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BPOKEHWMMN TTIIOBEHTUIALINHUN
CUHJIPOM B HEOHATAJILHIN ITPAKTUIII

Peszrome. V cmammi npedcmasnenuii cmucauii 02110 rimepamypu 3 6p00ACeH0i NAmMono2ii, AKa Mae KAIHIYHUL Npo-
16 Y u2ns0i po3nadié OuxanHs y OumuHnu yei cHi. Bona npedcmagnsie cob6oro cemepozeny epyny KIiHIYHUX CUHOPOMIS,
Wo opmyomuca npu GUHUKHEHHI Ni0 Yac CHY U3HAYEHUX (QeHOMEeHI8 NOpYUuLeHb OUXAIbHO20 MANIOHKA, YAComu abo
2AUOUHU OUXAHHS 3 POPMYBAHHAM HEDOCMAMHbOI eHMUNAYIL 1ecetdb I po3sumKom 2inoxkcemii ma cinepranuii' y oumu-
HU, | MA€E HA38Y - 2INOBEHMUNAYIUHUL CUHOPOM NEPBUHHO20 Mda 6MOPUHHO20 2eHe3Y. [Ipoaeom nepsurnHoi namonoezii €

8POOICEHUU YEeHMPALbHUU 2TNOBCHMUNAYIUHUL CUHOPOM.

YV opyeiu yvacmuni cmammi HagedeHull 61aCHUL KLIHIYHUL 6UNAOOK GUABLEHHS Y HOBOHAPOONMEHOT OUMUHU CUHOPO-
MY 8p00dCeHOT yenmpanvhol anbeeoaprol einosenmunsayii. Kniniunuil inmepec npedcmagisie nepebie i diacnocmuka
0AHO20 3aX8OPIGAHHS Y OUMUHU 3 eNi300UUHOI0 2IN08EHMUNAYIEN0, 2INOKCEMIED | 2INepKANHIE 3 Nepuux OHI8 HCum-
msi npu 8IOCYMHOCMI Memadoriunux, Kapoio - pecnipamopHux i Hetpom'sa306uUx 3axX60PHOBEAHD.

Knrwwuosi cnosa: nosonapoosceni; annoe ysi cni; nopyuienns ouxanms

Bpomkeni po3nanu AMXaHHS yBi CHI MpeacTaBis-
I0Th CO0OI0 TETepOTeHHY IpyIy KIIHIYHUX CHHJIPO-
MiB, 0 (GOPMYIOThCS NMPU BUHUKHEHHI 1] 4ac CHY
BU3HAUCHUX (EHOMEHIB MOPYLICHb AUXAJIBHOI'O Ma-
JMIOHKA, 9acTOTH a00 rMuOWHN AUXaHHS 3 GOpMYyBaH-
HAM HEJIOCTATHHOI BEHTHIISAII] IETEHB 1 PO3BUTKOM Ti-
nokcemii Ta rinepkamHii. [ matonoris 06’ €1HYETHCS
B TaK 3BaAHUW TIMOBCHTHJSAIIHHUN CUHIPOM, SKHH B
CBOIO uepry OyBa€ NEPBUHHUM Ta BTOPUHHUM.

[lepBunHMM, a00 BPOJKEHWH LEHTPaIbHUH Ti-
MOBEHTHIANIMHUN  cuHApOoM  (congenital central
hypoventilation syndrome - CCHS) — me piagkicHe
ayTOCOMHO-JJOMIHAHTHE 3aXBOPIOBAHHS, SIKE XapakTe-
pPU3YETHCSI OPYLUICHHSIM aBTOHOMHOTO KOHTPOJIIO HaJ
MPOLECOM JUXaHHS, 3HHKSHHSIM YyTIUBOCTI J0 T1II0K-
cii Ta rimepkanuii 3a BiICYTHOCTI HEPBOBO-M’SI30BUX,
JETeHEBUX, KapJiaJbHUX MNOpPYIIeHb abo ypakeHb
ctoBOypa Mo3ky. CCHS-cuHApOM MOYMHAE MPOSBIIS-
THCSl B TIEpi0J HOBOHAPOKEHOCTi, Mackye 0e3id 3a-
XBOPIOBaHb Ta BUMAara€ BUKJIIOUEHHS PI3HOMaHITHUX
CTaHIB 3 aJbBCOJSIPHOI T1MOBEHTUIALIEO [1].

3a cyyaCHUMM JIaHMHU y CBITi HAPAXOBY€ETHCS BCHOTO
1000 BUMaAKiB FOTO PiAKICHOTO 3aXBOPIOBAaHHS, HE3a-
JIS)KHO BiJl HAIIOHANBHOCTI, pacy Ta cTaTi. Y HOBOHAPO-
JOKEHHUX TOMIMPEHICTh IBOT0 CTaHy CKiagae | BUMAAOK
Ha 200 000 HapoKeHHX >KUBHUMH. 3aXBOPIOBAHICTh Y
KiJIbKa pa3iB BHUILA B 1HJIYCTpPiaJbHO PO3BUHYTHX Kpai-
Hax, 1110, HMOBIPHO, ITOB’3aHO 3 YACTIIINM BHSBICHHIM
MaToJIoTi{ 3aB/ASKH BUCOKOMY PIBHIO PO3BUTKY MEIUIINHH
3araJoM Ta HEOHATONOTii 30kpema [2,3,4].

Bnepmie manuwit cMHApPOM, BIIOMHUN  TaKOX SK
CCUHAPOM TPOKIATTS pPyCalKu», CHUHIPOM YHIIHH,
O0yB Bigkputuii J.Severinhaus ta R.Mitchel B y 1962
pomi. 3a NaBHBOK TEPMAaHCHKOK JIETEHIO0K, HiMda
YHIiHA 3aK0oXanacs B JIOAWHY. 3a 3pany BiH OyB mmo-
KapaHU{ TUM, IO TMOBHHEH OyB KOHTPOJIOBATH BCi
¢byHKIii cBOrO OpraHiaMy, y TOMY YHCIi, JUXAHHSI.
Konu BiH 3acHyYB, QUXaHHS HOTO 3yNUHHUIOCS 1 BiH
nomep. Y NaHHH yac TePMiH «CHUHAPOM YHIIHW)» BBa-
JKAETHCSI HEKOPEKTHHMM, TOMY IIO 0araro XBOpPUX He

nepecTarTh 30BCiM IUXaTH yBi cHI [3].

[TopiBusino HenaBHo, y 2003 poui, Oyio BusBIie-
HO, 1[0 MOJICKYJISPHO-T€HETHYHOIO NMPUYUHOIO TilO-
BEHTHJILIHHOTO CHHApPOMY € MyTanis B reHi Thox 2b
xpomocomu 4pl2. el reH kKoxye TpaHCKPHUIIIHHUN
tdaxTop, skt Gepe ydacTh B peryisanii ekcupecii re-
HiB, BiMOBiJadbHUX 32 PO3BUTOK aBTOHOMHOI HEPBO-
Boi cuctemu. binbiie 90% maimieHTIiB € TETEPO3UTOT-
HUMH Hocissmu Tak 3BaHoi PARM (polyalanin repeat
mutation) MyTarii, sKa XapaKTepU3y€eThCsI SKCIaHCIEI0
GCN-1oBTOPIiB i 30iMBIMICHHSIM KiTBKOCTI aaHIHY - BiJ
24 no 33, 3 renmorunamu 20/24 - 20/33 (mopmainb-
Huit rerorun - 20/20). Pemrra 10% mamieHTiB MaoOTh
NPARM (Non-PARM) myrauii B reni Thox 2b. Buss-
JICHO MPSMO IPOIMOPIIHHY 3aJeKHICTh MK KIJIIBKICTIO
M0JIiaIaHIHOBUX TTOBTOPIB 1 CTyIIEHEM TSKKOCTi aBTO-
HOMHOI nucpyHKmii [5].

Knacugauit CCHS-cuHOpOM XapakTepH3yeThCA
aJCKBATHOK BEHTHIAIIE B CTaHi (Pi3sMYHOT aKTHB-
HOCTIi, aJie TIMOBEHTUJIALIE 3 HOPMaJbHOK 4YacTo-
TOIO JUXaHHS 1 HOBEPXHEBUM JUXAHHIM IIiJl 4ac CHY;
OiTbIIICTh YypaXKeHUX HiTeH TiNOBEHTUIIOIOTHCS 1 B
TOMY, i B IHIIOMY CTaHi. ¥ mepioai HOBOHAPOIKEHOC-
Ti MaIi€HTH, K MPABUIO0, MAIOTh OOU/IBA IIi TOPYIICH-
Hsi. Y TakWX Mali€HTiB 3aXBOPIOBAHHS MPOSIBISETHCS
BXE B IEpIIl TOJUHU XKHUTTS 1 XapaKTEePU3YEThCA Iia-
HO30M 1 30UJIBIIEHHSIM piBHS BYTJIEKHUCIIOTO Ta3y, aje
OyBarOTh MAIi€HTH 1 3 O1IBII MiI3HBOK MaHi(ecTaliew
rinmoBeHTHIANIHHOTO cuHApoMy. [Ipu mbomy wacTo €
(iziomoriuni 1 aHATOMIYHI TPOSIBH TeHEpali3oBaHOI
nucdyHKii aBTOHOMHOT HepBOBOi cucremu (ANSD):
MNOPYIICHHS PO3BUTKY CTPYKTYp, IO MOXOIATh 3 «HE-
BpajpHOTO rpebeHs»; Helpokpicronarii, mopymeH-
Hs (yHKkuii okopyxoBux HepBiB. Helipoxpicronarii
BKJI09al0Th XBOpoOy [ipmmpyHra - BpomkeHa Bif-
CYTHICTh MapaCUMIATUYHUX BHYTPIIIHIX TAHTITI03HUX
KJITHH TEPEIHBOTO BiAAiIy KUIIEYHUKA, IKE CIIOCTE-
piraetbest y 16-20% nanientiB 3 CCHS-cunapomowm,
mo HocuTh Ha3By HADDAD-syndrome Ha im'st aBTO-
pa, axuil onucas ioro B 1978 p. [Tyxnunu, 1m0 noXoasaTh
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3 HEBpAJBHOTO rpedeHs, BKIIOYAIOTH HeifpoOmactomy,
TaHTITIOHEWPOMY 1 TaHTITIOHEHPOOIACTOMY, CIIOCTEpira-
10ThCst Y 5-6% niteit 3 CCHS-cungpomom [4, 5, 6].

Cnin 3a3Ha4YuTH Hee(PEKTUBHICTh MNpEHATalbHOI
JIarHOCTHKHU 3axBopioBaHHs. Jlemo wacrime y Ba-
FITHAX BUSBISIOTH 301MbIICHHS KIJIBKOCTI HaBKOJO-
IUTITHUX BOJI, 3HM)KEHHS PYXOBOi aKTHBHOCTI TJIOJA.
[Tosmoru, K MpaBUIIO, NPOXOASATH HOpMaNbHO. Binpa-
3y micns HapomkeHHs MaHipecTyioTs nposisu CCHS-
CHUHJPOMY: 1[1aHO3 LIKIpH, BIICYTHICTh CAMOCTIHHOTO
nuxauus, kpuky, 3HmwxeHHs YCC. Jlith oTpuUMymOThH
HU3bKY OIIIHKY 3a IIKajol Armrap, HiJJsraloTh He-
raifHii peanimanii. IIpu poMy AiarHOCTYeThCS pi3-
HOMaHITHa NepuHaTanbHa maronoris. [IpakTudno Bci
HOBOHAPOKCHI 3 Hi€I0 MATOJOTi€0, y 3B A3KY 3 He-
¢(heKTUBHICTIO peaHIMAliIHHUX 3aX0[iB, MiISATAOTh
intyOauii Ta nepeseaenHio Ha I1IBJI. Peanbna Bepu-
(ikamis giarHo3y MOXJIMBA JIMINE Tichs ctabimizaril
BCIX JKUTTEBHMX MOKAa3HUKIB JUTHUHHU, IO NMPU3BOJIUTH
0 TIIaHOBOI ekcTyOamii, Ha GOHI sKOT 3HOBY HapocC-
Tae€ alHO€E/TIMOMHOE, TimoKeis Ta rinmepkamnHis. [IpoTe,
HaBITh TOJI MiaTHOCTHKA BKpail ckiaxna. JlocmimkeH-
Hsl ra3iB KpOBI BKa3y€ Ha HEJOCTATHICTh JAMXaHHA 13
rinokciero Ta rimepkamnHiero. Y niTeil Mae micie mo-
pYLICHHS KOBTaHHS, yTPYIHIOETHCS CHTEPAJIbHE BUTO-
noByBaHHS. YacTo 3ycTpidaloThCsl BUMIAJKH 3aXBOPIO-
BaHHS MHEBMOHI€EIO [5, 6].

«30JI0TUM» CTaHAAPTOM JIaTHOCTHKHU SIBISIETHCS
KOHTPOJIb ra3iB kpoBi B Hiunuil nepiog (PO2, PCO2);
enexktpoeHnedanorpadis B HIYHUI Ta AEHHUH mepi-
onu; xonrepiBchke MouiTopyBanus EKI. V Bumanxy
BHUSABIIEHHS THUMOBOI I HaHol Ho30JoTil KiIiHIYHOT
KapTUHU PEKOMEHAYETHCS MPOBEACHHS T€HETHYHOL
JIATHOCTHKU 3 METOI0 BHSBJICHHS MaTOJOTii TreHy
Thox 2b [7].

Cepen HasBHUX MeToniB JikyBanHs CCHS-
CHHJPOMY KOXHOMY MHAIli€HTy HE0oOXigHO minidparu
HaiO1IbII onITUMaNbHUN. Bei BigoMi Ha CHOTOMHI Me-
TOAM KOPEKIii 1aHoi maTonorii po3mogingdroTecs Ha 4
OCHOBHI TpyTH:

1) HeiHBa3MBHA BEHTUJIALIS 32 JOTIOMOTOI MacKH
(HBM);

2) KOHTPOJbOBaHA BEHTHIALISN Yepe3 TPaxeocTo-
sy (KBT);

3) mTy4YHa BEHTHJISAIIS JETCHb;

4) iMIuTaHTaIls BOMIsA IMXalbHUX PYXiB Aiadpar-
mu (IBI).

CyTb MeToJy HEeiHBa3MBHOI BEHTWJIALIT 3a JIOIO-
MOTOI0 MAacKH{ TOJATA€ Y BUKOPUCTaHHI B HIYHUH Te-
pion amapaTa i3 moJadyer0 MOBITPS Yepe3 Macky, IIo
HaJsATaeThcsa Ha 00nu4aust xBoporo. [lepeBara meTony
y HEIHBa3MBHOCTI, BIJICYTHOCTI 1H(pIKyBaHHs, Tpaxe-
oMasianii, BiICyTHOCTI MOPYIIEHb MOBU Ta KOBTAHHS.
[Tpu BUKOpPUCTAaHHI BEHTHJISALIT 32 JJOIIOMOTOI0 MacKH
Bifi3Ha4Ya€eThCs Pi3i0JOTIUHUI PyX MOBITPS B JUXAJIb-
HUX mgxax. [IpoTe, MeTon Mae MIMUNA P HEJOMIKiB.
Cepen HUX TEBHI 0COOMMBOCTI 3aCTOCYBAaHHS B JiTei
I'PYJHOTO BiKy, MOXKIJIUBICTh 31CKOB3YBaHHS MacKH Iij
4ac CHY 1, K HACJIIiA0K, IPUIIMHEHHS AMXaHHs a0o ac-
mipaiis AUXaTbHUAX MUISAXIB.

[Ticns mraHoBOi TpaxeoTOMil BEHTHJIAIIS XBOPHUX
3MiMCHIOETRCA Yepe3 TpaxeocTtomy. [lepeBara meTony
moysira€ B iHTEHCHBHOMY KOHTPOJI Ta XOTIAAI 0CO-
0JIMBO BaXXKHUX JAITEH, XOPOIIOMY JOCTYIHI 10 JUXaJb-
HUX [IISX1B XBOPOTO, HIBEJIIOBAHHI PU3UKY acmiparrii.
Cepen HEJOJIIKIB METOJy — 4acoBa OOMEKEHICTh 3a-
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CTOCYBaHHS, YacTi iH(eKmil TuXalpHUX NUIAXiB, He-
Oesmexa TpaxeoMamslii, oTaHa eBakyalis OpoHXiah-
HOTO CIIHU3Y, BIACYTHICTh HAIXOJKEHHS MOBITPS depes
¢izionoriuHi AUXajdbHI UUISXH, CTEHO3 TPaXxeOCTOMH,
NOpyILIEHHS! KOBTaHHS Ta MOBU. ChOTOJIHI KOHTPOJIBO-
BaHa BEHTWIALIS 4epe3 TPaxeocTOMYy BHUKOPHCTOBY-
€TBHCS SIK THMYACOBHUI METO/ BEHTHIIALIT Y XBOPHUX.

[Tpn mTyuHid BEHTHISALNI] JIEr€Hb CTBOPIOETHCA
TpaJi€eHT TUCKY TOBITPS, AKUW TO3BOJISE HE JUIIE MO-
JaTH KUCEHb Y JEreHi, ale W PO3MpaBUTH JUXAJbHI
XU Ta 3a0e3MeUnuTH ajeKBaTHY BeHTHusLi. [le-
peBaru MeToay B HaAIHHOCTI Ta ¢()EKTUBHOCTI, MOXK-
JUBOCTI BUKOPHUCTAHHS B AiTEH I'PyIHOTO BiKY.

IMnmaHTanmis Bomis OUXANbHUX PYXiB HiadparmMu
(IBA) — mnaiicyuacuimuit metox nikyBanus CCHS-
CUHAPOMY, SIKHU 3abe3nedye He3alekHICTh TUXAaHHS,
BIJICYyTHICTb MPUB’A3aHOCTI XBOPOTO JI0 anapary, BUpa-
JKEHE MOKpalaHHs SKocTi Kutts. CyTh MeToay HOJs-
rae B MAIMKIPHIA IMIJIAHTAIIl BOXISI pUTMY V IUISHIT
JKUBOTA Ta IBOX EINEKTPOHIB y TOBINY Hiadparmais-
HOTO M’s3a. Ilpm cBimoMOMy CaMOCTIHOMY AHMXaHHI
aKTHBaIlisl BOJIS IUXaJIbHUX PYXiB He BinOyBaeThcs,
OCKIUJIBKM CHCTEMa Ipalioe 3a NPUHIKUIIOM 1HT10yBaH-
HSl BJIACHOT aKTMBHOCTI ()YHKI[IOHYBaHHSM CaMOCTiii-
Horo nuxaHHs. [Ipu TpuBamiil BiiCyTHOCTI JUXaIbHOTO
PYXY, IO CTIOCTEPITa€ThCA B OCHOBHOMY BHOUI 1 pijamie
B JICHHUH Mepioj, CHCTeMa aKTHBYETHCS, 3a0e3medyro-
41 aJIeKBaTHE JAMXaHHs Yepe3 akTUBaIliio AladparManb-
HOTO M’si3a. BogHouac, HEI0JIKOM METOAY € HeoOXif-
HICTH ONEpaTHUBHOTO BTPYYaHHs, 3aMiHU EJIEMEHTIB
BOJlISI AMXAJIBHHUX PYXiB, ypakeHHs Jiad)parMainbHUX
HEpBIB P TpUBaliid cTumymamii [7, 8, 9].

CCHS-cunapom — piiKicHA TATOJOTisI CY4aCHOCTI,
10 3YMOBIIIOE YaCTi MOMHJIKM B JAIarHOCTHIlI, HU3bKY
00i3HaHICTh JIiKapiB i3 IIUM 3aXBOpPHOBaHHIM. BogHo-
4ac BaXXKIiCTh nepediry CUMHApOMY, HOTo iHBaJIAM3Y-
I0YMH XapakTep, CTPIMKI TEMITH 3pOCTaHHS B KpaiHax
3axigHoi €BpomM Ta Maifke MOBHA BIJCYTHICTH My-
Omikamiid, MpUCBAYCHUX AaHIH HO30x]OTii B YKpaiHi,
NPUMYIIY€E 3BEPHYTH Ha MaToJOri0 0COONHUBY yBary.

HaBoauMo BiacHUM KIiHIYHMN BUIALOK MaLicHT-
KM 13 BPOJ)KCHUM [CHTPAJbHUM TiMOBCHTUISAIIAHAM
CHHIPOMOM.

Hurtuna, JI.(niBumaka) Hapoawmnacs 12.02.2015 p.o
20 rox. 10 xB. 3 Baroto 3900 r; 3pocToM 50 cM; OKpyX-
HICTIO TOJIOBH 36 CM; OKPYXHICTIO TPYAHOT KIITKH 35
cMm. Oninka 3a mkanot Anrap 8/9 6anis, Bix I Barit-
HocTi Ha (oHi OakTepiypii (mpu OakTepioIOTIUHOMY
MOCIBI - KUIIKOBa najgnyka), y 30 THX. - MposikoBaHa;
OaraToBoOAs; aHeMiss B aHamHue3i. [Tomoru I, 3ami3Hi-
ni, y 42 tTux., Ha QoHi c1abKOT MONIOTOBOI AisTBHOCTI,
NpoBeJeHa aMHIOTOMisl, HABKOJIOTUTIZHI BOJAM: Tiepe-
JIHI - 4YUCTi, 3a7H1 - OpyaHO 3a0apBicHi.

CraH JQUTHUHU Ticis HApODKEHHS 3aJ0BIJIBHUH,
3aKpuyana Bijpasy, MpOBEJcHA caHallisl BEPXHIX AH-
XanpHUX mUIAXiB. Yepes 15 XB. micias HapoIKEHHS
BiIMiYaloCh NOTIpPIICHHSA CTaHy, TeHEepalTi30BaHHIl
miaHo3, akpoimiano3. Ilicis O2-repamii, TaKTHIBHOT
CTUMYJIALIT IIKipa MOpoXeBija, akpouiaHo3, Tepio-
JUYHO O3HAKHM HApOCTaHHS JMXaJIbHOI HEZOCTATHOC-
ti (AH). ¥V nmepmy no0y XKWUTTS AWTHHA Ha IOTY4HIH
BeHTHIANIT nerens (IIIBJI) mepeBeneHa y BigmineHHS
aHecTe3ionorii 3 mixkaMmu iHTeHCHBHOI Tepamnii Kuis-
cbkol oOsacHOi auTsa4oi mikapui Ne2 m. bima I{epksa.
3arajgpHUIl CTaH OUTHHU MPH rochiTaiizamii Ta B Qu-
HaMilll BaXKKUH 332 paXyHOK Ba)XKKUX |IMXaJIbHHUX PO3-
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NMaJiB, MaTOJOTIYHOI HEBPOJIOTIYHOI CHMITOMATHKH.
3a pesyabrataMu OOCTEXKEHb BOTHHII 3amaleHHS He
BHUsABIEHO, HeiipocoHorpama (HCI') - 6e3 maromoriu-
HUX 3MiH, npoBoamiack IIIBJI, CPAP-Tepamis.

YucnenHi cnpobu ne3intydanii HeehekTUBHI (de-
pe3 5-8 roja. caMOCTIffHOrO AMXaHHS - HApOCTAHHS
o3Hak JIH - ogHOMaHITHA KJiHIKA CIJIONICHHS JUXaH-
HA 3 [ecaTypalliero 6e3 BiIHOBICHHS Ha epeadadyBa-
Hiif TimepkanHii, 3arajJbHe IPUTHIYCHHS - 1HTYOAaIiA).

VY Biui 14 gHiB AWTHHA MEpeBeaCHA y BIIMIICHHS
IHTEHCUBHOT Tepamnii Ta paHHbOI peabimiTanii gitei 3
NepUHATAIbHOIO MATOJIOTIEI0 KIiHIKH «OXMaTAUT» 3
1arHO30M:

«I. MerabomniuHi MOPYIICHHS ByTJIIEBOAHOTO OOMIiHY?
Cungpom acmiparii Mmexowrito. II. AcmipaniiiHa mHEBMO-
Hisg. Baxki guxanapHi posnamu. ['IMOKCHYHO-ImIEMIYHE
Ypak€HHS LIEHTPaJbHOI HEPBOBOI CHCTEMH, CHUHAPOM
nepedpanbHOro 30ymKeHHS Ha (OHI 3arajbHOrO MPH-
raivenns L{THC. [Toctrinokcnyna xapaiomionaris». [1pu
rocmiTtanisaimii craH IUTUHHM TSOKKHAM, Ha MiHIMaJIbHHUX
napamerpax IIBJI, kucueBonesanexHa. KiiHidHo na-
HUX 3a nepe0ir iHdekIil, 3anaapHOro Npoiecy HeMae.

3a nepion nepeOyBaHHs y BIAINICHHI IHTEHCUBHOT Te-
pamii Ta paHHboi peabinmitauii giTeill 3 MepUHATAILHOIO
rmarojoriero KiHikn « OXMaTIUT» JUTHHA 00CTEXeHa:

3aranpHUI aHaNi3 KpoBi (B AuHaMmimi) 6e3 BHpa-
JKEHHX 3amMalbHUX 3MiH, 010XiMiUHUI aHATi3 KPOBI (B
JUHAMII) - B MEKaX BIKOBOT HOPMH.

HCT B aunamini — B Mexax BikoBux ganux. llmy-
HOYKOBI CUCTEMHU - 0€3 eXOCTPYKTYPHHUX 3MiH.

VibpTpa3ByKOBE JIOCIHI/DKCHHS OpPTaHiB YepeBHOI
nopoxauan (OYIl) - medyinka, KOBUHHH MiXyp, mif-
IIJTYHKOBA 3aJ103a, HUPKHM, HATHUPHUKH PO3TaLIOBaHI
THIIOBO, BIKOBUX PO3MipiB, 0€3 BUIUMHUX €XOCTPYK-
TYPHHX 3MiH.

Penrtrenorpadis opraniB rpyanoi kiitku, OYII B
MUHAMIII - B JIETEHIX 0€3 BOTHUIICBO-iHPIIBTPATHB-
HUX 3MiH, Kynonu aiadparMu 9iTKi, CHHYCH BLIBHI.
Kumeynuk HepiBHOMIpHO MHEBMATH30BAaHHH.

JluTvHa TMOCTIHO KOHCYJIbTOBAHA B AMHAMIIl HE-
BpPOJIOTOM, O TaJIbMOJIOIOM, JIiKapeM LEeHTPY MeTabo-
JIYHUX 3aXBOPIOBaHb, FT€HETUKOM, €HIOKPHHOJIOTOM,
OTOJIAPMHTOJIOTOM, 3aBiIyI0UMM Kadeapoio HeoHaTo-
norii HMATIIO, npodecopom €.€. llyHbK0, NONEHTA-
Mu Kadeapu HEOHATONOTil, AUTAIOI aHECTE310JIO0Ti].

Enexrtpoennedanorpadis — mnarepu ¢dizionoriu-
Hol EET" i cHy 3 0o3HakamMu nopyueHHss GOpMyBaHHs
CTPYKTYpU CHY y BUINISAAI BICYTHOCTI CTaIiffHOCTI
Ta mpekypcopiB ¢i3iongoriuHoro cHy (BiACYTHICTbH
coHHuXx BepeTeH, K-xommuekciB). Emimentudopmai
eJIEMEHTH He BHpaxkeHi. MIXKIMIBKYIbHA aCUMETPis HE
3apeecTpoBaHa.

JlrombanbHa MyHKIIs 3 METOIO BUKIIIOYEHHS HeHpo-
iHpeKmI: TuTo3 - 4Mr/MKI; Tit0oKo3a - 4,71 MMOIIB/1;
oinox - 0,033 r/n. JHK CMV, EBV, HHV6 — He Bu-
sBieHo. PocTy Mikpodaopu He BUSABICHO.

MaruiTHO-pe30HaHCHAa ToMmorpadis TOIOBHOTO
MO3KY - 00'€éMHOT BOTHHUIIEBOT MAaTOJIOT1i B TOJIOBHOTO
MO3KY HE BUSIBIICHO.

[Tonicomuorpadist - BigcyTHicTh (azu rinboKo-
0 CHY y IHTHHHU BiKOM 45 THXHIB, BUCOKHH 1HIEKC
amHoOe-TimomHOe (32 PaxyHOK TiMOMHOE) 3 YaCTHMH
JIecaTypalisiMu, MosBa MepioOJUYHOTO IUXAaHHSI: CHUH-
JPOM aIHOE/TIMOMHOE Ba)XXKOTO CTYMEHIO 3 JeCTPYK-
TypH3alicio CHY.

Enexrpomiorpadis B auHamini - martoJsiorii mia-

(parmMaibHOTO HEPBY HE BUSBICHO.

[IpoBenena Ttepamisi: METHJIKCAHTHHH, AHTHOAK-
TepiadbHa, MPOTUTPHOKOBA, MPOTHCYAOMHA, TOPMO-
HanpHa (L-tHpokcuH, comy-kopred), MeraboiiuHa
Tepamii; BiT. /I3, IIIIOKOHAT KalbIlito (IIEpopaibHO).

3a pesyabraraMu OOCTEXEHb BHMKJIIOUYEHO HACTYIIHI
narosiorii: xBopoba [lomre, crankoBi XBopoOu oOMiHY:
AIMIKAPHITHHIB, TIOPYIICHHS HEPBOBO-M'S30BO1 Nepeadi,
€HJJOKPHUHHI MaTOJOT{, BAAX PO3BUTKY TOJIOBHOTO MO3KY.

3TiIHO KJIIHIKO-1a00paTOPHUX Ta IHCTPYMEHTAJb-
Hux nanux 3 11.03.2015 p. BcTaHOBIEHUH OCHOBHUHI
JiarHO3: BPOJUKCHUI ICHTPAJbHUN TiMOBEHTUIAMIN-
HUI CUHIPOM.

Kninika 3axBOproBaHHS 3 MOMEHTY TOCIiTali3amii
cTama, 4YHCJICHHI cnpobm paes3iHTyOamii HeepeKTHBHI,
MOCTYNOBE BUPAXKEHE CIJIONIEHHS TUXaHHS 0e3 ¢opcy-
BaHHS BAMXY IpHU 3Ha4HIA necarypauii (mo 40-60%) Ta
BIJICYTHOCTI SIBHI MapeHXiMaTo3HOI 4M 0OCTPYyKTHBHOL
JUH, BincyTHicTh peakmii Ha TIMOKCiIO Ta TilepKarHio.
Metoau HIIIBJI - 6e3 edekry. BpaxoByroun MOXIHBICT
CaMOCTIMHOTO ANXaHHS MPOTATOM KUIBKOX TOJUH IJIS 3a-
Oe3nedeHHst MOOUIBHOCTI MAI[IEHTKH, TPUHHSTE PillICHHS
PO TPaxeocToMilo, sika mposenaena 26.03.2015 p.

26.03.15 npoBeneHe MOJEKYJISIPHO-TEHETUYHE J0-
CIIJ)KeHHS KpOBI Ha HassBHicTh MyTanii reny Thox 2b
xpoMocoMu 4p 12 — pe3yapTar NO3UTUBHUU.

Cran auTtuHH 3a mepiox mepeOyBanHs y BITH
BXKHH (32 PaXyHOK JHXaJIbHUX PO3JaJiB, HEBPOJIO-
riYHOT CHMIITOMATHKH), 3 MO3UTHBHOKIO AMHAMIKOIO:
JUTHHA HAa NOBHOMY EHTEpaJbHOMY XapyyBaHHI de-
pe3 LUTYHKOBUW 30HJ rpyaHuUM MoiokoMm, npeHAH,
3acBoroe mo 120,0 mu gepes 3 Tox., 3 MOMEHTY TOCIIi-
tamizanii Ha gomomixkHii IBJI (cnpobu HeiHBa3WB-
Hoi LIIBJI, CPAP-niaTpumMKu - 6¢3 TpuBajgoro ¢hexry)
31 cripobamu Ae3iHTyOamii Ta CaMOCTIHHOTO TUXaHHS
3 TMOCTYNOBHMM 3MEHUICHHSIM 00'eMy amaparHoi mij-
tpumky; 3 1.04.2015 p. - nonomixkua LIBJI B HiuHMi
vac Ha 6 romuu (Y[ mo 20 3a xB., 3 FiO, - 0.21) Ta
BJICHB MEPIOJUYHO 32 MOTPeOOI0.

Jisi moAanbIoro JIiKyBaHHS Ta CHOCTEPEKCHHS
JUTHUHA TEpeBe/IeHa Yy MUTAYY JIIKapHIO 3a MicTOM
npoxuBaHHsi. Ha MOMEHT mnepeBeleHHs 3aralbHHH
CTaH JTUTHHU TSDKKUH 32 paxyHOK AMXalIbHUX PO3-
JMaqiB, HEBPOJNOTIYHOI cHMITOMAaTHKH. CBIiZOMICTh
30epexkeHa, Ha OIS pearye pyxoBOI aKTHBHICTIO,
eMoIliiiHO BiiMoBiAHO BiKy. ['010Ba okpyrioi popmu,
mBY 3IMKHYTI, Benuke Tim stuko (BT) 1,0x1,0 cm, Ha
piBHI KICTOK uepena, HeHanpyxeHe. 3inuni d=s, ¢o-
Topeaknis xBasa. [lIkipHi moKpuBHM O1i10-pOXKEBI, Te-
i, gucti. Cnu3oBi poxesi, Bonori. JuxaHHs depes
TpaxeocToMiuHy KaHIOMI0 camocTtiitne HIBJI (Y-20
3a xB., FiO, - 21%; Pin +17 ¢m H,O; Pex +5 ¢mH,0;
Tin - 0,4 cek.), kucHeBoHe3anexkHa, Sa02 88-96%.

AYCKyJIbTaTHUBHO - JUXaHHS IPOBOJMTHCS PIBHO-
MIpHO y BCiX BiAjinax jiereHb, npoBigHi xpunu. [Ipu
caHalil - CIM30Ba MOKpOTa y 3HA4Hii KITBKOCTI 3
TpaxeoctoMu. KamnpoBuii pedmiekc 30epexeHmi.
Touu cepust mpuriaymeHi, putMmiuni. ['eMmonuHamika
crabinpHa. KUBIT NOMIpHO 31yTHUH, JOCTYIHHUH TIH-
Ookii manpmanii, m'skuii, 6e30onmicuuii. Ileuinka Ha
2,0 cM BucTymnae 3-mig Kpato mpasoi peGepHOI AyTH,
cenesiHka He maiabnyeThes. IlepucTambTuka BUCTY-
XOBYETBCS, EHTEpaJIbHE XapyyBaHHS 3acBOIOE. Buro-
POXKHEHHS Ta CeYOBUALICHHS (i310J0TIUHI.

OCHOBHHI J1iarHO3: BPOJUKCHHUH LEHTPAIbHUH Ti-
noseHTHIsiniHUN cunapom (CCHS). Cran micius ome-
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paruBHOro BTpy4yaHHs 26.03.2015 p. (TpaxeocTomis).
YcknmagHeHHSA: BEHTHIISATOP-acolifioBaHAa IHEB-
MOHIs, TpaxeoOpoHXiT. uxanpHi po3mand BaXKOTO
crymnento. IlocTrimokcuyna kapaiomiomnaris. Cygom-
HUH CHHIPOM (KyNMOBaHUM).
Cynyrhiit: Ilepcucryrounii QeranbHUil KpoBOOOIr:
BIJIKPUTE OBaJIbHE BIKHO, TIIEPTEH31s JIeTeHEBOT apTepii.

NiTepaTtypa

BucHosok

Bpokena naronorist JUXaHHS MijJ 4ac CHY IPH XBO-
pobax HepBOBOI CHUCTEMH Y JITEH JOCTaTHBHO pijKicHa,
pizHOMaHiTHa. BoHa BuMarae crienu(pivHOT0 MyIbTHANC-
[UTUTIHAPHOTO MiIXOAYy 0 MiarHOCTHKH Ta JIKyBaHHA 3
ypaxyBaHHAM II€PEBaXKal0uoro THUITYy PO3NajiB AUXAHHS,
BIKY IUTHHH 1 JIOKaJi3alii HEBPOJIOTTYHOTO YPaKEHHSI.
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BPOKJEHHBI TMMOBEHTUISALMOHHU N
CHUHJIPOM B HEOHATAJIBHOM ITPAKTUKE

A.B. Bopoovesa, E.E. Ilynvxo, T.I1. Heanosa’,
A.H. Bakaesa', JI.B. Huxkonoea', T.B. I'onoma

HanuonanbHass MeJUIHHCKAsT akageMHust
MOCJeAUNIOMHOro 00pa3oBaHus
umenn IL.JI. Ilynuka
HauuoHnanbHas 1eTcKas cnenuaJu3upoOBaHHAsA
6oabnnna «KOXMATIAET» !
(r. KueB, Ykpanna)

Pe3wme. B crarbe mpencraeien kpatkuii 0630p
JUTEPATYPHI 110 BPOXKICHHOH IMAaTOJIOTUH, KOTOPAs HMEET
KIMHUYECKOE MPOSBICHUE B BUAE PACCTPOMCTB IBIXaHUS
y pebenka Bo cHe. OHa mpejacTaBisieT coO0OH reTeporeH-
HYIO TPYIIY KIMHUYECKUX CHHAPOMOB, (POpMUPYOIINXCS
pH BOBHUKHOBEHUHU BO BpPEMsI CHA ONpE/eNeHHbIX (eHO-
MEHOB HapYLICHUH IBIXaTeNIbHOTO PUCYHKA, YACTOTHI WIIH
TIyOWHBI JBIXaHUS ¢ (HOPMUPOBAHHEM HEIOCTATOUHOM
BEHTHJIALUU JIETKUX M Pa3BUTHUEM THIOKCEMHMH U THUIEP-
KallHuu 'y pe6eHKa, U Ha3bIBACTCA - THINOBCHTHIALUMOH-
HUH CHHIPOM IMEPBUYHOTO M BTOpUYHOro renesa. [Ipo-
SIBIICHUEM MEPBUYHON MATOIOTUH SBISETCS BPOXKICHHBIH
[EHTPaJbHBIH THIOBEHTIIALUOHHUN CUHAPOM.

Bo Bropoii wacTtH cTaThM OMHCAaH COOCTBEHHBIN
KJINHUYECKUH Ciydail BBISBICHHS y HOBOPOXAECHHOTO
pebeHKa CHHIpPOMa BPOXKJIEHHON LEHTpaIbHOH aiabBeo-
JpHOH runoBeHTWIAUUU. KIuHUYecKkuii mHTEpeC npe-
CTaBIsIET TEUCHHUE U IUAarHOCTUKA JaHHOTO 3a00JeBaHuUs
y pebeHKa ¢ dMU30NYECKON THIIOBEHTHIIIUEH, THITOK-
ceMuell U THInepKanHued ¢ MepBhIX AHEH KU3HU MPHU OT-
CYTCTBUU META0OINYECKHUX, KAPAHO- PECHUPATOPHBIX H
HEHWPOMBINICYHBIX 3200JICBAHUMH.

KnwoudeBble €J0Ba: HOBOPOXAEHHDBIE; ANHOY BO
CHE; HapyIlICHUE JbIXaHUSI.
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CONGENITAL HYPOVENTILATION SYNDROME
IN NEONATAL PRACTICE

O.V. Vorobiova, Ie.Ie. Shunko, T.P. Ivanova’,
O.M. Bakaieva', L.V. Nikonova', T.V. Holota

Shupyk National
Medical Academy
of Postgraduate Education
National Children’s Specialized Hospital
«OHMATDET»'
(Kiev, Ukraine)

Summary. This article presents a brief review
of the literature on congenital disease, the clinical
manifestation of which is respiratory failure of a child
during sleeping. It is a heterogeneous group of clinical
syndromes that are formed when defined phenomena of
the respiratory pattern, frequency or depth of breathing
disorders with insufficient pulmonary ventilation and
child hypoxemia and hypercapnia arise during sleeping
and named as primary and secondary hypoventilation
syndrome. Central hypoventilation syndrome is a
manifestation of primary congenital pathology.

The clinical case of the congenital central alveolar
hypoventilation syndrome in the infant is shown in the
second part of the article. Clinically interesting is the
manifestations and diagnosis of a disease in a child with
episodic hypoventilation, hypoxemia and hypercapnia
from the first days of life without of metabolic,
cardiovascular, respiratory and neuromuscular diseases.

Keywords: newborns; sleep apnea; respiratory
failure
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