OPAMA

Pestome. Hagedeno eunadok cunopomy Xoam — Opama y oumunu 1 poky 4 mic.: einonaa3zis npaeoi kucmi,
yacmkosa cundakmunis 2, 3, 4-eo0 naavyis, depexm mixncnepedcepdHoi nepeeopooxku. Heoonopaszoeo ou-
muHa AiKyeanacs iz npueody HApPOCMAHHS cepyesoi HedocmamHocmi, peyudusyuoi NHeeMOHII 3aCmiliHO-
baxmepianvHoeo eenezy. OcmaHHA 2ochimanizayisi 3yMO6AeHA KAIHIKOW NpasobitH020 OMOAHMPUNY,
YCKAaodHeHo2o cybnepiocmanrbHum abcyecom ckporesoi Kicmku. Ticmonoeiuno — mybOepkyabo3 cKpoHegoi

Kicmku.

Karouoei caoea: dimu, éadu pozsumky, diaeHocmuka, mepanis.

Cunnpom Xoat — Opama BUIJICHUI y caMOCTiliHY
HO30J10TiuHy oaxuHuLo0 B 1960 p. M. Holt, S. Oram, sxi
OMucaJiu MOETHAHHS BaJ PO3BUTKY KMCTEH Ta cepls B
NIeKiIbKOX MOKOJiIHHAX onHiel poaunu [1—3]. [leski aB-
TOPY BUKOPUCTOBYIOTh Ha3BY CUHAPOMY 32 OCHOBHUMMU
CKJIaJI0BUMU, TOOTO CUHAPOM «pyKa — ceple». Y JiTe-
patypi omucano Oinbure Hixk 200 crmocTepekeHb 3aXBO-
ploBaHHs. Ha3BaHa moenHaHa Bama PO3BUTKY KUCTEH
Ta ceplisd 3yMOBJeHa aBTOCOMHO-JOMiHAHTHUM T€HOM
i3 ITOBHOIO ITEHETPAHTHICTIO Ta BapiabeIbHOIO €KCITpe-
CHUBHICTIO. Bifb1IicTh BUIIAAKIB € CIMEMHUMU, XJIOIMYU-
KM Ta JiBUaTKa ypaxarThCs 3 OJHAKOBOIO 4acCTOTOIO.
[TaToreHe3 cMHAPOMY 10 KiHLSI HE SICHUM, A€Ki aBTOPHU
[3, 4] mpumycKaioTh BIJIMB MyTareHHOTO T€HY, IO OI-
HOYAaCHO TOpYIIy€e HOpMaJibHe nudepeHIliloBaHHS cep-
18 i BepXHiX KiHLiBOK. BimoMo, 1110 BOHO BiZOyBaeThCs
nMpuOJIM3HO B OJMH i TOU Xe yac. Baagu BepxHixX KiHIIiBOK
€ TOCTiIfHOI0 03HAKOIO0 CUHIPOMY, MPU LIbOMY CIIEKTpP
aHoMaJliii BeJIbMU pPI3HOMaHITHU: Bim dokomesii no
MiHIMaJbHUX aHOMAaJIill, O BUSIBISIOTHCS TIIbKU PEHT-
reHojoriuHo. Hai0inpi xapaKTepHUMH € TilloILIa3is Ta
MUTiTaxi3alis nepuoro najbls KUCTi, SIK€ Y IBOX Tpe-
TUH XBOPUX MOEAHYETHCS 3 TIIOILIA3i€10, CUHIAKTUIIEI0
IHIIMX MaJblliB, AEKOJU OJiTOJaKTUIi€I0. Y TTepeBaxXHOI
KiZIbKOCTI MalliEHTiIB BUSBJSIOTHCS KPiM LIbOTO Tilloria-
3is KiCTOK 3aIl’$SICTS Ta MepenIllid, Y pPiIKUX BUITagKax
BigMivyaroThcs AeEeKTU KiCTOK IJIeUOBOTO Iosica, pedep,
xpe6Ta [3—35]. [linTBepaXKeHHSIM 3HAUHOI BapiabeabHOC-
Ti MATOJIOTIYHOTO T'eHY CAYTYIOTh BUMAAKMU, KOJU Y XBO-
pUX ypaxXeHHs KiHIIiBOK € EAMHOI 03HAKOIO CUHAPOMY,
OJHAK Y HUX HapOJXYBaJIUCh IiTH 3 TTOBHOI KJIiHIUHOIO
KapTUHOIO cuHApoMy XoaT — Opama. YpolxeHi Baau
cepls MPU JaHOMY 3aXBOPIOBaHHI CITOCTEPIiTalOThCS Y

85 % BumankiB cepen xBopux. HaliGisipIr xapaKTepHUMU
€ neeKTU MiXnepeacepaHoi IeperopoaKy BTOPUHHOTO
tuny. Pinire 3ycrpivaroThes nedekTu MiXIITyHOUYKOBOI
neperopoAaKy Ta aHOMallil KjlanaHiB Ta CyOAMH. 3 OrJIsay
Ha HaBeJeHi JIiTepaTypHi JaHi OIMMCAaHHS KJIiHIYHOTO BU-
Maaky, 110 CIOCTepiraBcss HaMU, € LiKaBUM.

Hurtuna T.JI. (miBumnka), 27.06.2006 p.H. (1 pik
4 wmic.), Hazililuia B MYJbMOHOJIOTIUHE BilJiJIeHHs 3i
cKapramMmy MaMM Ha BMCOKY Trapsuky, 3aJullKy, pi3-
Ky B’SUIICTb, CyIOMHY TOTOBHICTb, KallieJib, 3HUXEHUN
aneTuT. 3 aHaMHe3y: AiBYMHKA HApOIMJIacCh Bil Iep-
1101 BariTHOCTI, 110 Tiepediraja 3 TecTo30M IPYroi IMmo-
JIOBUHHU, 3arpo3oto mnepepuBaHHs. [losoru nepemuvac-
Hi (35—36 TUXHIB TecTallii), ZiBYUMHKA HapoamIacs 3
odHakamu 3BYP (aucrutacTuuHMii BapiaHT), Macoio
tima 2500 r, ouinkoio 3a Anrap 5—6 6axiB. Hagani au-
TUHA HEOZHOpa30BO JiKyBanacs cramioHapHo B OJIKJI
i3 MPUBOAY MOBTOPHUX MHEBMOHIN y MOE€AHAHHI 3 Ma-
TOJIOTIEIO CEPIEeBO-CYAMHHOI CUCTeMM, KOHCYJIbTOBaHA
B HAayKOBO-MPaKTUYHOMY MEIMYHOMY LEHTPi AUTSAYOI
Kapaiojorii Ta kapaioxipyprii MO3 Ykpainu. [lutanus
XipypriuyHoi KopekIlii Bagu cepliist BiICTPOUEHO Y 3B’ SI3KY
31 CKJIaIHOIO CYNyTHHOIO MartoJjoriero. HeomHopa3zoBo
JIIKyBaJIach i3 IPUBOIY CYJOMHOTO CUHIPOMY.

IMpu HagxomxenHi B OJKJI craH nmyxke TSKKUIA,
TSKKICTh 3yMOBJIEHAa iH(MEKIIMHUM TOKCHUKO30M, OU-
xanpHoto (I ¢T.) Ta ceplLeBO-CYyAMHHOIO HEOCTATHICTIO
(HK ITA), y cBizomocrTi, B’sijia, BUCOKa rapsuka (1o 39—
40 °C), cymoMHa roToBHicTb. MEHOTUIT AUTUHU: TillO-
cratypa: Bara — 8,2 Kr, pict — 71 ¢cM, TOOTO Maco-poCTOBi
IMOKa3HUKU BUXOJMJIU 3a MEXi TPEThOTO LIeHTUIs1. Map-
MYPOBMIA MaJIIOHOK LIKipH, akpouiaHo3. Typrop TKaHuH
3HMXKEHUH. Y4acTb TOTIOMIXKHUX M’513iB B aKTi TUXaHHSI.
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lNigpouedanbHa KOHGIrypaiis roJoBu, BeJIUKE TiM’ IIKO
po3mipom 1,0 x 1,5, rinepreinopusM, HEpi3KO BUpaxKe-
HUM emiKaHT, IIUPOKO PO3CTaBJEHi 0Yi, IIUPOKE Iepe-
Hiccsl, TOTUYHE MigHeOiHHS, KOpOTKa U, TpaBa KUCTh
rirmoruia3oBaHa, 0COOJIMBO MEPIIUi Majellb i3 HasBHOIO
YaCTKOBOIO CUHIaKTUIi€ 2, 3, 4-ro nansbiiB. [1pu ayc-
KyJbTallii B JIETEHIX MIPOCIYXOBYBAJIUCh Pi3HOKaNIiOEpHi
BOJIOTi XpUMHU 3 IBOX CTOPiH MO BCiX JIET€HEBUX IOJISIX.
[Ipu nepkycii Hax JeTeHsIMU YepTryBaHHS OUISTHOK BKO-
pOYEHHS MEePKYyTOPHOIO 3BYKY 3 TUMIIAHITOM. 3aaMIlIKa
B criokoi (YJ1 40—46/xB). 'paHuUIli ceplieBOT TYIOCTi MO-
IIUpeHi BJiiBO (JliBa Mexa — IO TepeaHiil aKCUIspHii
nminii). ToHu cepust ocimabiieHi, TPOCIYXOBYETBCS CUC-
TOJIIYHUU 1IyM Ha BepXiBlli, Toulli boTKiHa, 110 MPOBO-
IUTHCS B aKCUJISIPHY OiASHKY, CEpeIHbOI iHTeHCUBHOCTI,
BiAMiYa€ThCs CXMIBHICTD J0 TaXikKapaii. KuBIiT M’ aKui,
meviHKa BMUCTYIIA€ 3-IIig Kpaio pedepHOi Ayru Ha 3 cM,
Kpail TJIagKuii, eJJacTUYHUI, He 6oounii. HuxHiit mo-
JIIOC CeJIe3iHKU MajbIyEThCS MO Kpaio pedepHOl Ayru,
TIagKW#, eJacTUIHUM, He O6omounit. DyHKIi Kummeu-
HuKa He mopyiueHa. [lacTo3HiCTh TOMioOK, Mixiomna-
TOoyHOro mnpoctopy. CedyoBUIIyCKAaHHSI BiJlbHE, Aiype3
JIOCTaTHIN.

Pe3yAbTATU AOCAIAXEHHS

Exokapniockorrist (3 ponmiep-nprucTaBKO): MOIIN-
peHi KaMepu ceplist: JTiBU NITyHOYOK 3,6 cM (HOopMma —
3,0+ 0,4), npaBuii nyHouox 1,9 cm (Hopma — 1,2 £0,3),
JnereHeBa aprepisa 2,1 cm (Hopma — 1,7 = 0,3). CymapHa
CKOPOTJIMBICTh 3HMXKEHA, (Gpakiiss BUTHaHHSI — 45 %
(Hopma 55—70 %). KnamaHu cepliist: MiTpaJbHUIL — pe-
rypritaiisi +, aoprajJbHUii — HOpMa, TPUCTYJIKOBUN —
peryprirtalis +, KjamaH JereHeBol apTepii — peryprira-
mig +. Tuck y mereHesiit apTepii — 52 MM pT.cT. JIucTKku
rnepukapaa He 3MiHeHi. XiJ MaricTpalbHUX CYAWH Ipa-
BIWJIbHUU. ¥ cepedHill TpeTUHI MixXmnepeacepaHoi mepe-
ropoiku BizyanizyeTrbes nedekt 12 mm. HasgBHa noaart-
KOBa XOpJa JiBOTO IIJyHOYKA.

EKT: putm cunycoBuit, YHCC 133—146 3a XBUIHWHY.
O3Haku rinepTpodii JiBOro MIIyHOUYKa i MpaBUX KaMep
cepus, CMMITOM pPaHHBLOI pemoJisIpu3allii IMIIyHOYKIB,
(deHomen BkopoueHHs1 PQ. AJbrepaiisi KOMILJIEKCiB
QRS.

V3]l BMJIOYKOBOI 3aji03U: O3HAKM Tinoruiasii, ¢i-
OpO3Hi 3MiHMU.

HCT': po3mpeHHsT 30BHIIIHIX MIISIXiB BiITOKY JIiK-
BOPY B OEHAHHI 3 BEHTpUKYyJdoaAMIaTaliewo I cT.

Exo-EI': o3Haku MigBUIIEHOTO BHYTPIIIHbOYEPEII-
HOTO TUCKY 3J1iBa.

Ha pentreHorpami opraHiB rpyaHOi KJiTKH: MHO-
JKUHHI BOTHUIIEBI TiHI CepeIHbOI iIHTEHCUBHOCTI 3 He-
YiTKMMU KOHTYpaMH I10 BCiX JIEF€HEBUX ITOJISX i3 ABOX
CTOpiH, Oisiibllle B TpoeKIlii 6a3aabHUX cermeHTiB. [1pa-
BUI KOPiHb iHGIIBTPOBAHU, TiBUIl — 3a TIHHIO Ceplls.
JlereHeBuii MaJlOHOK MOCHUJIEHHUI 3a paxyHOK iH(DIIb-
tpauii. CUHycHU BilbHI, Kynmoau aiacdparmMu 4itki. TiHb
cepls 30iIblIeHa B pO3Mipax 3a paXyHOK JiBOTO IILTY-
HOYKa i IpaBOro nepeacepus.

Ananisu kposi: Hb — 88—-92—100 r/n; Ep. — 2,7—
3-3,0; JI. — 4,0—-4,1-4,2; E. 3—0—4 %; n/a — 7-9;
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niMd. — 31-35 %; IHOE — 5—4 mi/rox. Iporeinorpa-
Ma: 3ar. 6inok — 77,9—64,6—60,8 r/n; anpoyminu 34,6—
30,2—28,2 r/n; rnodyniHoBi (pakiii — 6e3 3amaabHUX
peakuiit. IgG — 6,2 r/m, IgA — 0,6 /1, IgM — 0,5 r/m.

Kapiotun nutunu 46,XX.

bioximiune mocnimxeHHss kposi. Koarynorpama:
MpoTpoMOiHOBUI iHAEKC — 85—81 %, yac pekanbuui-
Kawii — 78—86 ¢, diopuHoren A 3ar. — 4440—2442 mr/11,
TPOMOOTECT — HOpMA.

Binipy6in: 3aranpaunii — 14,4—18,0—16,2 MKMOJIB/ 11,
Henpsamuit — 10,8—12,6 MKMoIb/1, TpaMuit — 5,4—
3,6 mxmonn/a, AJIT — 0,33 mxmonb/n, ACT — 0,44—
0,33 mxmonb/a, Ca — 2,06, 3anizo — 9,67, ximopunu —
102,6, ceyoBuHa — 5,7—4,8 MMOJIb, KpeaTUHIiH — 95,8—
53,3 MMOJIB/J1, IIYKOp KPOBi — 5,5 MMoJIb /1.

3ar. aH. ceyi: CB. )KOBT. MYTH., 0iJ1I0K — Hemae/ciiau,
Jd. — 1-2-3-4 ynu/3, En 1-2-3-5-6 y /3. ®ocdatu +,
Pu 7,0, coni+.

Konpockomnist: JI. — 1-2 y /3, H.X. — 2—3 y 11/3,
ep. (—).

Ha migcTaBi BMIIEBUKIAAEHOTO BCTAHOBJIEHO Jia-
rHo3: cuHapoM XoaT — Opama: ypoakeHa Baga ceplst —
nedekT MixmepeacepaHoi neperopoaku (12 mm), rimo-
MJ1a3is1 MpaBoi KUCTi B MOEAHAHHI 3 CUHAAKTUIIIEK 2, 3,
4-ro manbLiB. YCKIagHEHHS: HEIOCTAaTHICTh KPOBOOOIry
3a MPaBOJIiBOLIIYHOUKOBUM TUNOM I1A, nereHeBa rimep-
teHsisa Il ctymens (52 MM pT.cT.). JIBOGiUHA BOTHHUIIIEBA
3acTiliHO-0aKkTepiajbHa TMHEBMOHIsl, pPELUAUBYIOYUI
nepebir, IH 1I. bintkoBo-eHepreTuyHa HEeZOCTATHICTh
(medinut Barm 22 %). YpomxkeHa CyOKOMIIEHCOBaHa
rigpouedalis, eniIeNTUYHUN CUHAPOM, BTOPUHHA iMy-
HOJIOTiuHa HegocTaTHiCTh. JdedinutHa anemis | ctymne-
Hs1. 3aTpUMKa MCUXOMOTOPHOTO PO3BUTKY. JIiKyBaHHS
MPOBOAMIOCH 3rigHO 3 HakazaMu MO3 Ykpainu No 18
Big 13.01.2005 «Iutsiua myabMoHOJIOTisT» Ta Ne 362 Bin
19.07.2005 «diarHocTuKa Ta JiKyBaHHS KapJaiopeBMaTo-
JIOTIYHUX XBOPOO y HiTeii», TOCUHAPOMHA Teparis.

Yepes aBa Mic. nutuHa Haaxoauth y JTOP-BinnineHHs
3i ckapraMy MaMu Ha HasiBHICTb MPUITYXJOCTI B MpaBiit
3aBYWIHIN TiASHI, 3HUXEHHS CIYXY, HECIOKIi TUTUHHA,
sIKi 3’ IBMJIMCh B OCTaHHI ABa OHi.

OO0’eKTMUBHO: cMpaBa BYyIlIHA paKOBWHA BilICTOB-
OypueHa. Y 3aBYLIHiN OiASHII OKpYyrjaoi ¢opMHU yTBIp,
¢moxryanis. lllxipa Hag HUM He 3MiHeHa, 6e3 03HaK 3a-
najgeHHs. [IyHK1isg nmpaBoi 3aBYIIHOI AiISHKY, aHTPOTO-
Misl: BiICMOKTaHO 5 MJI TYCTOTO THOIO JKOBTO-3€JICHOTO
KOJIbOPY; PO3pPi3 M SIKUX TKAHWH: BEJUKa KiJIbKICTh TyC-
TOTO THiMHOTO BMIiCTy. ¥Y3ypa KiCTKM B paHi, 11O Beae B
AHTPYM, JIe BUSIBJICEHO NECTPYKIIit0 KiCTKU, TpaHyJsIIii,
rHiitHui ymicT. KT ro1oBHOro Mo3Ky: y MO3KOBili TKa-
HUHI BOTHUIII TOTaJbHOI IIIJILHOCTI He BUsiBieHO. ny-
HOYKH TigpouedansbHO NOMKUPEHi. ¥ CKPOHEBUX KiCTKax
CIIOCTEPIiraeThCs BUpaXKeHa AECTPYKIIisd 3 Ji3MCOM Y Hi-
JITHII 30BHILIHIX CIIYXOBMX IMPOXOMIiB i BHYTPIIIHBOTO
ByXa, TYT K€ OKpeMi IIiIbHi KicTKOBi parmeHTH. I'icTo-
JIOTiYHE JOCHiAXEHHS TpaHyjsliili — 03HaKu TyOepKy-
JIb03HOTO 3anajeHHs. Peakuis Manty 2TO — mam. 6 MM.
[TociBu KpoBi Ha cTepUIBbHICTH — pOCTy He Oyio. [TociB
THOIO 3 paHU: CTPETNITOKOK eMiiepMaibHUA, UYyTIUBUH 10
TeMKOIUIaHIHY i HePypOKCUMY.
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licTonmoriuHe mocaimXeHHS TKAHUH 3 paHU — SIBUIIA
cretuMpivyHOTO TYOEPKYJIbO3HOTO 3aIaieHHS.

Jns nikyBaHHS TyOepKyJIb0O3y CKPOHEBOI KiCTKU M-
TUHA MepeBeleHa B IUTsIYE BilmijieHHs 00JlacHOro GTu-
310MyJIbMOHOJOTiYHOIO LIEHTPY.

Takum 4yMHOM, OCOOJIMBOCTI HaBEJAEHOTO BUIIAIKY
cuHapomy XoaTt — Opama noJisiraloTh y MO€AHAHHI ypa-
KeHHS KMCTi y BUTJISAI i1 Timomnasii Ta CMHOAKTWIIIIL, 110
€ TUITOBUM JUJISI IAaHOTO CUHJAPOMY Ta YpaXkeHHSIM Ceplist
y BUIJISIAI BPOIXEHOI Bamu ceplsl (medekT MixXIepem-
CEepAHOI MEPEeropoaKn) 3 CeplieBO-CYIMHHOI HEA0CTaT-
HicTio IIA ctyneHs. XipypriuHe JiKyBaHHSI BPOIKE€HOI
Baau cepllsl He MPOBEACHO 4Yepe3 CYNMyTHIO COMAaTUYHY
MaToJIOTIIO.

JvuTtrHa TiepeOyBa€ Mia AMCIIAHCEPHUM CIIOCTepe-
KeHHSIM Kapjiojora, TeHETHKa, OpToliera, OTPUMYE
CUMIOTOMATUYHY Tepalilo, 110 HalpaBjeHa Ha JIiKyBaH-

Lmmbaamcta O.N.7, PomeHro H.H.!, MeAbHuk T.M.2,
Lycrakesny E.A.2 Lapyk A.51.2, Muneupka A.M.2, Pabu €.1.2,
FoviHans MLA.", Mopos M.A.2 Cyuko W.B.?

TBYY «/1IBAHO-PPAHKOBCKMK HALIMOHQABHbIY MEANLIMHCKIV
YHUBEPCUTET»

206AQCTHASI AETCKQAST KAMHUYECKQAST GOABHLIA,

r. VIiBaHO-®PaHKOBCK

CUHAPOM XOAT — OPAMA

Pesitome. [IpeacrasieH ciydail cunapoma Xont — Opama y pe-
OeHKa 1 roma 4 Mec.: TUIIOIUIa3Ks IIPaBOil KMCTH, YACTUYHAS CHH-
JIaKTWIvs 2, 3, 4-ro manblieB, 1eGeKT MEXITPEACEPIHON Tepero-
ponku. HeomHokpaTtHO peGeHOK JICUMICS 10 TIOBOIY HapacTaHMsI
CepIeYHOl HETOCTATOYHOCTH, DPEIMIUBUPYIONICH THEBMOHUN
3aCTOHO-0aKTEPUAIBHOrO TeHe3a. [1ocmenHsIss roCuTaI3aList
00yCJIOB/ICHAa KJIMHUKOI IPaBOCTOPOHHETO OTOAHTPUTA, OCIOXK-
HEHHOT'O CYONeprOCTAIbHBIM abCIIeCCOM BMCOYHOM KocTu. [u-
CTOJIOTUIECKN — TYOepKyJie3 BUCOUHOU KOCTH.

KimoueBbie cj10Ba: 1CTH, TTOPOKU PA3BUTHS, IMATHOCTHKA, TEPATTHSL.
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Hsl CepleBO-CYIMHHOI HENOCTATHOCTI (IUTOKCUH, Be-
POILIMiPOH, acrapKkam).
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HOLT — ORAMA SYNDROME

Summary. A case of Hole — Orama syndrome in a baby
of 1 year and 4 months old has been considered: right hand
hypoplasia, partial syndactyly of 2", 3, 4t fingers, atrial septal
defect. The baby was treated repeatedly because of cardiac
failure increasing, recurrent pneumonia of congestive bacterial
genesis. The last hospitalization was caused by right otoantritis
clinical picture, complicated by subperiosteal abscess of the
temporal bone. Histologically the tuberculosis of temporal bone
was detected.

Key words: children, malformations, diagnostics, therapy.
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