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cunopom Jlapcena

Pezome. B cmammi npedcmasieno 02110 aimepamypu ma KiHiyHu
6UNAOOK HOBOHAPOONCEHO20 3 CuHdpomom Jlapcena.

Cnuapom JlapceHa (CHHOHIM: MHOXHHHI BPO-
JUKeH! BUBHXH, He3BHYalHe o0IUUYA | CKEJIETH]
aHomanii) omucanuil y 1950 p. L. Larsen Ta cniBasr.
[1,6,7]. 3ycTpiuaeThcs QJOCUTH PiIKO, 3 YACTOTOI)
I Bunanox Ha 100000 HOBOHAPOMKEHHX.

CuiBBigHomenHs crated cknagae: Ul: XK. Pu-
3MK A1 cHOCIB 1 HAAAKIB — BIAHOBIAHO M0 THITY
ycnaakyBaHHs. THN ycnaJgKkyBaHHS MaTonori — ay-
TOCOMHO-AOMIHaHTHUH Ta 8yTOCOMHO-PELECHBHHIA.
3a CMHIPOM 3 ayTOCOMHO-JAOMiHAHTHUM THUIIOM
yCNaAKyBaHHS BiANIOBinae MyTauis B FeHl, aKuil 10-
KaJli3yeThesi Ha xpomocomi 3 pl4 Ta xoaye dinamin
B. Ocransiii Biairpae BasJIMBY poiib Y CerMeHTaLi]
xpedTa, GopMyBaHHI cyIo6iB i Mpolecax eHIOXOH-
npaneHoi ocudikauii. Jlo hopMyBaHHSA CHHAPOMY
3 ayTOCOMHO-PELIECUBHUM THIIOM YCHAAKYBaHHSA
NPH3BOAMTL MyTalid B redi B3GAT3, axuit 1oxanmi-
3y€Thes Ha xpomocomi 11g12.3 [2,4,5,9].

Kninivnumu oiacnocmuunumu o3maxamu cvu-
apomy JlapceHa y HOBOHApOMKEHOTO € MackKe
oOnHuysl, BUNYKJIE YOJI0, CiInononiGHul Hic, MHO-
’KMHHI BHBHXH, 0COOIMBO BEJIMKUX CYII00iB, UH-
TiHApHYHI nanbli [1,4,6]. XapakTepHUMHM TaKOX €
HM3bKUIl pICT Ta ckeneTHI Aehopmauii: ckomios, Wuii-
nuit kido3, spina bifida occulta kpuxosoro Bigainy
xpebta, rimonnasis Tin wuiHux xpebuis, 10pao3
i cnoHanbo3. Yacto cnocTepiracThest BApYCHa Ta
BaJIbrycHa fedopmaitist croin. Hirti kopoTki, nepiui
najbli UPOKi, KAMOTOAAKTUiA. B okpeMux Bu-
najKax OIMCaHi Baau CIyXOBOIO aliapary Ta BTpara
CIIyXy, Iii1nHa niHebiHHA. Onicani TakoX aTpesis
XO0aH, allla3is NpaBoi HUPKHU Ta KOBYHOTO MIXypa,

rinonnasis 40J0BIYMX TCHIiTANH, Naxiripis, KONbno-
nedanis, areHesis MO30JIHCTOTO Tina. Jlis ayTocom-
HO-PEHECHBHOTO THIlY XapaKTEPHHMH € BPOIKEHI
BaJM PO3IBUTKY JeTeHb Ta cepus [1,3,6,7].

Hiaznocmuka natonorii CHHAPOMOJIOTIYHA. AHO-
Manii cyrnobiB 3 BUBUXAMH MOXYTH TTOEAHYBATHCS
3 PU3OMEJIIYHUM BKOPOUSHHSAM BEPXHIX KiHLIBOK Ta
TINOIUIA3IFI0 MAJIOCTETHOROT KICTKH, iHOAT 3 dpoH-
TalbHUMU WINUHAMU TiA XpebuiB. AHomanii 06-
JM44s BKJIIOYAIOTh IHOOKE ISPCHICCs, BUCTYIIAIOHE
40JI0 Ta IIePTEIOPHU3M.

IlpenaranpHa niarHOCTUKA IPYHTYETHCA Ha BU-
ABIICHHI MHO)KMHHUX BUBHUXIB y BEMKUX Cyrnofax.
AKi NOEJHYIOTBCS 3 TULEBUM An3Mopdizmom. [1pu
TETANBLHUX OpMax BUABISECTHCA TIIONAA31A MPYAHOT
KJTITKM Ta BTOPHHHA TTIONIA3IsA JIETeHb.

Ipu HCI B ieTanbHUX BUMAAKAaX ONUCAHI HC/1H-
depeHuiioBaHMil MalIOHOK 3BUBHUH Ta GOPO3H,
NEPUBEHTPHKY/SIPHE M ABHIIEHHS €XOTeHHOCTI, MMijl-
BUILEHHS EXOTEHHOCTI MiAKiIpkoBUX saep. Ha MPT —
arpodis KOPH TONOBHOTO MO3KY.

PenTreHonorivHO BIAMINACTHCH 3MIILEHHS CTer-
HOBOT KICTKM BIEPEA BIAHOCHO BEIUKOIOMIIKOBOL,
nedextu ruiecHU (KiCTKM BKOPOUEHI, 3aTPUMY€EThCs
iX CKOCTEHIHHA), CIVIOLIEHHS TUI | HE3MHKaHHS ny-
XKOK LUMHHKX XpebLiB, Kiho3. AHoManii 0GymoBssieni
IIOIUIA3IEI0 HOCOBUX, IUIEYOBUX, IUIECHOBUX 1 Maso-
TOMIJIKOBHX KiCTOK.

Kniniuni hopmu. B niteparypi onucati agi popmu
cuHApoMy JlapceHa — neTaibHa Ta HelietanbHa. Jletans-
Hi hOpMH 3aKIHIYKOTBCS 3arMOEILTI0 AMTHHH Ha NepLio-
My poul #HUTT. HaltO1IbI NOMIMPEHOK NIPHYHHOK

© 10. . Todosaneys, I. B. Jlacmieka, I. FO. Oninnuk, JI. B. Aeaghonosa, A.I. Badinyeea, FO. 1. Kosans
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CMEDTI € NOPYIUCHHS! TMXaHHSA BHACII 0K HEOCTATHOC-
Ti PUTI/THOCTI HA/INOPTAHHHKA, YEPIIATIOBHIHOTO Xpsilia,
Tpaxei, rinomiasis eress. Bizomi mooaHoKi BUTIAJIKH,
KOJIM CHHIPOM CYNPOBOKYBABCS rifpouedanicio,
TIIPOHE(PO30M, BAZAMHU CEPLIS, AHOMATTT xpebra [1].
Hugepenyiiinuii diaznoz cuHapomy Jlapcena
TIPOBOANTLCSA 3 APTPOrPUIIO30M, CHHAPOMOM Dyiepca —
Hannoca, cunapomom COFS; cnoHaioenimMeradizap-
HOK aucriiasiero; JlapceHnonibHum cunapomMom; Jlap-
CCHOONIOHUM CHHIPOMOM JIETATIBLHOTO Ty [1,4,8].
IIpoznos 3axeoprosanna. CoeuacHe BusBIeHHS
Ta 3a0e3l1e4eHHA 3aX0AIB, SKi CTIPAMOBAHI Ha KOpEK-
UiK0 TPaxeoMalsuii, JIereHeBoi HeJ0CTATHOCT] Ta
BepreOpanbHoi HecTablnbHoCTI (kido3, skuit 00y-
MOBJICHHUH T'iNONNa3iero oHOro abo ABOX Tilm WHii-
HUX XPEOLIB), MOXKYTh MOKPALIUTH MPOTHO3, XOUa
L€ € MOMUIMBHM JIVILE TIPH HENeTaNbHUX hopMax.

KniHiyHui BUNAROK 3 NPAKTUKM

Y crarTi npescTasneHi aani possuTky HOBOHAPO-
JOKEHOT JIBYMHKH 3 KIIHIYHUMH O3HAKAMHU CHHPOMY
Jlapcena, ayToCOMHO peLiecHBHOTO THITy yCHaAKyBaH-
Hsi. [lutuna napoaunacs sin 111 3annanosanoi Barit-
HOCTI, 5IKa nepebirana Ha (oni TOKCUKO3Y | nostopuHu;
3arposu nepepuBanys Ha 21 Twxai; Hocliicrsa Ig G
0 MIKOTLIA3MH, BIpYCy POCTOro repnecy | ta Il t-
11iB, UHTOMETaI0BIpyCY, TOKCOILIa3MH, YePBOHYXH;
OararoBonns. ITonepenni BariTHOCTI 3aKiHYMIHCS Ha-
POIPKEHHAM 3710POBHX AITeH y Di3ionoridaHoMy TepMiHi
(I BariticTb —~ Xn0mmanK, 4 poxw, I — giunaxa, 3 POKH).
Menctpyansha dynkuis He nopymena. Bix MaTepi
28 poxiB, 6atbka — 31 pik. BaTbko coMaTHuHO 370DOB.
Cimelnnit anamHe3 He o6TsxeHnit. JKinka 3HaX0mMa-
Cs1 Ha OOMIKY y LEHTpanbHiil paioHHii JIKapHi.

Hpu nposenenni Y3/ y tepmini recrauii
28-29 THXHIB AIarHOCTOBAHI O3HAKH BHYTPILLHBO-
YTIpobHoro indikysanns nnoaa, y 30-32 TuxHis —
O3HAKH BPOJKEHOI BajH cepus (aedekt Mixkmepen-
CEPAHOT T MIKIIYHOYKOBOT IEPETHHOK, YaCTKOBY
areHesito Mo304ucToro Tina?). Y 34 Tuxwui recrauii
KIHKA KOHCY/JbTOBAHA ¥y M.Kuip — ninteepaxeno
HasIBHICTh CKJIAAHOT BPOIKEHOT Baau cepus Ta
HEMPONOPLIAHOI TiNOBYNOBH; [IPOBEIEHO TPAHCILIA-
LICHTapHUH KOPIOLEHTES, B PE3Y/IBTATI AKOTO He Gyi10
BUSBIICHO MapKepiB XpOMOCOMHOIT TIATOJIOTI].

HisanHka Hapoaunacs na 37 TiKHI recTaiii 3 Ma-
coro tina 3400 1, TOBKHHOIO — 43 cM, 06BOIOM FONIO-
BH 38,5 cM, 06BoxOM rpynHoT Kiaituay 31 oM. O6’em
HaBKOJOMIIAHNX BOJ cKy1anas 2 1. OuiHKa HOBOHAPO-
JKCHOI 32 LWIKAIoK ANTrap HanpuKiHLi 1-0i XBUITHHK
cknana 4 6any, HaNpPUKIHLI 5-01 XBUIHHK — 5 6aniB.
~ CraH AUTHHH NpU HAPOMXKEHHI OYB THKKUM
3@ PaxyHOK NPOSABIB N0OJIOPraHHO] HERIATIOBI IHOCTI
3 YPaX€HHSM INXaJIbHOIL, CEPUEBO-CYNMHHOT, HEPBO-
BOI, HIPKOBOI CHCTEM, LTy HKOBO-KUILIKOBOTO TPaKTy.
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TIpn HapOKEHI y AUTHHM BUSBIEHO O3HAKH aHTe-
HAaTaJIBHOTO YpaXXCHHS MJ10Aa Y BUITIAA] IMBOBOTO TH-
MopdisMy: crinomwennii npodins o6mmuusg, WHPOKE fie-
perices, ciamonomidHwi Hic, THIEPTENTOPHIM, TOTHYHE
MAHEGIHHA, HU3bKO PO3TAIIOBAHI Ta aedopmosani
Byxa., [1o3a HoBoHapomxeHoi naronoriyxa: KOpOTKI
Ta UATIHAPONOAIGHI MaNbLi, MHOXHHHI BUBUXH Be-
JMKMX CyrnoBiB (KOMHHOIO, KyAbLIOBOTO, JIKTHOBOTO,
ILIEY0BOTO), BAMYLIEHE MONOKEHHS KIHLIBOK (HOMU
BUTATHYTI T& NPUBE/IEHI A0 FONOBH), aecdopmanis
CTOII Ta KHTHLb (oTo 1). 38epras yary BUPAXCHUH
CYAMHHMH MaillOHOK Ha IUKIPI, IHTCHCUBHICTD K010
HC 3a/1€exaila Bi/l IPOBENCHOIO JIiKyBaHHS, y TOMY
YHCIL, BijI 103H IPENaparis iHOTPONHOT Ail (doto 2).

[Ipn V3-nocnimkenti cepus y uTHHM RiarHoc-
TOBAHO O3HAKM MOPYIIEHHS BHYTPIIHBOCYIMHHOTO
KPOBOIUIHHY 32 PaXyHOK JIETCHEBOI I'inepTeH3ii;
O3HaKW MEPCBAHTAXEHIIS IPABHX RITUIER ceplis;
AMITIT, AMUITT; natonoris nerenerux cymun. Tlpu
NPOBEACH] HEHPOCOHOTpadii AiarHOCTOBAHO ARO-
6i4Hi cybeneHAIMaNBHI KPOBOBHIIMBH 3 MOpYIIeH-
HAM BIATOKY JikBopa 3 I11-ro unyHouky. [Tpu Y3-
ROCHIDKEHHI IHIINX OPraHiB IATONOTIT He BUABICHO.

JuTrHa KOHCYIBTOBaHA HEBPOIIOTOM, opToneaom
Ta FCHETUKOM.

®doT0 1

®doTo0 2
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SAKMOYHUIA KIIHINHUA BIATHO3:

AHTeHaTanbHe yPaXXeHHS MIOAY: BPOIXKEH]
Bagau cepus (JIMIIIL, JIMIITT), kicTkoBO-M’s3eBOT
CUCTEMH (rinepmMobiIbHICTE KPYITHUX CYrIo6iB),
CHOTYYHOI TKAHHHU 3 YPaKEHHAM CTIHKHM CYIHH
(TOTanbHa MapMypOBICTb LIKIPHHX NOKPOBIB Ty.Ty6y
Ta KiHUiBoK). Cunnpom Jlapcena (?). Tloniopransa
HEBIANOBIAHICTD.

3a nepiog nepeOyBaHHsl y BiLICHH] IHTEHCHBHOT
Tepanii HOBOHAPODKEHUX AUTHHA BUXOKYBanacs
Y BIIKpUTiil peaHiMaLiiiHili cucTeMi 3 CEpBOKOH-
TPOJIEM, IIPOBOMIIACS LITYYHA BEHTUSALIS JIETEHb 3
KOpEKLI€rO TapaMeTpiB, iHQy3iiiHa Teparmis 3 1oTali-
€10 KOMOIHOBaHOT IHOTPOIIHOT MIATPUMKH, TTapeHTe-

JUTEPATYPA:

PanbHE XHBJIEHHsI, EHTEPANLHE 30HI0BE Xap4yBaHHS,
aHTubioTHKoTepanis. He3Baxaroun Ha npoBeaeHHil
KOMILTEKCI IHTEHCHBHOT Tepanii AWTHHa nomepna,
npoxuBwK 5 116 19 roaun 45 XxBUIMH.

LIArHO3 NATONOrOAHATOMINHMIA:

A. MHoxuHIH BpoKeHi Bagu po3surky (JAMIIII,
cuHapom Jlapcena) (Q 87.8).

b. JluceminoBaHa BHYTpILHBOCYAMHHA KOAT'YIsLis
HoBOHapomkeHoro (P 60).

B. Hociit TORCH (mixomnasmu, LIMB, BIII, Tok-

comnasMu, kpacHyxu) (P 00.2).

Bararosoans (P 01.3).

Hewmae.
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Summary. The article presents a literature review and
clinical case of a newborn with Larsen syndrome.
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