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HeoHatanbHnit remoxpomaro3 (HI') — pigKicHe 3aXBOPOBaHHS, SIKE € HACMiAKOM (DETanbHOr0 YpaKeHHs MeviHKW, NoB'A3aHe 3 aHOManbHUM HAKOMUYEHHAM
3ani3a B OpraHax HOBOHAPOKEHOro. Y CTaTTi HaBeAeHi cyd4acHi Mornsan Ha po3sutok HI, ponb perynsaTopHUX MONEKyNn 3BOPOTHOrO 3B'A3KY rencupnHy
Ta (PeponopPTUHY B KOHTPONI NaLeHTapHOro NoTOKY 3asii3a Ta HAKOMUYEHHS 0ro B NeYiHLi 3 nofanblunm opMyBaHHAM NOMIOPraHHNX ypaxeHb. HaBeneHo
KNiHiYHMin BUNagok HI'y JOHOLWEHOT ANTUHY, KA HApOAMNAcSA Y 3a[0BiflbHOMY CTaHi, ane 3 NoCTYNoBUM PO3BUTKOM KMiHIYHOI KAPTUHW YPAXKEHHS MEYiHKK,
a 3ro40M i NoMiopraHHUX NOpyLeHb 3 60KY LEHTPanbHOi HEPBOBOI CUCTEMU, HALHUPHUKIB, HUPOK, LINYHKOBO-KMLLKOBOrO TPAKTY, MPOrPECYBaHHSA aHeMii.
BpaxoByto4un KiHiYHi MPOABYM Ta MOABY HE3BMYANHOTO 3a6apPBEHHA KPOBi («rHUMOI BULLHI»), ¥ AUTUHU 6yB 3anifo3peHuit HI, akuin 6yno nigTeepokeHo
BUCOKUMM MOKA3HUKaMN epuTUHY CUPOBATKU (MakCUManbHUil piBeHb cknas 3076 Hr/mn), MPT-03HaKamu ypaXKeHHs rofoBHOT0 MO3KY, NeYiHKW, HaAHUPHU-
KiB, HasBHICTIO anoaHTUTIN y CUPOBATLi KPOBI MaTtepi. [uTuHi 6yNno nNpoBefeHO 3amiHHe NepennBaHHA OAHOTPYMHOI KPOBI, BBOAWBCSH BHYTPILUHbOBEHHWIA
iMyHOrno6yniH. CTaH AnTuHYM cTabinisysascs A0 110-i 4O6M XNTTA 3 BiGHOBNEHHAM (OYHKLIT nedviHkn. Y Bili 1 pik i 5 micsyiB y AuTUHA He 6yn0 NPOSBIB NeYiH-
KOBOI He10CTATHOCTI, ane crnocTepiranacs BMpasHa 3aTpuMka (hi3uyHOro i HePBOBO-MNCUXIYHOTO PO3BUTKY.

Knto4oBi cnosa: HeoHatanbHNin remoxpomaros, eputiH, MPT BHYTPILLHIX OpraHis.
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Neonatal hemochromatosis (NG) is a rare disease that is a consequence of fetal liver damage associated with abnormal iron accumulation in the newborn
organs. The article presents modern views on the development of NG, the role of regulatory molecules of feedback between hepcidin and ferroportin in con-
trolling the placental iron flow and its accumulation in the liver, and further formation of multiorgan lesions. A clinical case describes a full-term baby who
was born in a satisfactory condition, but with a gradual development of a clinical picture of liver damage, and subsequently multiorgan disorders of the cen-
tral nervous system, adrenal glands, kidneys, gastrointestinal tract, and progression of anemia. Considering the clinical manifestations and the appearance
of an unusual blood color («rotten cherry»), the child was suspected to have NG, which was confirmed by high serum ferritin levels (the maximum level was
3076 ng/ml), MRI signs of brain damage, liver, adrenal glands, alloantibody in the mother's serum. A replacement blood transfusion of one-group blood was
performed and intravenous immunoglobulin was administered. The child's condition stabilized until the 110th day of life with the recovery of liver function.
Currently (age 1 year and 5 months) the child has no manifestations of liver failure, but a pronounced delay in physical and neuropsychic development.
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HeoHatanbHblit remoxpomato3 (HI) — pefkoe 3a6oneBaHue, KOTOpoe SABNSETCA CNEACTBUEM (DETANbHOMO MOPaXEHUs MEYEHN, CBA3aHHOE C aHOMaNbHbIM
HAKOMEHUEM XKene3a B OpraHax HOBOPOXJEHHOr0. B cTatbe npuBefeHbl COBPEMEHHbIE B3rMAAbl Ha pasBuTie HI, posb perynsaTopHbIX MOMeKyn 06paTHoM
CBA3N rencuanHa n hepponopTHA B KOHTPOE NALEHTapHOr0 NOTOKA Xene3a 1 HakoneHWe ero B neYeHu, 1 B fanbHeinem )opMupoBaHNs NOMMOPraHHbIX
nopaxeHuit. Onucad KNnHWYeckuid cnyyain HI y AoHOLWEHHOro pe6eHKa, pOAMBLLIEr0Cs B YAOBNETBOPUTENHOM COCTOSIHWW, HO C MOCTEMEHHbIM Pa3BUTUEM
KNUHNYECKON KapTUHbI MOPaXXEHNs NeYeHu, a BNOCNELCTBUM — U NOANOPraHHbIX HAPYLLEHWIA CO CTOPOHbI LEHTPanbHOM HEPBHON CUCTEMbI, HALNOYEYHUKOB,
noYeK, Xenya04HO-KIULLIEYHOr0 TPAKTa, MPOrpeccUpPOBaHNEM aHEMUN. Y4NTbIBAA KNMHNYECKME MPOABIEHNS 1 MOABEHNE HEOObIYHOTO LiBETA KPOBH («THIUMOM
BULLIHK»), y pebeHKa Obin 3anofo3peH HI, KOTOpbIA Obli NOATBEPXKAEH BbICOKUMU MOKa3aTensmMu eppuTHa CbIBOPOTKU KPOBU (MaKCUMarbHbIA YpOBEHb
coctaBun 3076 Hr/mn), MPT-npu3Hakamu nopaxeHusi roNOBHOrO MO3ra, NeYeHn, HaAMno4e4YHKOB, HANUYMEM anfnoaHTUTEN B CbIBOPOTKE KPOBM MaTepu.
Pe6eHKy 6bI10 NPOBEAEHO 3aMeHHOe NepenvBaHne 0AHOrPYNNHOA KPOBW, BBOAWNCS BHYTPUBEHHbIA MMMYHOrNo6YnnH. CocTosHne pebeHka cTabunuampo-
Banocb 0 110-ro AHs XU3HK C BOCCTAHOBNEHWEM (hyHKLMK neyeHn. B Bodpacte 1 rof 1 5 mecsues y pebeHKa He 6bI10 NPOSABAEHMUIA NeYeHOYHON HeaocTa-
TOYHOCTM, HO Ha6MK0AANACh BbIPAXKEHHAR 3aaepxKa (PU3NYECKOT0 U HEPBHO-MCUXMYECKOTO PA3BUTUS.

Kntoyesble cnoBa: HeoHaTaslbHbIi reMoxpomatos, epputiH, MPT BHYTPEHHUX OPraHoB.

Beryn

HeOHaTaJIbHHI‘/’I remoxpomaro3d (HI') — pizn-
KicHe 3aXBOPIOBAaHHS, SIKe € HACJHIIKOM
(hetaspbHOTO ypakeHHST T€UiHKW Ta TMOB'd3aHe
3 AaHOMAJIPBHUM HAKOMWYEHHSIM 3aJli3a B OpraHax
HOBOHAPOIKEHOTO. KiHKa MOsKe TIOBTOPHO Hapo-
JIUTH JIATUHY 3 HEOHATAJbHUM TeMOXPOMATO30M
y 25-90% Bumazikax, HaBiTh SKIIO AITH Bi/l PI3HUX
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GatbkiB [9]. Y 2010 porii 6yJ10 BUsHaYeHe TTOHSTTSI
«recrariiiiia auaoiMyHHa XBopoba TediHKu»
(GALD, gestational alloimmune liver disease), mpu
SKIH BiOYBAa€ThCSI KOMILIEMEHT-OIIOCEPEIKOBaHA
TpaBMa TenaroIuTiB, iHililioBana IgG anTuTiioMm
[4]. Lle mosoxeHHs MiATBEPAUIN 3TOJOM iHIII
aBtopu [10], SIKi MPOTSATOM IIEBHOTO Yacy yCIINIHO
BUKOPHUCTOBYBAJMW BHYTPIIIHbOBEHHUHU IMYHO-
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r100yJIiH y 1031 1 /KT /TH:KIEHD M1/ 9ac BariTHOCTI,
noynHarouyu 3 18-ro THKHS Ta /10 KiHIl BariTHOCTI 3
METOIO 3HIzKeHHsT 3axBopioBatocTi Ha HI'y cubcis
[8,9]. IIpu GALD BinOyBaeThcss Brpata 10 10%
myay eTaqpbHUX TenaTOIUTIB 3 MOAATBIIIM
PO3BUTKOM TIaHI00yJIsIpHOTO (hiOpo3y TMapeHximu
MEYiHKK, PereHepaTMBHUX BY3JiB, TOMY OJIM3BKO
30% noBonapokenunx 3 HI' MaioTs 1iupo3 medinku.
GALD moske BUKJIMKATH TOCTPE TOTAJIbHE YPaKeH-
HA TIEYiHKU TIJ10/1Q, IO TIPU3BOIUTH 10 MEPTBOHAPO-
JUKeHHsT ab0 HeoHaTasbHOI cMepti. [Ipu mbomy
MOsKe He OyTH JKOJIHOI O3HAKK CHIEPO3Y B MEUiHIl
abo iHmMX TKaHWHax [2].

Em6pioHaibHa 1ediHKa KOHTPOJIIOE TLIalieHTap-
HUH TOTIK 3aJ1i3a: Bi[UyBalOYN JIOCTATHICTH 3aJTi3a,
BUPOOJISIE PETYJIATOPHY MOJIEKYJIY 3BOPOTHOTO
3B's13Ky — TrenicugiuH. lemnicupnn 3B's13y€ TpaHc-
MeMOpaHHWIT TpaHcTopTep 3aiiza ((hepornopTuH),
110 IPU3BOJIUTH /IO IOTO TIPOTEOCOMHOI JIerpajiallii.
SHWKEHHST KiJIbKOCTI (hepOropTUHY TPU3BOAUTH
/10 3MEHIIEeHHs NPUIJIMBY 3aji3a. YPpakeHHs
nevinkn pu GALD mnpusBoanTh 10 3HAYHOTO
MOPYIIEHHST TPOAYKILI TelCUanHy, a HaIJIUIIOK
3aJli3a TPAHCIIOPTYETHCSA 3 TIAIEHTH 10 TEeYiHKH
moza [1]. Kpim Toro, 3HUKYETHCS €KCIIpecis TeHa
TpaHcdepuny, M0 TPU3BOIUTD 0 HAJIUIIKY TTHP-
KyJIIOI0YOTO 3a/1i3a Ta 3aJ1i3a, 3B'I3aHOT0 Oe3 TpaHC-
dbepuny (NTBI). Binknagenus remocujepuny
B TKaHwHax mioza mpu HI 3aiesxuThb BijT 31aTHOCTI
KJIITUHU OKPEMUX OPTaHiB YIPABJISATU HAJJIAIITKOM
NTBI. Oxro3HauHO CXWIIBHI JI0 CUIEPO3Y T03alie-
YiHKOBI KJITUHU € To3uTUBHUMU 10 ZIP14-petern-
TOpiB Ta HeraTuBHUMM 110 (eponoptuHy. Pern-
KyJsioeHgoremianbhi kaitiuau npu HT mos6asiieni
CUIepo3y, TOMY IO BOHU €KCIPeCyIOTh TiTbKU
deporoprun [1]. Temocueprt 3a6apBIIOE TKaHH-
HU Ta BHYTPIIIHI CEPE/IOBUIIA B ipXKaBUM KOJIP.
KimpkicTp 3ajmiza y HUpKax, HAJIHUPKOBUX 3aJ103aX
Ta ceJiesiHii 30iIbIIy€EThCS 10 5 pasiB, y cepiii —
y 5—25 pasiB, a y MMedviHIIi Ta MiANTyHKOBIIf 321031 —
y 50—100 pasiB, Tomy kminiuHo mepebir HI 00Ts-
JKYETBCST TIOJIIOPTAHHUMU YPasKEHHSIMU.

YacTolo 03HAKOIO I1i/] Yac BariTHOCTI CTa€ I10JIi-
rizpamuion [5]. 3a maHuMu JiTepaTypH, MiTH
3 HI y 25% HapomKyiOThCst i3 3aTPUMKOIO BHY-
TPIIHBOYTPOOHOTO PO3BUTKY Ta ¥ 40% BHUMaAKiB
nepemyacHo [7].

Masigecrarist 3axBoproBaHHsT MOKe OyTH OJ1-
CKaBMYHOIO, 3 PO3BUTKOM TOCTPOi IEYiHKOBOI
HEJIOCTATHOCTI y TIepir A06U KUTTS AUTHHU, a
MO’Ke PO3BUBATHCS TOCTYIIOBO 3 IMOSIBOIO HeCIle-
U(MIYHUX CUMITOMIB: MJISIBOIO CMOKTaHHS, 30y-
JUKEHHS, JKOBTSHUTIL, OJITYpii, Timoraikemii. Bui-
JieH1 KJIIHIYHI CUMIITOMHU, SIKi MOXKYTb CKepyBaTH
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JiKapsi 1010 TTocTaHOBKM iarHo3y HI: HaGpsik
[JTAlleHTH, 3aTPUMKAa BHYTPIITHLOYTPOOHOTO
PO3BUTKY, €/leMa HOBOHAPO/KEHOTO 0e3 acIiuTy,
omirypist, ABC-cunnpom, paHHS KOBTSHUII,
crieHoMeradtis [].

Ane piarnos HI' € pudepentianbanm, KoM
HOTPIOHO BUKJIIOYUTH 1HIN TPUYUHU YPaKEeHHS
MEYiHKY Y HOBOHAPOJKEHOTO: iH(DeKIii (1rTome-
rajioBipyc, azgenosipyc, Bipyc Koxcaki, ECHO,
napsosipyc B19, BI'A, BI'B, BI'C, Bipyc kpacnyxu,
cuitic, TOKCOTIA3MO3, CETICUC ), MiTOXOH/IpiaIbHi
3axBOpIoBaHHs, JedinuT anbdal-aHTUTpPUIICHHY,
nedeKT CUHTe3y >KOBUHUX KUCJOT, BpOKeHa
HelepeHOCUMICTh (PPYKTO3U, TUPO3UHEMIs], rajlak-
TO3€eMis, TeMOJIITUYHA XBOpPoOa ILIOJA, TE€MOIJIO-
6inonarii, BpomkeHi medextn MemOpanu abo
(hbepMeHTIB epUTPOIMTIB, ieMis abo maToJoriyHa
nepdysist, mosameyiHkoBa OisiapHa aTpesis,
iH(apKT MMeviHKH, BPOKeHa JieiiKeMist, reModaro-
nuTapHuil JiMdoricTionuTos. Ajie BipOTiHICTD
GALD i GALD-HTI mnoBunHa po3sTiasggaTucs
y TepITy 4epry y HOBOHAPO/KEHOTO 3 PO3TOPHY-
TOIO KAPTUHOIO TOCTPOI TIETiHKOBOI HEJTOCTATHOCTI.

Cnemudivanmn mapkepamu HI € migBuniennit
piBeHb hepuTuny y cupoBaTiii kKposi (>800 Hr/mui),
30i/IbIIEHHsT HACUYEHOCTI TpaHcheprHy 3ai3oM,
3HIKeHHd piBHSA TpaHchepuny [1]. ¥ mepeBasknoi
OIMBIIOCTI  TAIEHTIB BUSABJISETHCSI CUHIPOM
nuTosM3y (MiIBUITIEHHS PiBHIB aJIaHIHOBOI Ta acra-
parinoBoi amiHoTpaHcdepas, ajie TOKa3HUKH PiJIKO
nepesuiytorh 100 MO /i) [6] Ta 6i1KOBO-KIiTHH-
HOI HEeJOCTaTHOCTI rematounuTiB (rimoanbOy-
MiHeMis, TIMoNpoTeiHeMis, MOOBKEeHHS TTPOTPOM-
6inoBoro yacy ta AUTB, rinepamoniemist). OxHax
ocobsmBicTio mepebiry HI' € wacrtmii po3BUTOK
KOAryJionarii TPy HU3bKUX PIBHAX CUPOBATKOBUX
amiHoTpaHcdepas (Ha BiIMiHY BiJl JIiTeil 3 BipyCHUM
YPa)KEHHSIM TMEYiHKM, AKi MaloTh HaJA3BUYAHO
BHCOKI CUPOBATKOBI aMiHOTpaHcdepasn).

MPT-pocaipxennss Haiibinbm indopmaTuBHe
npu HI. Bono 103BOJIsiE BUSIBUTH HAJIUIITKOBY
KIJTBKICTD 3a1i3a y TeuiHIli, TiANITYHKOBIN 3271031,
Miokapzi, HaguupHukax. Y guruau 3 HT Bigdy-
BAETHCS CU/IEPO3 CAMHHUX 327103, TOMY € PEKOMEH-
Al Mo/10 MPOBeIeHHs IyHKIIIHHOI 6iomcii Mamx
CJIMHHUX 3aJ103.

Kpurepigmu nmoctanosku piarno3y HI € o3nakm
MeYiHKOBOI HEeIOCTATHOCTI Y TO€HAHHI 3 MIHIMyM
JIBOMa CUMITTOMamH [5]:

1) ponuHHuit anamue3 (ToTEpeaHs AUTUHA
3 TeMOXPOMATO30M, BUKU/IHI 200 MEPTBOHAPO/KEH]
miTH) Ta/ab0 yCKIAIHEHU T TIPeHaTa/IbHUI aHAMHE3
(omiro- abo TOMITiPaMHIOH, 3aTPUMKA BHYTPIIII-
HBOYTPOOHOTO PO3BUTKY);
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2) BUCOKUII piBeHb (DepUTUHY CUPOBATKU KPOBI;

3) cnerudivHi TiCTONOTIYHI 03HAKY (BKJIOYEH-
us Ilepsca), ki BKa3yioTh Ha JIeTTOHYBaHHS 3aj1i3a
y TKaHUHAX (JIarHOCTUYHUI KPUTEPiii — JETOHY-
BaHHA 3aJTi3a B CJIMHANX 3aJ1033X);

4) MPT-o3Haku lenoHyBaHHS 3a71i3a B Pi3HUX
opraHax, a He TiJIbKH B TIEUiHIIi.

Jlixysanuga HT, no Busznauenus teopii GALD,
OyJI0 CIIPSIMOBAHE HA TIPOTU/III0 OKMCHOMY BILTUBY
3aJTi3a 3 KOMIJIEKCHUM BUKOPUCTAHHIM aHTUOKCH-
nanTiB — gedeporcaminy (30—40 mr/kr Ha 100Y),
Bitaminy E (20 mr/kr Ha 100y), ceseny (3 r/Kr Ha
100y), N-anernmumreiny (3x50 mr/kr Ha 100y [3]).
Aute 1151 Tepartist MasioebeKTUBHA: 10 POKy rune 80%
HAIi€HTIB, TOMY GiJIbIII IIEPCIEKTUBHOIO BBAKAJIACh
OPTOTOTIIUHA TPAHCIVIAHTAIlIA TEYiHKU, TIPU SKIK
I'SITUPIYHE BUKMBAHHS CTaHOBUTH OJ3bK0 60%,
a TicJsg TpaHCIUIAHTAIll TMEeYiHKW HaKOTWYeHHS
3aji3a B 1i TKAaHWHAX He BiZOyBa€ThCI.

Ha ocrosi Teopii GALD 6y cripobu 1poBejieH-
HSI 3aMiHHOTO TIEpPeIMBAHHS JABOMICHUM 00'€MOM
OJTHOTPYITHOI KPOBI JIJIST BUJAJICHHS IUPKYJTIOI0UNX
AJI0IMYHHUX aHTUTIJL, 3 HACTYITHUM TEPMiHOBUM BBe-
JIEHHSIM BUCOKHMX /103 BHYTPIIIHBOBEHHUX iMYHO-
ro0yminiB (1 T/Kr) s GJOKyBaHHS aKTHBAIlii
AHTUTLJIOIH/LYKOBAHOTO KOMILIEMEHTY, SIKi ITOKa3aJ1
TOMITHE TIiIBUIIIEHHS BUKUBAHOCTI TOPIBHIHO
3 icTOpuuHUMU KOHTpoJsiMu [5]. Y nonazm 50 Hemo-
BJIAT, SIKI OTPUMYBQJIN BHYTPIIIIHBOBEHHUI iMyHO-
ri00ymiH 3/0e3 3aMiHHOTO TI€pPeJTUBAHHS KpPOBI,
BICKUBaHicTh TiepeBuiyBaia 80% 06e3 mepecagkn
neuinky [2]. Ii pesysbraTu orpumau y aiteit 6e3
CYITyTHIX KaTtacTpohiyHMX CTaHiB (CENCuc TOIIO),
Ha TJIi SIKUX 3arporonoBana Tepariss HI Gysa Hee-
dextusHO©O. Tak, A.G. Feldman i PE Whitington
BBKAIOTh, MO 32 HASIBHOCTI y JUTUHU TIEYIHKOBOI
HezocTaTHOCTI Ta migo3pu Ha HI i BBect HOBO-
HAPO/KEHOMY OJIHY /103y BHYTPIllIHOBEHHOTO iMYy-
HOIJI00YJIiHY, He3aJI€KHO Bijl €TioJIorii 3aXBOPIOBaH-
wsa. Kosm HIT miarnocroBano, a craH JAUTHHUA He
nokparuecst, HeobxinHo 3pobutn 311K 3 momann-
MMM BBEJIEHHSIM JIPYTOI /103U BHYTPIITHHOBEHHOTO
iMyHOII00Y TiHY. SIKIIO epBUHHE YpasKeHHsI TediH-
KU He TIePEeBUIILYE KPUTUYHOTO PiBHS, TO ITiCJIS Tepa-
il 11 (PYHKITIST TOCTYIIOBO BiZIHOBJIIOETHCS TPOTSTOM
4—6 TWXKHIB, TIPOTe TOBHE OMYKAHHS MEYiHKU
MOJKJIBE, ajie 3aiiMa€e /10 2—4 POKIB, PO MO CBijI-
JaTh JaHi Oiomcii MeYiHKW y JBOX 130JbOBaHUX
BUIIQ/IKAX, SIK1 [T0Ka3aJ/11 3BOPOTHI ITPOIIECH 1IUPO3Y.

Knintunuii sunadox

XJIOITYUK HAPOAMBCSA BiJl IPYTOi BaTiTHOCTI, TEP-
MIiHOBHUX IIOJIOTiB, $IKi mepebiranu (isiosiorivuHo,
3 Macoro Tiia 3250 1, moBxknHoo 51 cM, 06BoOM
rosioBu 33 cM. AKyIIIepChbKUIA TA COMAaTUIHUI aHAM-
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He3 MopoAlLI He obrskennil. ITicias HapoKeHHs
cTaH AUTUHK OYB OI[IHEHWIT SIK 3aI0BIILHIIA, XJIOTI-
4uK OyB NPUKJIAIEHUIT 10 TPY/Ieil y TIOJIOTOBIH 3ai.
YV 1noganpInoMy 3HaX0AUBCs Ha CyMiCHOMY 11epedy-
BaHHi, Ha IPY/THOMY BUT'O/IOBYBaHHi.

Ha tpetio 106y sKUTTST y IUTHHY 3'IBIJIACST SKOB-
TSHUIS, 3arajbHUil OimipyOiH cUMpPOBaTKU KpOBI
ckiaB 220 mmonb/J1. I'pyna kposi matepi 0(1) RH
(+), rpyna kposi qutunu B(1II) RH(+). bys BcTa-
HOBJIEHMIT iarnos: «['emMoriTnuHa XBOpoOa HOBOHA-
pomkenoro 3a cucremoio ABOQO, KoBTAHWYHA
dbopmay. IlpoBomusacs KoHcepBaTWBHA Teparis
reMoJliTHYHOI XBopoOu. Ha choMy 106y sKUTTST cTaH
JUTUHU TTOTiPIINBCS: 3 ABUJIMCS O3HAKU IHTOKCHKA-
11ii Ta MTOMIPHOTO 3HEBOJHEHHS, CipyBaTO-3€JI€HUI
KOJIip mIKipu. 3artijio3peHa Bajia PO3BUTKY >KOBYO-
BUBIJIHMX NIJISIXiB, CUHAPOM XOJeCTasdy. XJIOMUUK
OyB TIepeBe/IeHNH Y Bi/UIiIJIEHHs TATOJIOTiT HOBOHA-
PO/UKEHUX, JIe CTaH [UTHHU OyB PO3I[HEHUN SIK
BayKKMIA, 0OYMOBJICHUI HEBPOJIOTTYHUMHU PO3Jiaa-
MU y BUIJISIII CUHAPOMY HPUTHIUYEHHS, KOBTSIHU-
neio IV crynens sa Kpamepom, MeraGosiuHuMu
posmnagamu, aedirmrom Macu tiza 13,5%, MOTOpPHO-
eBaKyaTOPHUMM TOPYIIEHHSIMHU 3 OOKYy ILIyH-
KOBOKWIITKOBOTO TpakTy. /lutuHa Oysa 3HsTA
3 EeHTepaJbHOTO BUTOZOBYBAaHHS Ta IlepeBe/ieHa
Ha TOBHE MapeHTepaJbHe XapuyBaHHS, ITPOJOBIKe-
Ha  KOHCepBaTMBHA  Tepaliss  >KOBTSIHMII.
[Ipu o6eTexenni y 3araabHOMY aHa/Ii31 KpoBi OyJia
BizicytHst anemist (Hb 215 r/x1, epurponutu 6,3
T/x), y GioxiMiuHOMYy aHaJIi3i CHPOBATKM KPOBI
BU3HAYEHO BUCOKY rinepOiipybiHemiro 3i 3pocTan-
HaAM npsamoi dpakmii 6inipy6iny (3araabHuii
6imipy6in 409 mMKMoJIb/1, 3B's3aHuil Oinipy6in
77,2 MKMOJIb/J), TIBUINEHHS aKTUBHOCTI TediH-
koBux TpaHcaminaz (AJIT 68,2 Ox/n, ACT 76,1
Ogp/a), rimorsiikemito, KOMIIEHCOBaHMIT MeTa0oIi4-
HUI alu/03, TIionpoTeiHeMio (3araabHUNl GiJTOK
42,3 t/m), rinoampOyminemio (ampOymin 23 r/i).
[Tpu Y 3-06¢TeskeHH] OpraHiB 4epeBHOI TTOPOKHI-
HU He OyJI0 BUSIBJIEHO BaJl PO3BUTKY MEYiHKU Ta
JKOBYOBMBIZIHMX TILJISAXiB. BpaxoBytoun HagBHICTH
3aKW/IaHHS TOJIOBW, 3PUTYBAHHS Tiji yac XKi Ta
MJISIBE CMOKTaHHsI, Oyjia TpoBejieHa JIOMOATbHA
MYHKIIiST — 3MiH Y JIKBOpOrpaMi He BUSIBJICHO.

Ha 10 100y *KWTTS 3'SIBUJTHCST TIPOSIBU HATHUP-
KOBOI HEJIOCTATHOCTI: HEeCTaO1IbHI TIOKAa3HUKHU apTe-
piaJbHOTO THUCKY, TIOJIiyPisi, €JIeKTPOJIITHI TOPY-
HieHHs y Burigai rinonarpiemii (123, 124, 111,
116 MMomb/ir), rinokopTusoJemid. I3 3aMicHOIO
MEeTOIO TprU3HaYeHa rOpMOHAJIbHA Tepallis 3 po3pa-
xyHKy 10 mr/m?*/no6y (cosmykopred).

[Tpu weproBomy 3a00pi KPOBi HA MOCJIiKEHHS
3BEPHYJIM yBary Ha ii HE3BUYHUI KOJIp (<«THUJIOI
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BUIIHI»), a CUpoBaTka Maja Oype 3abapBieHHSI.
bys 3amiziospennii HeoHATaJbHBI FeMOXPOMATO3.
B anasizax KpoBi BUSBJIEHO 3HU;KEHHS PIBHS TPAHC-
dbepuny (1,05 r/1 pu HOPMATUBHUX TTOKA3HUKAX
1,33—-3,32 1/11), pi3ke TiABUIIECHHS BMICTYy (pepuTn-
Hy cupoBatku (3076,0 Hr/mMa TIpy HOPMATUBHUX
nokasankax 200—600 Hr/mur), 36iabIIECHHST Bijl-
coTKa HacuueHocTi Tpancdepuny sanizom (77,04%
py HOPMATMBHUX MOKasHuKax 20-55%), 3HU-
JKeHHSI  3aJ1i303B'sI3yBaJIbHOI  3/aTHOCTI  KPOBI
(40 MKMOJIb/T TIPM HOPMATUBHUX TTOKa3HUKaX
45-70 MrmoJb/). JlMHaMiKy NMOKa3HHMKIB TpaHC-
(bepuny, peputnny noxazano Ha puc. 1.

3 MeToio udepeHIliaibHOl JIarHOCTUKNA TIOB-
TOPHO TMpOBejleHa JioMbaibHa MyHKIlsS (3a-
MJIbHUX SBUIIL Y JIKBOPOIpaMi He BHUSBJEHO),
JIOCJIJIPKEHHST JIIKBOPY Ta KpoBi metojom IIT[P
Ha IIMB- Ta BIIl-indexmii gaan HeraTuBHI
pe3yJibTaT, BUKJIOYEHI TenaToTPOIHI BipycHI
indexiii (rematutr B i C). Ilporsarom BchoTO
CIIOCTEPEKEeHHS 32 AUTUHOIO MoKazHuku C-peak-
TUBHOTO TpOTeiHy Oysu Huzbkumu (10 12 1/71).
Marepi 6ysno mpoBemeHe 0OCTEKEHHs Ha ayTo-
IMYHHY [1aTOJIOTi0 (IIaHeIb Ay TOAHTUTL /10 Sjep-
HUX aHTHUTEHIB, 1110 €KCTPAryloThCs), pe3yabTaTh
MO3UTUBHI, 1[0 CBITYUTD PO MOKJIUBE aJTOIMyHHE
ypaskeHHs TLI0/IA.

Ha 13-ty 106y sKuTTs, IpU PiBHI 3arajbHOTO
6imipy6iny 394,8 MKMOJb/T Ta TpsiMOi (hpakirii
138,6 MmO/ 11, OYJI0 TIPOBE/ieHE 3aMiHHE Tepe-
guBanHsa kposi noasiitHum OILK. ¥ mactynwi
1Bi 1001 piBeHb 3arajbHOTO OiLIipyOiHY 3HU3UBCS
(229,5 mMxmomb/n), ane piBeHb KOH IOTOBAHOTO
OLnipy6iny sanuiaBcs 06e3 CyTTEBOI JUHAMIKU
(103,6 Ta 132 Mmxmoh,/1). KiiniuHO BU3HAYATUCS
O03HAKM TMOJIOPTaHHOI HEJOCTATHOCTI i3 3any-
YEeHHSIM 1IeHTPaJIbHOI HEPBOBOI CHUCTEMU, KUIIey-
anka (HEK 2A cr.), HUpPOK, HajHUPHUKIB,
remopariyHuil cunjpom. [AuTuHi npooauiacs
MOCUHIPOMHA IHTEHCUBHA Tepartist, OyB BBeIEHMIT
BHYTPIiIIHbOBeHHUH iMyHOTI00Y1iH (0,83 1/KT).

BpaxoBytoun nosricucTeMHICTh 3aXBOPIOBAHHS,
Oype 3abapBiieHHsI CHPOBATKU KPOBi, BUCOKUI
piBers deputuny (3076,0; 739,6; 1600,0 ur/mi),
BUKJTIOUeHHST 1HMEKIIHHOTO (haKTOPYy ypakeHHH,
st miaTBepsKennst Hasisaocti HI y qurtunu Oyoia
nposesieHa MPT rosioBHOro MO3Ky i BHYTPIilllHIX
opraiB (puc.2), Ha SIKiil BUSBJIEHI BOTHUIIIA T€MO-
cuneposy (y pexnmi T2-3BaskeHOTO 300paskeHHs
JUISTHKA  CTPIYKOIOMIOHOTO 3HUKEHHSI CUTHAY 3
[OBEPXOHb 3BUBKMH, HAlO1/IbIIl BUPa3Hi 3MiHU y ce-
penHiil 060Biil 3BUBWHI, IEHTPAIbHIN OOPO3HI
Ta MUKMIBKY/IbHIN 1miisnai; MP-curnan nudysso
3HIKeHN y T2-3BaskeHOTr0 300paskeHHsT apeHXiMI

ISSN 1992-5913 Cospemennas meauatpust 3(99)/2019

3500
3000 |,

2500 \
2000
1500

1000
500

1660
o

N7396 _—~—
N

1,3

1,05 0,85

o

62 poba

17 poba 33 poba

== DepUTUH
= TpaHcdepuH

Pue. 1. [InHamika noKasHMKIB depuTnHy, TpaHCAepuHy

MeYiHKy, nepuepuyHnx AiJITHKAX HaHUPHUKIB,
3 [epeBayKaHHIM YPasKeHHs JIiBOI'O HAJ[HUPHUKA).

Jlutuna Oysia KOHCYJbTOBAaHA HEBPOJIOTOM,
reMaToJIOTOM, iH(EKITIOHICTOM, eHIOKPUHOJIOTOM.

[Ticist moBHOTO OOCTE)KeHHsT Ha 18-Ty MO0y
JKUTTST OYB BCTaHOBJIeHWIT iarHo3: «HeonaTtaib-
HUI TeMOXPOMaTO3 3 MOJIIOPraHHUMU YPasKeHHSIMU
(TrediHKH, TIEHTPAJIBHOT HEPBOBOI CUCTEMU, HAJTHUP-
HUKiB, HUPOK). BroprHHa 1e4iHKOBa, HAJHUPKOBA
HeJIOCTaTHICTh. AHeMisl 3MIllIaHOTO XapaKTepy 3 CT.
HEK 2A cr. CunapoM pyXOBUX IOpYIIEHb,
CUH/IPOM 3aTPUMKH CTATO-KiHETUYHUX (DYHKITIH
BHACJI/IOK TIHOKCHYHO-METabO0IUYHOTO YpaskeHHs
ITHC, panHniit BiiHOBIIOBAIbHUI TIEPIOT».

Y nopasbiiomy, OJMKYe 10 MICSYHOTO BIKY,
CTaH JUTHUHU TIOCTYTOBO CTaliTi3yBaBCs, BifHO-
BUjacd (QyHKIS KUIIEYHUKA Ta HAJHUPHUKIB,
3HUKJIA JKOBTSIHUIST TIPU 30epesKeHHi cipyBaToro
BIITIHKY IIKIpU, OJHAK 3'sBUJIACSI BEHO3HA CITKA
Ha TPY/SX Ta Mepe/IHil YepeBHili CTiHIl, TTporpecy-
BaJIa rernaToMerasis, 30epiraiucs 1miBUILeH] PiBHI
MeYiHKOBUX TpaHcaminaz (puc. 3), rinmonporeine-
Mist, TimoajbOyMiHEMisT Ta IOYaB IMPOrPeCyBaTH
AHEeMIUHUI CUHJPOM (TiOXpPOMid, MiKPOIUTO3,
chepo1nTosd). XJIOMUYUK IepeBeflecHUil Ha TOBHE
eHTepasbHe XapyyBaHHS MOJIOYHOIO CYMIIIIIIO,
OTPUMYBAB TePaIliio yPCoe30KCUX0JIeBOI0 KUCJIO-
TOIO, TIOCTYTIOBO 3HIKYBasIach 1000Ba /1032 TOP-
MOHIB 3 TIOBHOIO BiJIMiHOO Ha 35-Ty 100y JKUTTSL.

3 1,5-Mics9HOrO BiKYy CTaH JWTHHH 3HOBY CTaB
TOTIPIITYBATUCS 32 PAXYHOK PO3BUTKY HAOPSIKOBOTO
CUH/IPOMY: BOJISTHKA SI€YOK, MACTO3HICThH MEPEeHbOL
4epeBHOI CTiHKH, aciuTy 3a jganumu Y3/l Ha Tii
3HAYHOI rifnonporeiHeMii (3araabHuii GiI0K CHPOBAT-
ku 30,3-35,7 r/m) Ta rimoansbyminemii (19,2 /).
Penasnbhi Brparn Oijka Oysn BUK/IOYeHi (1060Ba
KiJibKicTh Oinka y ceui ckmama 0,1 r). TIpoBenena
abpoMiHaIbHA IIYHKI[iSI, OTPMMAHO TpaHCCyaaT
(6iok 1,485 /11, OAMHUYHI €PUTPOIITH Ta JIEHKO-
[T, TIOCIB PiiHN OaKTepiaIbHOTO POCTY HE JIaB.
Hutuni npoBoauiucsk Tparchysii 10% ampOyminy,
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Puc. 2. MPT rofioBHOr0 MO3KY i BHYTPILLHIX OpraHiB y pexxumi T2-3BaXKeHOro 306paxKeHHs

(MP-curnan gnuysHo 3HKEHWIA Y naperHxiMm

neviHKmn, nepugepuyHnX QinsHKax HaAHUPHUKIB, 3 MEPEBAXKAHHAM YPAXKEHHS NIBOr0 HAAHUPHUKA; AINAHKNA CTPIYKONOAIGHOr0 3HUKEHHS
CUrHany 3 NOBePXOHb 3BMBUH, HANOINbLL BUPA3HI 3MiHW Y CepeHiii N06GOBIA 3BUBWHI, LLEHTPANbHIN 6OPO3HI Ta MIXKMIBKYNbHIN LLiNNHI).

C3I1. Hazmani mporpecyBasm aHEMIiYHUIN CHHPOM
(piBHi remorsi06iny 75—-85—105—-85 /1), HesBaskaro-
Yl Ha TOBTOPHI 3aMicHi TpaHc(ysii KOMIIOHEHTIB
KpOBI (BIIMUTI OZIHOTPYITHI €PUTPOIUTH ), YPASKEHHS
MEYiHKY: YIIITbHEHHST HZKHBOTO KParo Me4iHKK, TeMO-
pariyHuii CUHPOM (3PUTYBAHHS «KaBOBOIO TYIIIEIO» ),
30UIbIIIEHHsT  MOKA3HUKIB  JIysKHOT  (hochatazm
(1692,5 mmomn/m) ta tpancaminaz (AJIT 1184
MO/n, ACT 154,4 MO/n), penuanBu aciury.
Ennockoniynuii oris cTpaBoXo/ Ly Ta ILTyHKa [1aTo-
JIOTIYHUX 3MiH He BUABUB. [[UTUHI HEOIHOPA30BO
Beommn 10% anpOymin, C3II, epurponurtapmy
Macy, BHYTPIIIHbOBEHHUH IMYHOTJIOOYJIiH (3araiom
4 71031), TIOBTOPHO MPU3HAY€HA TOPMOHAIbHA Tepa-
mist. SIBumia aciury Ta HaOPSIKIB MOCTYIIOBO 3MEH-
IIUJTNCS], 3aTaJIbHUI CTaH cTabili3yBaBCsl.

[Micas 2,5 micaniB y auTuHu MaHibecTyBaan
racTpoiHTeCTUHAIbHI CUMIITOMU: KJIiHIUHI IPOSIBU

200

150 )
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Pue. 3. QnHamika neviHKOBMX TpaHcamiHas
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cungpomy Canmmndepa (3puryBaHHS MIITYHKOBUM
BMICTOM IIPU BiICyTHOCTI 32CTOIO0 MOJIOKA Y IILJIyH-
Ky, BUTUHAHHS TIPU TOJIyBaHHI, BiIMOBA Bif[ T:Ki),
METeOpM3M, 4YacTi IHUCTI BUIIOPOKHEHHSI,
a TaKoX TIPOrpecyBajd HEBPOJIOTIYHI po3Janu
y BUIJAII M'SA30BOTO TillEPTOHYCY, PYXOBOTO
Ta roJIOCOBOTO 3aHENOKOEHHS, CyZIoM. byia npu-
3HaUeHA TIPOTUCY/IOMHA, aHTUpPedIIOKCHA Tepa-
Iist, KOPEKITisl XapuyBaHHSI.

¥ Bili TpbOX MiCSIIiB, Ha TJI HASIBHUX PO3JIAJIIB,
PO3BHHYJIACS IIPaBOOIYHA ITHEBMOHIS, YCKJIaJHEHA
HAIPY’KeHUM IHeBMoTOpakcoM. [urtuna Oyia
nepeBejieHa 710 peaHiMallitHoro Biazaiierus. [Ipu
MNYHKI[l TJIeBpaJbHOI MOPOKHUHU OTPUMAHO
no 10 mu mosiTpst. Hazasni mporpecyBaB cUHAPOM
BUTOKY IOBITPS: TPaBOOIYHMIT ITHEBMOTOPAKC,
MMHeBMOIlepUKap/, MHeBMOMe/liacCTeHyM, TiIIKIp-
Ha emQizeMa B JIIJISHIT T TA TIEPe/IHbOT YePEBHOT
crinku. Ha 1711 iHTeHcuBHOI Teparii (MeJuKaMeH-
TO3Ha cefallisl, akTUBHA acITiparlis MoBITPps 3 Tije-
BPAJIbHOI TIOPOKHWHU, <«KOPCTKi» PEKUMU
MITYYHOI BEHTUJIALLI] JIeTeHb, TIOBHE MTApEHTePab-
He XapuyBaHHs, aHTHOIOTHKOTEparisi, TOPMOHOTE-
parist, cedorinHi pernapaTy, iHOTPOITHA MTiITPUMKA )
crabinizalis crany BigOyacs yepes 10 xi6. Xiom-
yk OyB TiepeBeleHNil y BIiIiJIEHHs TaTOJIOTii
HOBOHAPOJ/KEHUX, ajle CTaH [UTUHU 3aJIUIIaBCS
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BKKMM 32 PaXyHOK HEBPOJIOTTYHOI CUMIITOMATHKH,
3AJIUIIKOBUX SIBUII AUXATbHUX PO3JAIiB, TTOMIip-
HUX IIPOSIBIB aHEMIYHOI'O CUH/[POMY.

HocuikenHsa BUKOHAHI BiITOBIIHO 10 TIPWH-
mumiB [eabciacvkoi dexmapartii. [Iporokosr qoci-
JUKeHHS yxBasieHnH JIOKaJIbHUM eTUYHUM KOMiTe-
toMm (JIEK) Bcix 3a3Hauenux y po6oti ycranos. Ha
IPOBEJEHHST JOCIKEHb OYJI0 OTPUMAHO IIOiH-
(dbopmoBany 3rofy 6aTbKiB AUTHHU.

Cran autunu crabimisysascs po 110-1 1obu
JKUTTS 3 BilHOBJeHHAM (yHKiii neuinku. Ha
TerepiriHiii yac (Bik 1 pik Ta 5 MicsIiB) y ANTUHA
HEMAa€E TMPOSBIB IMEUiHKOBOI HEOCTATHOCTI, ajie
BUPa3Ha 3aTpUMKa (hi3MUHOTO i HEPBOBO-TICUXiU-
HOTO PO3BUTKY.

Takum umHOM, JaHUIT BHUIIQJOK II0Ka3aB BCIO
ckJa/iHicTh giarnoctuxu HI, ko ipu BizcyTHOCTI
CIAJIKOBOCTI 1 TMATOJIOTIYHOTO TIEPUHATAIHHOTO
aHaMHe3y MaJlo Miclle He3BUYailHe ypaskeHHS
MeYiHKUA 3 TMOCTYIIOBUM PO3BUTKOM IOJIICUCTEM-
HUX YpaskeHb, MPOTPecyBaHHS HEBPOJOTTUHUX
posJsaniB. Y HaBe/leHOMY BUIAJKY Y JAWTUHU
Oy BCi KpuTepii /1T BCTAHOBJIEHHS 1arHO3Y
HT: o3naku 1me4iHKOBOI HEAOCTATHOCTI y TOE/-
HaHHI 3 BUCOKHUM piBHEM (hePUTUHY CHUPOBATKU
kpoBi, MPT-o3nakamu jernoHyBaHHSA 3aji3a B
TEeYiHIl, CTPYKTypax roJIOBHOTO MO3KY, HaJ[HUP-
HUKaX, HAABHICTh AJIOIMYHHUX aHTUTLIT y MaTepi.
OcobauBocTsamu Tiepebiry 3aXBOpIOBaHHS OyJId
posButok cuniapomy Canaudepa, THEBMOHI,
yCKJIQ/[HeHAa CUH[POMOM BUTOKY MOBITP4 (IIpaBo-

JITEPATYPA

GiYHMI THEBMOTOPAKC, ITHEBMOTIEPUKAP/I, TTHEB-
MoMe/liacTeHyM, TiamKipHa emdizema). Takox
MPUBEPTAJIO yBary ypasKeHHsI 4epPBOHOTO KPOB'd-
HOTO MapOCTKa 3 HE3HAYHOIO TPOMOOIIMTOTIEHIEI0
Ta CTIKOIO0 BaXKKOIO aHEMIEIO 3 aHi30- Ta TIMOXPO-
Mi€10, MiKPOIIUTO30M, c(hepPOITUTO30M, SKa IMOTpe-
OyBasia HEOJHOPA30BOTO MEPEUBAHHSI €PUTPO-
nuTapuoi macu. Taka anemist He mputamManna HT.

BucnosBku

1. BcranoBaenns pmiarmody HI morpebye
peTesibHO1 AudepeHITiaabHOIl [IarHOCTUKY 3 1HIITH-
MM IHQEKIIHHNIME Ta HeiH(eKIiHHUMI 3aXBOPIO-
BaHHIMU IIEYiHKH, OCOOJIMBO IPU IOEIHAHHI
3 TIOJIICUCTEMHUMHY YPaXKEHHSIMM.,

2. HoBoHapo/uKeHUM [iTAM 3 O3HaKaM#
MeYiHKOBOI HEAOCTATHOCTI, TPU BUKJIIOYEHHI
iH(DeKITHOTO TIpotlecy, HeoOXijHe BU3HAUEHHS
piBHST (hepuTHUHY CHUPOBATKM KPOBI Ta ITPOBE-
neunsga MPT BHYTPIIIHIX OpraHiB /g BUKJIO-
yennsa HT.

3. Bpaxosyiouu Teopito pozsutky HI' GALT,
Tepartisi MOBMHHA OYTH CIIPSIMOBAaHA Ha iHAKTUBA-
I[il0 MAaTEPUHCHKUX AJOAHTUTLI 3 KPOBi MUTUHU
(3aMiHHe TTepeIMBaHHA KPOBi, BBE/IEHHS BHYTPIIII-
HBOBEHHOTO iIMYHOIJIOOYJIiHY ).

4. HeoOxigHuii mopaablinii IOMIYK iarHO-
CTUYHUX, JIKYBAJIbHUX Ta peabimiTariiiHinx 3axo-
B, [ TIoTIepeIKeH s inBastian3aitii faiteit 3 HT.

Aemopu 3asensiomo npo ei0cymuicms KOHQIIK-
my inmepecis.
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