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V cTatTi HaBedeHo OrNAf Cy4acHUX AaHuX NiTepatypu, ki CTOCYHTbCA CNaAKoBOrO NOPYLLEHHS 0OMiHY pPe4OBWH — riyTapoBoi aunaypii | Tuny. Ha npuknagi
KNiHIYHOrO BUNAZLKY NMPOINOCTPOBAHO CKMAAHICTb [iarHOCTUYHOIO MOLYKY Ta 0COO6AMBOCTI NiKyBaHHA AaHOr0 3aXBOPHOBAHHA. TakoX 3p06/IEHO aKLEHT Ha
HEOOXIiZHOCTI HACTOPOXEHOCTI KNIHILUCTIB AN CBOEYACHOI0 BUABMEHHS NOTEHLINHO KypabenbHUX opdaHHUX 3aXBOPIOBaHb HEPBOBOI CUCTEMMU.

KntoyoBi cnoBa: rnytapoBa auuaypis, CyAOMHi Hanaau, ryTapun-kogepmeHT-A ferigporeHasa.

Mistakes are not an option: a clinical case of glutaric aciduria type 1
L.H. Kyryllova, 0.0. Yuzva, 0.0. Miroshnikov, L.P. Mikhailets
Sl «Institute of Pediatrics, Obstetrics and Gynaecology of NAMS of Ukraine», Kyiv, Ukraine

A review of current literature data relating to hereditary metabolic disorders — glutaric aciduria type 1 is represented in the article. The presented clinical case
illustrates the complexity of diagnostic search and treatment features of this disease. The special focus is also placed on the need for vigilance of clinicians
concerning early detection of potentially curable orphane diseases of the nervous system.
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be3 npaBa Ha OLIMOKY: KNMHWYECKUIA Ciyyail rnyTapoBoi auuaypum | Tuna
J1.T. Kupunnosa, A.A. 1038a, A.A. Mupoturukos, J1.11. Muxaiiney
Y «HcTuTyT negnatpun, akywepctsa u runekonorun HAMH Ykpaunbi», 1. Kues

Mpe/cTasneH 0630p COBPEMEHHbIX JaHHbIX IUTEPATYPbI, KACAIOLLMXCA HACNEACTBEHHOTO HapyLLUeHUs 06MeHa BELLECTB — MMyTapoBoW aunaypuu | Tuna. Ha
npuMepe KIMHUYECKOro Cryyasi NpOMNIIOCTPUPOBaHA CIOXKHOCTb AMAarHOCTUYECKOr0 MOMCKa U 0COGEHHOCTY NIeYeHNst JaHHOTO 3a6oneBaHus. Takxe cAena
aKLEHT Ha HEOBXOAMMOCTN HAaCTOPOXKEHHOCTY KNMHNLICTOB NS CBOEBPEMEHHOr0 BbISIBNEHNS NOTEHLMANbHO KypaGenbHbIX 0pthaHHbIX 3a60/1eBaHNIi HEPBHOIA

CUCTEMBbI.

Knto4eBble cnoBa: riyTapoBas aunaypus, CyaopoXHbie Npunagki, rmyTapui-kodepMeHT-A eruaporeHasa.

KJIHIYHIN TPaKTHUIll CIeliamsicT 3ycTpiva-
yGTbCF{ 3 PI3HOMaHITHUMM 3aXBOPIOBAHHSI-
MU, 6araTo 3 SKUX MOTPeOYIOTh 3HAYHUX 3HAHb,
Yacy i I0CBify /IJIsT BCTAHOBJIEHHS BIPHOTO /liaTHO-
3y Ta Ipu3HavYeHHs JikyBaHHsA. HasBa manoi crari
obpaHa HEBWITAJKOBO, aj/iKe XBOPoba, IMpo SIKY
Oyje WTH MOBa HMIKYE, HAJIEKUTH 0 OpdaHHUX
(piakicHux), ogHak a00pe JIKYEThCS, 32 YMOBU
CBOEYACHOI /IIaTHOCTUKU Ta JIIKYBaHHS.

IIporgarom ocTaHHIX POKiB Bijl/liJIeHHSI IICUXO-
HEBPOJIOTI1 /114 /IiTel 3 IePUHATAIBLHOIO TTATOJIOTIE
ta ophanHumu 3axBoproBanHamu /Y <«lHcTuryT
nexpiarpii, akymepctBa i rinekosorii HAMH
VKpainu» aKTHBHO IIpaIllo€ Haj IpobieMamMu
JUIATHOCTUKHU Ta JIIKyBaHHAM Op(haHHUX 3aXBOPIO-
BaHb. Maitke 75% TaKuUX 3aXBOPIOBaHb IPOSIBJISI-
I0TBCSI B PAHHBOMY AUTSTYOMY Bitli, a 30% marieH-
TiB MoMupae 0 5-piunoro Biky [29]. Y 6igbuiocti
BUTIQJIKIB JliarHO3 <«OpdaHHe 3aXBOPIOBAHHS»
BUKJMKAE y axiBIliB HEMPUEMHI PO3AYyMU
Ta TMEeCUMICTUYHI OUiKyBaHHS IO/I0 TO/IAJIBIIIOTO
nepebiry maroJiorii.

[Ipore icHyoTh opdaHHI 3aXBOPIOBAHHH,
3a AKMX He CJi/l KBAITUTUCS BUHOCUTH TAIIEHTY
HEBTIITHUHM BUPOK. 3JHAUHA TPyTIa TAKUX PO3JIaliB
€ 1o6pe KypOesbHOI 32 YMOBU BYAaCHO BCTAHO-
BJIEHOTO fiarHo3y. Hanpukias, mopyiieHHs 0OMi-
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HY aMiHOKHCJOT — (PeHIJIKeTOHYPis BHECEHA JI0
IpyIM HEOHATAJbHOIO CKPUHIHTY, 3aBJSIKH 1IbOMY
B/IaJI0CST 3HAYHO CKOPOTUTHU MOMIMPEHICTD 1i BaK-
kux ¢opm. [Ipy BuacHO BCTaHOBJIEHOMY JliarHO3i
Ta aJIeKBaTHOMY JIIKYBaHHi, Y TOMY YUCJi J0TPHU-
MaHHSI JII€TH, KJIIHIYHI 1nposBu (deHinKeToHypii
MOXKYTh OyTH 3Be/leHi 10 MiHiMyMy. /[0 moTeHTiii-
HO KypabesJbHUX BPO/UKEHUX TOPYIIEeHb MeTabo-
JIi3BMY HajiekaTh JesKi Ji3030MajibHi XBOPOOU
HakoryeHHs (xopoOu Tomre Ta Himana—ITika),
MITOXOH/ApiaZbHI  3aXBOPIOBaHHA  (CHUHIPOM
MELAS), mopymientst oOMiHy xosecteposry (CuH-
npom Cmita—Jlemmi—Omina), BitaminiB (edinur
6i0THHIIa3K, MiPOJOKCUH3AIEKH] CYyIOME), MeTa-
JiB (xBopoba Bisbcona) ta 6arato iHIINX.

VY pauiii ny6aikanii HaBeIeHO BIACHUI 10CBi/
niarHOCTUKU Op(aHHOTO 3aXBOPIOBAHHS 3 TPYTH
MOPYIIeHHsT 0OMiHY aMiHOKHCJIOT — TJIyTapoBOi
aruaypii I tumy (A1), a Takoxk cydacHi gaHi
CBITOBOI JiTepaTypu CTOCOBHO /IaHO1 TIATOJIOTI1.

[nyraposa anuaypis [ Tuny BUHMKA€E BHACJI-
JIOK MyTalliif y reHi, mo Kojaye (GepMeHT riyra-
pun-kobepment-A merigporenady (GCDH),
KWW BITHOCUTHCS 0 MITOXOH/IPIiabHUX aIlWJI-
CoA neriziporenas i kaTaji3ye peakilito OKUCHEH-
Hs Ta JekapbokcuimioBanus rayTtapuia-CoA
1o kpotoHisn-CoA Ta Byriekucsaoro ragy. Kobep-
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mentom GCDH Bucrymnae pubodiasin [9]. Omu-
CaHoO /IBi XapaKTepHi A8 ITbOTO 3aXBOPIOBAHHS
myTanii GCDH reny, ski oxommoiors 11 ek3oHiB
Ha 19p13.2 xpomocowmi [14]. Haiibisbin momupe-
HOIO MYTAIli€l0 B €BPOINENHChKIA TOMmyasailil
€ pArg402Trp [37]. Bucoka TkaHWHHA aKTUBHICTb
GCDH BussJiena B 1e4inKoBill, HUPKOBiHi (MPOK-
CHMAaJIbHI KaHaJIbIl, 1HTEPCTUIIIA) Ta HEPBOBIN
TKaHWHAX (HEeWpoHM Ta oJjirogeHporutu) [36].
Y nocaimxenni Braissant et al. BusiBsiena migBu-
mena aktuBHicTh GCDH mnpu pospiBanui Ta
JndepeHIlitoBaHHI HEMPOHIB TOJOBHOTO MO3KY
B 1mypiB [6]. Jlane nocrmijskeHHs: MOSACHIOE Oopra-
Hocnenu@iyHicTh 1 BIKO3aJeKHICTh MPOSBIB
nedinnty GCDH.

Fnyrapun-kodhepment-A  gerizporenasa €
KJII04OBUM (hepMeHTOM, 110 Gepe ydacTb y KaTa-
6osismi aminokucaor L-tpunrodany, L-risuny
ta rigpoxcunizuny. GCDH e pubodraBinzanex-
HUM (hbepMEHTOM, TII0 KaTaJli3y€ JAeTiporeHyBaHH
rayTapui-kodpepMeHty A 10 TJIyTakOHiJ-
KoepMeHTy, a B IOJAJbIIOMy — [0 KPOTOHiJI-
kopepmenty A. ITpu TA1 BigbyBaeTbcst HAaKOIIM-
YeHHS B OpraHismi 060X KiHI[€BUX IIPOAYKTIB
MeTaboJIi3MY, 10 CYTPOBOIKYETHCS aHOMAJIBHOTO
CEKpEITE0 3 cevero TIyTapoBOi Ta TiAPOKCUTIY-
tapoBoi kuciaotu. Hakonuuenuit tayTapui-
kodepmeHT A ectepediKyeETbCS 3 KapHITUHOM
710 TJIyTapUKAPHITUHY, BMICT SIKOTO BUSBJISIETHCS
npu TanpemHiil macc-cruektpometrpii (TMC),
0 € O0JIraTHUM J1arHOCTUYHUM KPHUTEPIEM 3a-
XBOPIOBAHHS Ta BUKOPUCTOBYETHCS B HEOHATATb-
nomy ckpuninry I'’Al. Tounwuii niarnos mMokHa
BCTAHOBUTH IJISXOM T€HETMYHOIO aHasi3y reHy
GCDH y ¢ibpobaacrax ta JeiikonuTax, mpore
KOpeJIsIis Misk 3anikoBoio aktuBHicTio GCDH
i KJIIHIYHUM (EHOTUTIOM BHUpakeHa HE3HAUHO.
[IpenarambHa AiarHOCTHKA MOJKJMBA MIIIXOM
BU3HAYEHHS KOHIIEHTpAIlil TJIYTapOBOI KUCJIOTH
B aMHioTHuHii pigmni abo akrusHocti GCDH
Y KyJIbTYPi aMHIOTUYHUX KJIiTHH [21].

[TaTtodisiosoriuai  3pylieHHsT  3yMOBJeEHI
€KCAaNTOTOKCUYHICIO, 110 BUHUKAE ITPU HAKOIINYe-
Hi TJIyTapoBOi Ta 3-Ti[POKCU-TIYTAPOBOi KUCJIOT,
i 32 CBOIM MEXaHi3MOM BILIMBY HA KJIITUHU TOJIOB-
HOTO MO3KY CXO0’Ka 3 eKCATOTOKCUYHICTIO TyIyTa-
Mmarty. /lo maToJsioriyHoro 1porecy MOXyTb 3aJy-
yatucs NMDA penenitopu, 1110 npusBOIUTH /10
3arubesti KJIITHH MIsxoM amontosdy. Kpim Toro,
naHi matodiziooTivHi 3pyIIeHHs MOKYTh TPU3-
BOJIUTH JIO TTOPYIIIeHHsT GaJaHCy HelipoMeIiaTopiB
HIJISIXOM X sinchaancy Ha KOPUCTb 30YIKYI0UnX
(rayramaty) Ta iHTiOyBaHHSI riyTamMariaekapOoK-
cwiasn, mo 3ymoiioe nedinut TAMK. Tammit
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MOJKJIUBUU TATOTEHETUYHUI MeXaHi3M peaizy-
€TbCS TIJISXOM MiIBUINEHHS PO3May Tpuntoda-
HY KiHYPEHIHOBUM TIJISIXOM, IO TPU3BOAUTH
JI0 HAKOTIMYEHHS KBIHOJIIHOBOI KMca0TH. KBiHOJII-
HOBAa KUCJIOTA € HEHPOTOKCUYHOIO 1 MA€ aHTaTrOHi-
ctuyHuii BB Ha NMDA pernenitopu [1].

[nyraposa anuaypis, abo ammgemis, [ Tumy
Briepiie onucana y 1975 p. I'yamanom C., toxi
K BcTaHoBseHa poib gedinuty GCDH, gk Hesza-
MiHHOTO (epMeHTy st KarabosisMmy Ji3uHy,
tpurntodany ta rigpoxcuaisuny [13].

[Tix yac mera-ananisy Bjugstad et al. snaiizero
42 my6mikaii, npucsstueni A1, B aKUX TOBi10-
mJstocs ipo 115 nartienTiB. Anasis mpaib moka-
3aB, 110 Bik ouarky npogasiB A1 kopestoe 3 TsK-
KICTIO PYXOBUX TIOPYIEHb Ta 3arajJibHUM KJIiHiU-
HUM pesyJsbTaToM. Takosk y marienTiB i3 [Al
jereHepaitiss 6asajbHUX TaHIJIIIB, 301IbIIEHHS
JIKBOPHUX MPOCTOPIB Ta aHoMauIii 0inoi pedoBu-
HU CBi4aTh mpo ripumii mportos [3]. HaiiGiabure
npaiib, npucBgueHux BuBYeHHO ['A1l, HanexaThb
Kolker S., cranom 1a 2006 p. onmcano 279 kiiniu-
HUX BHIAJKIB i3 pisHuM 1epebirom. Y 2007 p.
PO3po0bIeHO peKOMEeH Iallil 3 AIarHOCTUKY Ta JIKY-
Bauusa ['A1 [19, 20]. Ocranniii neperasn pexo-
MeHmatii mposegeno y 2017 p. [5].

3a OCTaHHIMU PeKOMEHIAIlisIMU, KJIIHIYHUM
kputepism '’A1 BiamoBizaioTh MiTH 3 HEMpoOrpe-
CYIOYMMH eKCTpalipaMi/IHUMU TOPYIIEeHHAMHU
ta gedinurom GCDH, a Takox fiTi 3 6ioXiMiuHM-
MU 3MiHamH, aje Oe3 kiriniunux mposisis [A1. Ha
CHOTOMHI ¥ ¢BiTi onmucano 6;m3bpko 500 marieHTiB
i3 TA1. BigmoBizgHO 10 TPOBEAEHUX OCIiIKEHD,
I'A1 € oHUM i3 OMMPEHNX MeTabOIIYHIX 3aXBO-
pIOBaHb HOBOHAPO/IKEHUX, IO HPOSBJSIOTHCS
IIPOTPECYI0YMMU Y1 HEITPOTPECYIOUMMU eKCTpaili-
pamizaumu nopymeHusimMu. Poszsutok TMC
Ha CbOTOJIHIIHIN JIeHb JIa€ 3MOTY JIIarHOCTyBaTH
'A1 no manidecrarii KITIHIYHIX TPOSBIB Ta MPO-
BOJINTU BYACHY KOPEKILiIo [5].

3aBJISIKU [TPOBEIEHOMY CKPUHIHTOBOMY /IOCJIi-
JUKEHHIO BCTAHOBJIEHO, 110 rtoimupenicts A1l cra-
voButh 1 ma 100 000 moBomapomxkenux [26].
[IpoTte B fedKknX €THIYHUX TOIYJISIISIX 4acToTa
JTAaHOTO 3aXBOPIOBaHHS 3HAYHO BUMIA. /[0 HUX BifI-
HocaTbes cribHoTa Amuii (CIITA, [lencinbBa-
Hig), ingianni Oji-Cree (Kananma, Omntapio),
Jlam6i (CIIA, IliBuiuna Kapousina), ipiaHachki
mangpiBuuku (Ipmangisa) Tta inguro (IIAP) —
cepel TIMX HAPOIHOCTEH cepeiHs 4acToTa TOITH-
perocti A1 cranoButs 1 : 250-300 ocib.

[Mepmi wminiuni nposisu 'Al y Burasaai pos-
MIUPEHHST JIIKBOPHUX IPOCTOPIB, OCOOJIMBO
B JIJISHITI CLJIBBI€EBOI IIIJTMHY 3 TIMOIJIA31€10 CKPO-
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HEBUX JIOJIb TOJIOBHOTO MO3KY, MOKHA BUSBUTH
MpeHaTaabHO, MOYMHAIOYM 3 OCTAHHBOTO TPH-
MecTpy BariTHOCTI [25].

Kainiuni mposiBU IpOTSATOM TEPIIUX MiCSIIiB
micjsg HapoJKeHHd BiJICYTHi, Xouya B JeIKUX
BUIAJKAX OINWCAaHI He3HAUHI TPOABU TIiNOTOHII
Ta MiABUIIEHA HEPBOBO-pedekTOpHa 30y/11H1-
BiCcTh, MiHIMaJbHA 3aTPUMKA MCUXOMOTOPHOTO
po3Butky [19]. Maxkporiedaiis, sika BUSABIIETHCS
BiJI HAPOJKEHHsT a00 MPOTATOM MEPIINX MIiCAIiB
JKATTS 1 BUHUKAE BHACJIJIOK PO3IIMPEHHS 30B-
HIIMHIX 1 BHYTPINIHIX JIIKBOPHUX IPOCTOPIB,
€ BaXXJIMBUM JIIaTHOCTUYHUM KPUTEPIiEM. Y THIIO-
BUX BUTIAJIKAX TOCTPA HEBPOJIOTIYHA CAMIITOMATH-
Ka, gKa HaraJlye TPOSIBU TOCTPOro eHiedamiTy,
PO3BUBAETHCS Y 65—95% marieHTiB, B IKMX BYa-
CHO He BUSBJIEHE 3aXBOPIOBAHHS IPOTITOM Iiep-
IITAX JIBOX POKIB JKUTTS, 1 TPOSABJISAETHCS COHJINBI-
CTI0, TIMOTOHI€I0, HEMOKJMBICTIO YTPUMYBATH
TOJIOBY, OICTOTOHYCOM, TPUMacaMu Ha OOJINYdi,
PUTIJIHICTIO Ta BUpakeHOIO aucTtoHien [17, 20].
CymomHi Hamagu 1pu eHiedariTonomaioHoMy
KpH3i, 1110 iIHKOJIU CIIPUIMAIOTHCS K eMiJenTUYHi,
€ TposiBaMU AMCTOHIYHUX cra3MmiB [7]. [Ipote
MOXIUBHUN po3BuUTOK mipu [Al emimentmanmx
HamajiB, IKi € PE3NCTEeHTHUMU [0 aHTUeIiJern-
TUYHOI Tepartii i yCKIa[HIO0Th mepedir 0CHOBHO-
ro 3axsoptoBanHg [27]. Omnucani BuUNAAKN
PO3BUTKY aKiHETUKO-PUTIIHOTO CHUHJPOMY B
miTeil yHacaiZok eHiedaaiTonoai6HOro Kpusy
npu A1l [12]. Haiicrapmuii Bik, Tpu SIKOMY OTIH-
CaHUW HEBPOJOTIYHUN eHIeda iTOmOiOHMI
kpus y aireit 3 I'Al, cranosus 70 micauis [31].
Omnwucani Bumaaku, koau I'A1 nepebiranma 6es
PO3BUTKY eHIledamiTonogiOHuX KPHU3iB, MpoTe
Oysa HasiBHa TPOrpecyioda HEBPOJIOTIYHA CHM-
nromatuka [23]. B oci6 i3 cyOkminiunum mepebdi-
rom ['Al yHacmigok B3aJUIMKOBOI aKTUBHOCTI
GCDH omnucanunii po3BUTOK y JOPOCJIOMY Billi
XPOHIYHOI HUPKOBOI HEIOCTAaTHOCTI Ta mepude-
puuHOI TtosrineBpornarii [18, 22].

Bignossenns crany micjas Kpusy 3a3zBuyait
MOBUIbHE Ta HEMOBHE 3i 30€PEsKEHHIM 3aJIUIITKO-
BUX TIPOSIBIB AMCTOHII Ta/ab0 XOpeoaTeToiMHUX
rinepkiHesiB, TO/I SIK MEHTAJIbHUU PO3BUTOK HE
nopyireHuit abo HesHauHO 3HWKeHU. [Ticsis mpo-
SIBiB HEBPOJIOTIUHOT CUMIITOMATUKH KJIIHIYHA Kap-
TUHA TOCTPOI Ta XPOHIUHOI (DOPM 3aTUIIAETHCS
nofibHo. Y Tepion iHTepKYpPeHTHUX iH(EeKIiil
ab0 TpaBM 1epebir 3aXBOPIOBAHHS MOJKE CYTIPOBO-
JUKYBATUCS €M1i30/laMi KOMM, CY/JOMHUX HalasliB,
KETO30M, TIIOrJiKeMil Ta CHUMIITOMATUKH, IO
Harajaye cuHapom Pes. Pusuk enmedasnitonomnio-
HUX KPU3iB 30€pira€Thbest 10 TPUPIYHOTO BiKy [4].
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[Tontepenniii piarno3 A1 mMoskHA BCTAaHOBUTH
MicJisi BU3HAUEHHSI PiBHS OPTaHIYHUX KUCJIOT Y
ceui [2]. TA1 BiapisHAIOTDL BiJ iHIINUX anUypin
HasBHICTIO B Ce€Yl IMiIBUIEHOTO BMICTY 3-TiJ[POK-
CUTJIyTapoBOl KHUCJIOTU. BugBieHHs B KPOBi
MIBUIIIEHOTO PiBHA IJIyTaPUIKAPHITUHY HMIJISIXOM
TMC BUKOpPUCTOBYETHCA Y HOBOHAPOKEHUX SK
cKpuHiIHTOBUI MeTon miarHoctuku Al [26]. Y
NeIKUX JOCTI/PKeHHSIX TI0Ka3aHO HEBUCOKUI
piBeHb TJIyTAPUJIKAPHITUHY B KPOBI, IIPOTE BUCO-
KW piBeHb TIJIyTapoBOl Ta TiJIPOKCUTJYTApPOBO1
kucaot [11, 17]. Tomy s nigBUIEHHS JiarHO-
CTUYHOI YyTIAWBOCTI Ta crienuivHOCTI IPU CKPH-
uiary A1l y xiteit 3 miaABUTIIEHUM TTyTapUIKapHi-
TUHOM KPOBI BU3HAUAIOTH IJIyTAPUJIKAPHITUH cevi
Ta WOro CIiBBiiHONIEHHS [2, 32]. AJjle, He3BaKal0-
gy Ha Bci Gioximiuni KpurTepii miarHOCTHKH,
OCHOBHMM JIIarHOCTMYHUM TECTOM [JIsI TiJTBEp-
mxedansa Al ma cboroaHi € TeHeTHYHE IOCIII-
mxeraHs mytantHoro reny GCDH y xiteit 3 mo3u-
tuBHUMU pesyabratamMmu TMC.

[Tix yac mpoBenennst EET matosoriuni 3minm, Ik
IIPaBUJIO, BI/ICYTHI, 32 BUHATKOM TOCTPUX eHIleda-
JHTONOMIOHMX KPU3IB, KOJIM MOKJINBI Hecterdiy-
Hi TOpyTIeHHsT KOPKOBOI puTMiku. CKJIaj CITMHHO-
MO3KOBOi pinmuau ipu ['A1 He mopytmennii [1].

Ha KT ta MPT ronoBaOTO MO3KY y 75% miTeil
BiJl HApOJ/KEHHS BUSBJISIIOTHCA IIPOSIBU IIPOrpe-
CYI0YOTO ypaskeHHs HepBoBol cuctemu. Haii-
Oinbmn yactolo MP-o3nakoo B naiienTis i3 A1,
SKUX JIIKYBaJIu 10 TOSIBU MaHi(hecTHUX MPOSIBIB,
€ PO3MWpPEHHS CiJbBIEBOI MIIJIMHU, 3aTPUMKA
il po3BuTKY (OrepKyJi3aiiii), 3aTpuMKa MieJiHiza-
il BEJWKUX MiBKYyJIb, 3MiHa CHTHaMy Bim 6ioi
KyJli Ta 1osiBa 1cesjiokict. Hesnaune posmimpen-
HSI 30BHINIHIX JIIKBOPHUX IIPOCTOPIB HaNOiIbII
BUpa’keHe B CKPOHEBUX BiJJIiJIaX YHACTIJIOK TilO-
1asii CKpoHeBOI 10J1i 3 000X CTOPiH. 3aTpuMKa
Mi€TiHi3alii BiAIMIYa€TbCA y BCIX ZiTeH 710 MaHi-
(ecrarnii 3axsoproBanns [16]. [TatorHOMOHIUHOIO
osHakoto ['A1l, sika BU3HAYa€THCS 3a JOIOMOTOIO
MPT rosioBHOTO MO3KY, € 3HaUHE PO3NTUPEHHS
CiJIbBI€BOI LIIJIMHU Ta JIKBOPHUX ITPOCTOPIB HAaB-
KOJIO JIOOHWX [IJISTHOK, sIKi 32 (hOPMOIO HATAAYIOTh
kpuio kakana («Batwings dilatations of sylvian
fissures), omHO4YacHO 3 O3HAKaMHU YpakeHb
GazasbHUX raHraiiB [33].

[ocuth 4acTo BUHUKAIOTH TOCTPI Ta XPOHIUHI
cyOMypajibHi TeMaTOMM, IO 1HKOJIU CIPUIRMAIOTh-
ca sk nposieu «shaken baby syndromes», to6to
CUHIIPOMY CTPYIIYBaHHS MAUTWHU, SKUH YacCTO
BUHMKAE IIPU KOPCTOKOMY CTaBJICHHI /10 AUTUHU
[34]. PosBuTok roctpoi cybaypasbHOI TeMaTOMMU
MOKe BUHUKHYTH B iuTuHU 3 [A1 nipu miniMasib-
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Hill TpaBMi TOJIOBU SK 3aTPO3JINBE SKUTTIO YCKJIA-
Henns [35]. Y miteit 3 MaHichecTHUMU KIIHIYHUMU
posiBaMu OLJIBIN BUPakeHa JJOOHO-CKPOHEBA aTpo-
(ist, sika MOsKe iMiTyBaTH GiJTaTepasibHi KiCTH TaBy-
TiHHOI oOosionku. Haiibinbme mpu A1l ypaxka-
10Tbest Gazanbhi ranrii. [Tpu MPT Bigmivaerbes
ypakeHHS CTpiaTyMa, IK i30JIbOBaHe, TaK i B MOE-
HaHHI 3 ypa)keHHSIM XBOCTATOTO SApa. AKTUBHA
3arnbesib HEHPOHIB HEOCTPiaTyMa, sika TIONIUPIO-
€TbCS B JIOPCOBEHTPATIbHOMY HAIIPSIMKY, CIIOCTepi-
ractbest npu eHredanitononionomy kpusi [10].
[HIIMME TIPOSIBAME MOKYTH OYTH MIPOSIBY Y PakeH-
Hg GJIIOTO Iapy Ta Tajamyca, 3y64acToro sipa,
MeiabHOI TeTJIi Ta YopHoi cyOcrtantii [15].
Ocnosni npunnumm teparii Al He Bigpi3Ha-
I0ThCST B JIiTEH, SKUM PO3MNOYMHAIOTH JIKYBAHHS
JI0 KJIiHIYHO1 MaHidecTalii Ta miciad eHnmedariTo-
nozi6roro kpusy. OCHOBHUM Y JIiKyBaHHI € 06Me-
JKeHE Ha/IXO/I)KeHHSI B OpPraHisM JIMTUHU aMiHOKHU-
caotu Ji3uny Ta Tpunrtodany. /s 11boro cTBope-
HI cHeniajbHi JiKyBaJbHi CyMilli, AOCTYIIHI
B Oisbiocti kpain CHT, ase, Ha skajb, BigcyTHi
B Ykpaiuni. Ili cymini g rpyaHOTO BUTO/IOBY-
BaHHSI HEOOXI/IHI /I TIOBHOLIIHHOTO Xap4yBaHHs
i € 10pPOroBapTiCHUMHU, TOMY X CJIiJl 3aTBEPAUTH
SIK TApAHTOBAHI Ha Jep:kaBHOMY piBHi. [lo Takux
cymimeit BigHOCATH [ayTapumon (Toprosoi
mapku Nutricia) Ta Hyrtpiren (xommnanii HyTpi-
TeK). BaxkaBuM JiKyBaJbHUM 3aX0/IOM € I0CTaT-
HE HaJIXO/KEHHS KapHITUHY, HeOOXiIHOro I
3B'd3yBaHHS TJIYTApOBOI Ta TiIPOKCUTJIIYTapOBOI
KUCJIOT, 10 TJyTapuaKaHiTuny. /[Js mboro pexo-
MEeH/IOBaHe IIo/IeHHEe BBEJEHHS KapHITUHY
B n0608iit m03i 100 mr/kr/moby mo 6 pokis
ta 50 Mr/Kr mics 6 pokiB. | octanHiil BaxK MBI
KOMITOHEHT — € TIOTIePEKEeHHsT KaTaboTiYHuX
kpusiB [, 22]. Ilpu BunukHenHi eniedariTono-
MIOHOrO KpU3Y PEKOMEHI0BaHe €KCTPEHE BHY-
TPINIHPOBEHHE BBEJEHHS PO3UYMHIB TJIOKO3U
3 IHCYJITHOM JIJIsT IIBUIKOTO 3HUKEHHST KaTabo1i3-
MY aMiHOKHCJIOT Ta >KUPHUX KHUCJOT. Y M0CJIi-
JUKEHHSIX Ha JJabopaTOPHUX TBapUHAX IMOKa3aHO,
IO /I0JIATKOBE BBE/IEHHS JI0 PAIliOHY XapuyBaHHS
aprifiny Mae Kpamuil ehekT 3a 00MeKeHHsT Hajl-
Xo/pKeHHsT Ji3uny. Jlanuii edexT mocsraeTbes
BHACJIJIOK TOTO, MO apriHiH Ta JI3WH € KOHKY-
PEHTHUMM aMiHOKHCJIOTaMU, $IKi 3B A3yIOTbCA
3 karionauM Tparcnoptaum 6ikom (CAT 1) st
IPOHMKHEHHS Yepe3 remMaToeHedanianmii 6ap'ep
[30]. Hocmimxenns, mpoBenene cepel CHiTbHOTH
Amvumri (CIITA), mokazajo, 1o B iTel, B STKUX
JliarHOCTOBaHa CKPUHIHTOBUM MeTojaoM ['Al,
npusHayeHa cymini, 36ijHeHa Ha JIi3uH Ta 30ara-
YeHa apriHiHoOM, Majia Kpamuil epeKkT Mpu I0B-

128

ISSN: 1992-5891 MEPVHATONIONSA U NMEANATPUS. YKPAUHA o MEPVHATONONS | MEAIATPIS. YKPAIHA o PERINATOLOGY AND PEDIATRIC. UKRAINE

http://med-expert.com.ua

ToOpHOMY aHasi3i KpoBi nuigxom TMC, TopiBHSHO
3 HU3bKNUM HaAXO/KeHHsM aprininy [15]. Ha cpo-
TOAHINIHINA JeHb HEMAa€ UiTKUX peKoMeHaIliil
111010 3acTocyBanus aprininy npu A1 [5].

Beenenns B miery pubodiasiny stk kopakropa
GCDH y nosi 100-200 mr/moby € moummpeHum
JOIATKOBUM METOJIOM JIiKyBaHHS, MPOTE IyKe
He3HavHa KiIbKicTh marieHTiB i3 A1 € uyTauBu-
MU JI0 JaHoi Tepamii [8].

Jlng jikyBaHHS yCKJIa/JHEHb I[IPU HEBYACHO
BcTaHOBJIeHOMY JliarHo31 '’A1 Ta BUHUKHEHHI ypa-
’KeHb Oa3aIbHUX TAHTJIIIB i3 PO3BUTKOM JAMCTOHIY-
HUX aTak BUKOPHUCTOBYIOTHh OakiodeH (0pajbHO
abo iHTpaTeKaabHO) Ta OeH3omiasemian (KIoHa3e-
naM abo [iasenam) Ui 3HUKEHHSI M SI30BOTO
TOHyCYy [24].

3a TaHUMU HIMEIbKUX JIOCJITHUKIB, SIKi TIPOBO-
MU aHamti3 15-piyHOTO MisKHAPOAHOTO JOCJi-
JUKeHHs 3a ckpuHinroM ['A1, BctaHoBJIEHO, 110 HEO-
HaTaJIbHUI CKPUHIHT i3 BuKopucTanaam TMC Bus-
BUBCSI BUCOKOE(DEKTUBHIM Ta EKOHOMITHO OOTPYH-
TOBaHMM, a came (hbiHaHCOBA KOPUCTb CTAaHOBUJA
6/m3bk0 30 Trc. eBpo Ha 100 TrC. HOBOHAPOIKE-
HUX, 10 TiusAranu ckpuHinry [28]. Ietopis nmouar-
Ky TporpamMu 3a ckpuHinrom novamnacs B 1990 p. sk
MiJIOTHE TOCTiKEeHHS HEOOXiTHOCTI CKPUHIHTY
TaKOTO PiIKICHOTO 3axBOpIOBaHH:A. 3aBasgkn TMC
MpoBeieHo cKpuHIiHT B ABcTpatii, Himeuuwnti, Amo-
uii, CIIIA, TaiiBani ta Icnanii, Busiiieno 116 xBo-
pux i oTpuMano 85% MO3UTUBHOTO PE3yJIbTATY Bijl
CBOEYACHO TTPU3HAYEHOTO JIIKYBaHHA Y BUTJIA/ Bifl-
CYTHOCTI PO3BUTKY KJIIHIYHUX IIPOSBIB 3aXBOPIO-
BaHHSI, BUSBJICH] JIiTH Y TIOJIAJTBIIIOMY PO3BUBAJIACS
Bi/INOBiIHO 710 BiKy [17, 28].

3 aHaji3y BJACHOTO KJIHIYHOTO BUIIQJIKy Ta
JITEpaTypHUX JIaHUX MOKHA CTBEP/KYBATH, IO
pannst miarnoctuka A1l mabarato edextusHiia,
MOPIBHSIHO 3 JTIKyBaHHAM HEBPOJIOTIYHUX TIPOSIBiB
i BigjjaseHnx HacIiAKiB. 3 MPoOJIEMOI0 HACIAKIB
ennedanitononionoro kpusy B autuHu 3 [A1 Mu
CTUKHYJINCS Ha BJIACHOMY JIOCBI/Ii i X0ueMo HaBe-
CTH TIPUKJIAJ 3 TIPAKTUKHU.

Kniniunuit eunaoox. Xnonunk M., 7 Mic., Toc-
MiTAII30BaHUN /10 BIJUIIJIEHHS AUTSYO1 TICUXOHE-
Bposiorii /1Y «InctutyTt nemiaTpii, akymepcersa i
rinexonorii HAMH Ykpaiau» 3i ckapramu Matepi
Ha 3aTPUMKY CTATO-KIHETUYHOTO PO3BUTKY,
repe;IMOBJICHHEBOTO PO3BUTKY, TOHIUHI CyZIOMHU.

3 anamuesy (3i c1iB 6aThKiB) BCTAHOBJIEHO, IO
10 4—5-MiCSYHOTO BiKy JMTUHA PO3BUBAJIACS 3Ti-
JTHO 3 BIKOBMMU HOpMaMmu, Gpajia irpallikii B PyKH,
«ryJauiay. Y 3 MicsIll XJIOMYUK MOYaB yTPUMYBaTH
rojioBy. ¥ 6 wmicAIiB migBunmuIacs temreparypa
TiJIa, KA YCKJIAHUIACH TIOPYIIEHHSIM CBiIOMOCTI,
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Pue. 1. MPT ronoBHOro MO3Ky Xn0n4uMKa 7 Mic. 3 riyTapoBOt0 aum-
noypieto Tun 1. Ha npeactaBneHnx 306paxxeHHAX — BUpaXKeHe 4BO-
6i4He PO3LUNPEHHS CiNbBIEBUX LWiNNH Ta PO3LUMPEHHSA Cy6apaxHo-
ilanbHUX NPOCTOPIB HaL CKPOHEBUMU AinNsHKaMM, aKi DOpMYOTh
TUNOBUIA CUMNTOM «KpUNa KakaHa», a TakoX [BOOGI4HI CUMETpNY-
Hi BorHuwa nigsuweroro MP-curHany Big xsoctaTtux agep (akci-
anbHi 3pi3n y pexxumi T2 1a T1)

TOHIYHUMU cypoMamu, OoBanHsM. HeBiakmaaHa
moromora OyJia HajaHa OPUTaIoIo MBUAKOI 10TI0-
MOTH y BUTJISA/I B/M BBeJIeHHSI PO3UMHY Jlia3erna-
My, micag 4oro auTunHa 3acuynaa. llicaa cHy
B JUTUHW BUHWKJIO TOHIYHE HANpPYsKEHHS B KiH-
IiBKaX 3a TUIIOM OTICTOTOHYCY. ¥ MOAATbIIOMY
MepioJIMYHO BUHWKAJIW TOHIYHI HANPYKEHHS B
KiHI[IBKaxX 13 jeBianieio rosioBu. JlutmHa craja
HECIIOKiiHOI0, BTpaTUJia HAaBUYKH, IepecTalia
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2008

Puc. 2. MPT ci6ca (B1KoHaHa y BiLi 3 poKm) 3 HendepeHLinoBaHUMm
HeiipofereHepaTMBHUM 3aXBOPIOBAHHAM (SUSP. FlyTapoBsa aumaypis
1). Bigmivaetbcs ineHTn4Ha puc. 1 MP-kapTuHa 3 HasiBHICTIO CUM-
NTOMY «Kpufia KaxaHa» B MOEAHAHHI 3 ABOGIYHUM CUMETPUHHUM
YpaXKeHHAM 6a3anbHux saep (akcianbHi 3pian B pexxumi T2)

«TYJUTH», TPATHUCS, CiIaTH, TIepeBepTaThucs. 3aiti-
JI03pEHO eHtiedaiT.

[Tizryac MPT rosioBrOTO MO3KY BusiBiieHo M P-03-
HaKW Tinomasii JoOHUX Ta CKPOHEBUX JOJIIB,
BOTHHUI 3MiHeHOTo MP-curnany B 6asajbHUX
a7pax, i3 rigponedarieio ex vacuo (puc. 1).
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XJIOIMYMK TPOXOJAUB CTalliOHAPHE JIiKYyBaHHS
3a MICIIeM TTPOKWBAHHS, BUTTNCAHUN 3 /[IaTHO30M
«JlettkogucTtpodis, inpanTniabHa hopma, rTporpe-
cytounii mepebir. TemaTuT HesICHOTO TeHe3y,
3aTpUMKa CTATO-KIHETUYHOTO Ta IICHUXO-MOBJIEH-
HEBOTO PO3BUTKY. PEKOMEHIOBAHO 1000CTEKEHHS
B KJiHili <«IHcTUTyTY TegiaTpii, akyuiepcrsa
i rinexosorii HAMH Ykpaiaus.

JlutrHa HapoMIacd Bijl IPYTOi BariTHOCTI, KA
nepebirania 6e3 ocobauBocreit, hiziooriyHuX Tep-
MIHOBHUX T10JIOTIB, i3 Macoo Tisna 3520 r, fosxuna
TiJTa cTaHOBMIIA 52 CM, OIliHKA 3a KaJI010 Anrap —
7/9 Ganis. B 1 micanp criocrepiraiacs 3 IpUBOLY
rizpoiedaabHOTO CUHAPOMY (PO3IMIUPEHHS 30B-
HINTHIX JIKBOPHUX mpocTopiB 3a ganumu HCT),
oTpuUMyBaJia Iiakapb Ta acrapkam.

Bix I BariTHOCTi y poauHi 3pocTae MOHBbKA
BikoM 9 pOKiB, sika TepeOyBa€ IIijJl HATrJSIIOM
HEBPOJIOTa 3 TIPUBOJLY HEBPOJIOTIYHOI MATOOTIi 31
BCTAaHOBJIEHUM [iarHo30oM «Hacaigkn HelpoiH-
extii y hbopmi ctacTHYHOTO TeTparapesy Ta TxK-
KOl 3aTPUMKM IICUXOMOTOPHOIO PO3BUTKY>.
Y crapmoi qutunu, 3a ganumu MPT ronosHoro
MO3KY (y Billi 3 pOKM), BUSIBJIEHO ITiJ[BUIICHHS
MP-curnasty Biji TOJIOBOK XBOCTATHX sijiep Ta JIyll-
OUHY, 3 He3HaHUM 3MeHIIeHHAM iX 00'emy.
Y 6iniit pedoBuHI JOOHUX Ta TIM'STHUX IiJISTHOK
BUSBJIEHO TIONIUPEH] INSHKU TJi03y, a TaKOX
HOOMHOKI (hoKycH r1io3y cyOKopTHKaIbHO. Po3-
IMIAPEHHST TEPeAHIX POTiB OIYHUX TITYHOUKIB.
Bupaskene posumipenHs cybapaxHOIIaibHIX TPO-
CTOPIB y Cepe/IHIX YepermHuX AMKaX, PO3ITUPEHHS
cisbBieBUX 1JIMH HA (OHI TinoTpodii CKPOHEBUX
yacToK. BpaxoBylounm miBUIEHHS CUTHAJLY
y AIJAHI HI’KOK MO3KY, dKe HarajlyBaJjio CUMIITOM
«BEJIUKOI MTaHAN», PAJi0JI0TU 3aITiI03PUIN HEWPOo-
JlereHepaTBHE 3aXBoproBaHHs (xBopoba Binbco-
Ha?, xsopoba ['enrinrrona?) (puc. 2).

Ha momeHT rocmitasizallii B COMaTUYHOMY CTa-
Tyci BUsIBJEHI O3HaKM OIJIKOBO-€HEPTEeTUIHOI
Hepoctatuocti II-IIT cr., mkipHi MOKpUBU
3 reMaHTiOMaMU B JIIJISHIL JiBO1 BEPXHbOI TTOBIKHU,
6aizi. Cimsosa 3iBy poskeBa. Bucoke rornune mij-
HeOinHs. Tonu cepiis 3ByuHi, purmiuni. Haj sere-
HIMW TyepusbHe AWXaHHS, TPOBiHI XPUTIH.
JKusiT M'sikuit, He GOJIICHUI, TOCTYITHUIT TTaIbIIa-
1ii. Diziosoriuni BiNpaBIeHHs He TIOPYIIEHi.

Y HeBpOJIOriYHOMY CTaTyci — AUTUHA B CBiIO-
MOCTI, Ijlaye, He pearye Ha 3BEPHEHHs, 4YacTo
3pUTY€, BIIMIUAE€ThCS BUMYIeHA To3a y dopmi
OTIICTOTOHYCY 3 IOBOPOTOM T'OJIOBU BJIiBO. ['0s10BY
He yTpUMYE, He IepeBepTaeTbcda. OKpYyKHICTH
roJioBu — 47 cM, OKPY’KHICTb T'PYHOI KJITKU —
45 cm, BT — 2,5x2,5 cMm, He HaTIpysKeHe, HATIPYKe-
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Vel o] [] [(XH ENEL]
AC C50H [] 0,85
AC C6 [ 0.25
AC C6DC [ 0,83
AC C80H [ 0,26
ACCE [ 045
AC CE:1 [0 0.5
AC CEDC [] 0.4
DA SuAe 011 2
Rato (C14+CI41-C16 1V C0 [ 0.04
Ratio COC16+C18) 73 s
Rato C13.1C121 7
Ratio C14:1.CL6 [ 0.7 009
Rato C14:1/C2 1] 0,002
Ratio C3C0 ] 0028
Ratio C3'C2 [] @036
Ratio C3/Met 0 0,028
Ratio HADHA 0,001
Rano MCAD 0 1.3 0,184
Ratio Phe Tvr 025 6,5 0.603
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Puc. 3. Peaynbtatn TMC gutunm 3 TA1. MigBULLEHHA KOHUEHTpauii
rNyTapuKapHiTUHY 6inbLue HXX 'y 7 pasiB

HICTh TOTWJIMYHUX M'a31B. OuHi MUIJIUHA CUMe-
TPUYHI, 3iHUYHI pediiekcu ocaabieHi, cuMeTpuyd-
Hi. BepxHi KiHIIBKU Y (hJeKCOPHOMY TilIEpTOHYCI
(4 6aym 3a MmKaI010 AIIBOPTA), HUKHI — B €KCTEH-
30pHOMY rinepronyci (moHaz 3 Gaiu 3a MIKaI00
AmBopra), raubOKI CyXOXKHIKOBI pediercu
MOKBAaBJIEHI 3 PO3MUPEHHIM PedIeKCOTEHHNX
30H, D=S. Uytiusicts 36epeskeHa.

3a pesysbratamMmu 0OCTEKEHHS: 3araJbHUI aHa-
JIi3 KpoBi — 6€3 MaToJOriyHIX 3MiH, GI0XiMIUHMiT
aHai3 KpoBi — 0e3 MaTOJOrIYHMUX 3MiH; JUTHHI
nposeneHo TMC KpoBi — BUsBJIEHE i IBUTIICHHS
KOHI[EHTPAIlil TJIyTapuJIKapHITUHY Oijbiiie Hix
y 7 pasiB, 1m0 Moske cBiuntu mpo [AT.

3a panumu EED MoHiTOpUHTY: BUpaxkeHi
mudysHi HecrnenudiuHi 3MiHH 6i0€JIEKTPUYHO]
AKTMBHOCTI TOJIOBHOIO MO3KY, YIIOBILJIbHEHHS
OCHOBHOI akTWBHOCTi. Peaxiia ma adepeHTHI
MTOZIpa3HUKN 3HU KeHa. Boruuiesi, emisentudop-
MHI 3MiHUW HEe BUSBJIEHI.

st oninkm crnenudiyHUX 3MiH TOJOBHOTO
MO3KY, 30KpeMa, Ha HasiBHICTh TilOIIasil JoOHNX
Ta CKPOHEBUX JI0JIiB, JIOKAJI3allif0 BOTHUII] 3MiHe-
Horo MP curnamy B TOJIOBHOMY MO3KY, IUTHHA
OyJia KOHCYJIbTOBaHA HEHPOPAIioI0TaMHu, SIKi TijI-
TBEP/UJIN CIIAIKOBE HelfipoMeTaboJTiuHe ereHepa-
THBHE 3aXBOPIOBAHHA 3 TPYIH allU/IeMiid.

Koncysbrailiss MeIMYHOTO TEHETUKA: 3 OTJISLY
Ha JaHi KJIiHIYHUX 1posaBiB, MP-o3naku Ta mami
TMC, y nutunu BctanoBjieno I'A1.

[luTuni Binpasy NpU3HAYEHO JIEBOKAPHITUH
y no3i 100 mr/kr/moby, pubodaasin y m03i
100 mMr/moby Ta peKOMEHIO0BAHO JIiKYBaJbHY
cymim. Haiibinbimowo mpobieMoro st 6aThKiB
cTajla BIZICYTHICTb CyMillli HA PUHKY YKpaiHu Ta
ii 3aMOBJIEHHST 13 3aKOPAOHY, IO 30iIbIIYBAIO
il BapTricTh. 3 MOYATKYy JIKYyBaHHS CTaH AUTHHU
cTabisi3yBaBcs, IUTHHA MoYajia ICTH, MEHIIEe 3pH-
I'yBaTH, 3MEHIINJIACS CUJIA 1 4acTOTa IUCTOHIYHUX
atak. CoH 3a/IMIIaBcs HECTIOKITHUM.
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Yepes Micsib Bijl 1Oo4YaTKy JIiKyBaHHSI CTaH
JIMTUHU YCKJIQJIHUBCS 4Yepe3 PO3BUTOK BipPYCHOI
iHdexkIii, KaTapaJIbHUX TPOSBIB i3 TIEPTEPMIETO,
NPUETHAHHSAM BTOPUHHOI iH(]EKIlI 3 pO3BUTKOM
JIBOCTOPOHHBOI THeBMOHii. Ha 1711 1anoro yckaau-
HEHHS B IUTUHY Pi3KO BUHUKJIM HAOPSIKHU, [iarHo-
CTOBAHO TiNONpPOTeiHeMilo (piBeHb 3arajibHOTO
6isKky KpoBi 3HU3UBCS 10 39 1/11). OCKUIBKY TUTH-
Ha OTPUMYyBajia HU3BKOOIJTKOBY JIIKYBaJIbHY
CyMilll, BUHUKJIA HEOOXi[HICTh TapeHTepaIbHOTO
BBEJIEHHSI PO3YMHY ajabOyMiHy st crabimizanii
piBHs Gisiky mrasmu. Cran autuau ctabinisyBaB-
cs1, aJie Ha TJIi YaCTUX IMCTOHIYHUX aTakK IMpU€EHA-
JIUCST MIOKJIOHIYHI TTAPOKCU3MU B KiHITIBKaX, OyB
NMpU3HAUYeHUN  aHTUEIJENTUYHUN  TIpermapart
(sieBeTupaneram), a sl 3MEHIIEHHSI M'S30BOTO
TOHYCY — Jlia3eTiHu.

BucHoBku

Y naBeneHoMmy BUIIE KAIHIYHOMY BUTIAQJKY HacC
HaIOIIbIIe BPasKae TOi Oib 1 CTpaskIaHHS, SIKUX
3asHasa poauHa Hamoro maiieaTa 3 [Al. Amxe
cTapulifi AUTWUHI i3 3aXBOPIOBAaHHAM HEPBOBOI
cucTeMy Tric/asi OaraTboX POKIB IIOHEBIPSIHb Tak
i He BCTAHOBJIEHUI BipHMH JiarHO3. Mu Maemo
CIIpaBy caMe 3 THUM BUIAJIKOM, KOJU CBOEYACHUIA
JiaTHO3 € BUPIMIATBHUM [T TTPAaBUJIBLHOTO JIKY-
BaHHS 1 II0/JJAJIBIIIOTO TeHEeTUYHOI'O KOHCYJIbTYBaH-
Hg JUTUHU. Y BUMAAKY CBOEYACHOTO BCTAHO-
BJIEHHS JIiarHO3y CTapImiil AUTHHI, MOKHa OYJIO
0 3HAYHO MOJIIMIIUTA SAKICThb 11 JKUTTH, a TaKOXK
00CTEKUTH MOJIOAIIIIOTO XJIOMTYWKA HA HAsIBHICTD
A1l me B mpeHaTaJbHOMY Ta PaHHBOMY HEOHa-
TasbHOMY Tepiozi. Ciiji akieHTyBaTh yBary Ha
TaKuX mpodiemMax:

1. Husbka poctynuicts Metony TMC, 1m0 mae
BUPIillIJIbHE 3HAYEHHS JJISI JIIarHOCTUKU allujLy-
piii. JliarHocTuKa MPOBOAUTLCS y TPUBATHUX
smabopaTopisix Ta € KocTaTHLO Aoporot. Heobxiz-
HO 3a3HAYMTH, 1[0 OATHKKU OMUCAHOT POAUHU Bifl-

JNNITEPATYPA
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MoBmTHCS Biji ipoBeierHs TMC crapiiit AuTuHi
y 3B'S3KY 3 HECTauero KOIITIB.

2. BigcyTHiCTb HEOHATAJBHOTO CKPUHIHTY.
Y Gisbmiocti kpain TA1 BXoanuTh y HeOHATATbHUI
CKPMHIHT, a Or0 IIPOBEAEHHS OIIHEHO SIK BMCO-
KOEKOHOMIiYHe.

3. TlpeHaraibta ab0 paHHS HeOHATaIbHA JIiarHO-
cTHKa Ma€ O0OB'SIBKOBO TIPOBOAUTHUCS Y [iTeil
3 iIHTpaHaTaJbHO BUSBJIEHUMH MeTomoM Y 3/1 Mak-
poriedasti€ro, PO3MMPEHHSIM CLIBBIEBOI HMIIIMHA Ta
rinorIasieio J00HO-CKpOHEBHX J0J1b 1isixoM TMC
AMHIOTUYHOI PiiHE 200 KPOBI HOBOHAPOIIKEHHX.

3. Y 3B'A3KYy 3 BiICYTHICTIO Ha PUHKY Y KpaiHu
HEeOOXIIHUX CyMilllell [IJist 3aMiCHOTO Xap4yBaHHSI
miteit 3 TA1 Garbku 3MylieHi KylyBaTé CyMilln
BJIACHUM KOIITOM, 3aMOBJISIIOYH 11 32 KOPIOHOM.

VY nonepeaHix myOJIiKaIisix Mu HEOZHOPa30BO
HArOJIONIyBaJId Ha HeOOXiZHOCTI IUPOKOI Ipoc-
BITHUIIBKOI JIiSITLHOCTI cepejt (haxiBIliB meiiaTpuy-
HOTrO mpodimto moxo mpobaemM oppaHHUX 3aXBO-
proBaHb. BisbinicTh i3 1IUX 3aXBOPIOBaHb y JiTEN
nepebirae mijg KJAIHIYHUMU <«MacKaMU» 1HIIUX
3aXBOPIOBaHb HEPBOBOI CHUCTEMU, TAaKUX SIK Ilepe-
OpasibHUI Tapasiiy, errijiericii abo posJaau ayTH-
ctuaHoro criektpa. Coriji 3BepTaTtu yBary Hacamiie-
pell Ha TUX JiTeH, Yy SKUX BiMIYa€ThCS TTPOTPECY-
BaHHS 3aXBOPIOBAHHS HEBPOJIOTIYHOI TATOJOTIi
abo 1i arunosuii epebir. Kurininuern Maors 6yt
HaJIAITOBaHI Ha CBOEYACHE BUSABJIEHHS OpPaHHNX
3aXBOPIOBaHb, OCKIJIbKM 6araTo 3 IUX 3aXBOPIO-
BaHb MTOTEHIIITHO KOpabesIbHi, a paHHiil TOYaTOK iX
JIIKYBaHHS MOKe 3HAUHO TIOJITIIITUTH CTaH XBOPUX
i mornepesuT (DOPMYBAHHS TSIKKUX HEBPOJIOTIU-
HUX yckiaaaHerb. Cirig po3poOUTH aaropuT™Mu
JIarHOCTUKHM Ta JIKyBaHHS HalO1/IbII TOMMPEHNX
KypabesbHUX Op(aHHUX 3aXBOPIOBaHb y JiTei
(ToziGHI aJITOPUTMU BKE ICHYIOTD Y €KX CYCi/I-
HIX KpaiHax).
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