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HeoHatansHuin remoxpomaros (HI') — pigkicHe 3aXBOPIOBaHHS, AKe € HACNILKOM (heTanbHOro YpaxkeHHs NediHky, NoB'A3aHe 3 aHOManbHUM HaKOMUYEHHSAM
3anisa B opraHax HOBOHAPOMKEHOro. Y CTaTTi HaBefeHi CyyacHi nornsan Ha po3suToK HI, pomb perynaTopHUX MONeKyn 3BOPOTHOrO 3B'A3KY TenCcULMHY
T2 (DEPONOPTUHY B KOHTPOMI MNALEHTapHOro NOTOKY 3aida Ta HAKOMWYEHHA AOro B NeYiHLi 3 NofganbLuum hopMyBaHHAM NOMiOpraHHUX ypaxeHb. HaBefgHo
KNiHiYHWA BUNafoK HI Y LOHOLLEHOI ZUTUHK, fiKa HAPOZUNAcs Y 3af0BINILHOMY CTaHi, ane 3 MoCTYMOBAM PO3BUTKOM KMiHIYHOI KAPTUHW YPAXKEHHS NEYiHKY,
a 3rOJOM i MOMiopraHHWUX NopyLleHb 3 BOKY LeHTPanbHOi HEpPBOBOI CUCTEMU, HAAHUPHWKIB, HUPOK, LLUMYHKOBO-KULLKOBOrO TPaKTY, NPOrpecyBaHHs aHemil.
BpaxoByto4u KriHiYHI NPOsABK Ta MOABY HE3BWYANHOTO 3a0apBMEHHA KPOBI («THUNOI BULLHI»), ¥ AUTWHK ByB 3anifospeHnid HI, Akuid 6yno nigTBepoxKeHo
BUCOKUMW MOKa3HWKaMU hepuTUHY CUPOBATKW (MakCUManbHWiA piBeHb cknas 3076 Hr/mn), MPT-03HaKamu ypaxeHHA rONOBHOTO MOBKY, NEYiHKK, HAOHUPHU-
KiB, HafBHICTIO anoaHTuTin y cupoBatli Kposi marepi. JWTWHI 6yno NpoBefeHO 3aMiHHE MepefuBaHHA OLHOMPYNHOI KPOBI, BBOAMBCA BHYTPILLHEOBEHHWIA
iMyHorno6yniH. CtaH UTWHW cTadiniaysascs 1o 110-1 [O6KW XWUTTA 3 BIGHOBNEHHAM (YHKLIT nediHkW. Y Bili 1 pik i 5 MicALIB Y AUTWHW He GYN0 NPOSBIB NeYiH-
KOBOI HEZ,OCTATHOCTI, ane crocTepiranacs B1pasHa 3aTpuMka qisuyHoro i HePBOBO-NCUXIYHOTO POIBUTKY.

KniouoBi cnoBa: HeOHATaNbHUIA reMoxpomaros, cheputuH, MPT BHYTPILLHIX OpraHiB.

Features of the course of neonatal hemochromatosis: a clinical case reporte
N.M. Kazytska', T.1. Stepanenko’, S.0. Drobych?
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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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0c00eHHOCTH TeYeHNs HeoOHaTaNbHOro remoxpomaro3a: KJIMHN4YEeCKuit cnyqal‘/’l

HM. Kasuykada', THU. Crenanenxo’, C.0. Jlpoouy’

TY «[lHenponeTpoBcKan MeguuuHckan akagemua M3 YkpauHbl», 1. [IHenp, YkpavnHa

KY «[IHenponeTpOBCKWIA CNeLManuaMpoBaHHbIA KITMHUYECKWIA MELVLMHCKWA LIEHTP 340P0OBLA MaTeph U pebeHka umeHw npod. M.®. PynHesa [I0C», r. OHenp, YkpauHa

HeoHataneHbIi remoxpomaros (HIN) — pefkoe 3aoneBaHve, KOTOpPOe ABMAETCA CNEACTBUMEM DETANbHOTO NOPaXEHUA NEYeHW, CBABAHHOE C aHOMambHbLIM
HaKOMNEHWEM Xemesa B opraHax HOBOPOXKOEHHOrO0. B cTaThe NpuBefeHb! COBPEMEHHbIE B3IMALLI Ha passuTve HI, ponb perynaTopHbIX MOMeKyn 06paTHoM
CBA3M rencuinHa 1 hepponopTuHa B KOHTPOME NaLeHTapHOr 0 NOTOKA XeNeaa v HaKonNeHue ero B NeYeHW, U B fanbHeiwem GhopmMupoBaHia NMONMOPraHHbIX
nopaxeHuin. Onucas KNMHUYeCKWA cnyyait HI' y [OHOLIEHHOrO pebeHKa, POLUBLLETOCA B YLOBNETBOPUTENLHOM COCTOAHUU, HO C NOCTENEHHLIM Pa3BUTUEM
KMMHUYECKOM KapTUHBI MOPaXXEeHUA NEYeHN, @ BNOCNEACTBAN — U MONUOPraHHbIX HAPYLLEHWA CO CTOPOHbI LgHTPaNbHOM HEPBHOM CUCTEMBI, HALMOYEYHUKOB,
NoYekK, XeNyLOoYHO-KULLIEYHOrO TpaKTa, MPOrpeccupoBaHNeM aHeMUK. YUUTBIBASA KIUHUYECKUE NPOABIEHUA U NOABIEHWE HEOOLIYHOMO LBETA KPOBU («THUNOM
BULLHUW»), y pebeHKa 6bin 3anofospeH HI, KOTOpbIA BbiN NOATBEPXKAEH BbICOKUMU NoKazaTenaMin heppuTHA ChIBOPOTKW KPOBU (MaKCUManbHLIA YpoBeHb
coctasun 3076 Hr/mn), MPT-npusHakamu nopaxeHus ronoBHOTO MO3ra, neyeHu, HagnovyeqyHUKoB, Hanu4uem annoaHTuTen B CbIBOPOTKE KPOBW Matepu.
PebeHKy 6bl10 NPOBELEHO 3aMEHHOE MEPEenUBaHNE OLHOTPYNTMHOW KPOBM, BBOGWICH BHYTPUBEHHBIA UMMYHOrNOBYNUH. CocToAHME pebeHKa cTabunusupo-
Banock 10 110-ro OHA XXW3HW ¢ BOCCTaHOBMEHWMEM (hYHKLUM NedeHW. B BospacTe 1 rof v 5 mMecsALeB y pebeHka He GbIno NpoABNEHWIA NMeYeHOYHON HefocTa-
TOYHOCTW, HO HabMofanack BeIpaXeHHas 3afepXka huanN4eckoro v HepPBHO-MCUXUYECKOTO PasBUTMUA.

KnioueBble cnoBa: HeoHaTaNbHLIA remoxpomatos, epputuH, MPT BHYTPEHHWUX OpraHoB.

Beryn

HeOHaTaﬂbHHf/’I remoxpomarod (HI') — pizn-
KiCHEe 3aXBOPIOBAHHS, SKE € HACJIJIKOM
(heTanbHOrOo yPaKEHHS TEUiHKKM Ta T10B'sI3aHE
3 AHOMIbHUM HAKOIMUYEHHSM 3a/1i3a B OpraHax
HOBOHApO/KeHOTO. JKiHKa MOXKe 1TOBTOPHO HApO-
JIUTH JIWTUHY 3 HEOHATAILHUM TI'éMOXPOMATO30M
y 25-90% BunasKax, HABITH SKIO MITH Bil Pi3HUX
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GaTpkiB [9]. ¥V 2010 porii 6y/10 BU3HAUEHE TOHSATTS
«recrariffna a/uI0iMyHHA XBOPOOA MEUIHKH>
(GALD, gestational alloimmune liver disease), mpu
SIKifl BiOYBAETHCS KOMILJIEMEHT-OTOCEPETKOBAHA
TpaBMa TenaTonuTiB, iHinifiosana 1gG anTUTIIOM
[4]. e mosoKeHHS MiATBEPAWIN 3TOIOM iHIMI
asropu [10], AKi TPOTATOM MEBHOTO YACY VCITIITHO
BUKOPHUCTOBYBAIM BHYTPIIMHBOBEHHUH IMYHO-
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LA00YJIiH Y 1031 1 T/KT/THKAEHD i/ Ya¢ BariTHOCTI,
nounHaouu 3 18-ro THIKHS Ta /10 KiHILS BariTHOCTI 3
METOI0 3HMKEHHS 3axBopioBanocti Ha HI' y cubcis
[8,9]. TIpu GALD Binbysaerncst Brpata mo 10%
nyny ¢ertajbHUX TenaTonuTiB 3 [NOAAbIIAM
PO3BUTKOM MAHIO0Y/ISIPHOTO (HiOPO3y mapeHxivMu
MEYiHKN, PEreHEPATHBHUX BY3JIB, TOMY OJIU3BKO
50% nosonapozkenux 3 HI' MaioTh MPO3 MEUiHKH.
GALD MOXe BUKTHKATHA TOCTPE TOTATBHE VPAKEH-
HSI IEUIHKY T1J10/1Q, 1110 TTPU3BOMUTD /10 MEPTBOHAPO-
juKeHHsT a00 HeoHATasbHOI cmepTi. IIpu 1bOMY
MOJKe He OYTH JKOZHOI O3HAKU CHUAEPO3Y B MEUiHIIi
abo iHmux TKaHUHAX [ 2].

EmOpioHaibHa meviHKa KOHTPOJIIOE TLIAleHTap-
HWW TOTIK 3a/1i3a: BIIYYBAIOUN TOCTATHICTH 341134,
BUPOOJISIE PETYJSITOPHY MOJIEKYJTY 3BOPOTHOTO
3B'43Ky — TrencujuH. ['encuinH 3B's3y€ TpaHC-
MeMOpaHHUi Tpancmoprep 3aiiza (heponopTun),
10 NPU3BOAMUTD J0 HOro IPOTEOCOMHOI Aerpaaliii.
SHUKEHHST KUIbKOCTI (hepOIOPTHHY TIPU3BOAMTD
70 3MEHITeHHd TPHUIJIMBY 3aji3a. Y paKkeHHs
nedinku npu GALD npusBoauTh 70 3HAUHOTO
HOPYUIEHHS NPOAYKIL TeICUAWHY, & HAIJIUAIIOK
3132 TPAHCIOPTYETHCS 3 IJIAIEHTH M0 TIEUiHKK
moza [1]. KpiM TOro, 3HMKYEThCS eKCIpecis TeHa,
TpaHchepuHy, M0 NPU3BOAUTH 10 HYWIMIIKY 1IHP-
KYJTFOI0YOT0 3a/1i3a, Ta 3a/1i3a, 3B'13aHOT0 063 TpaHC-
tepuny (NTBI). Binknazennss reMocuiepuHy
B TKAaHWHAX 104 Npy HI 3a/1eKUTh BiZl 31aTHOCTI
KJIITHHA OKPEMHUX OPTaHiB YIIPABIATH HAUTATIKOM
NTBI. OnH03HaUHO CXW/IBHI 0 CHAEPO3Y MO3aTe-
YIHKOBI KJIITUHA € TO3UTUBHUME 10 Z1P 14-peren-
TOPIB Ta HETATUBHUMM 110 (eponopTtuHy. Peru-
KyJ1oeHpoTeniambai kiituan mpu HT moszbasieni
CHIEPO3Y, TOMY 10 BOHM EKCIPECYIOTh TiJIbKK
depornopru [1]. Temocumaeput 3a6apBAlOE TKAHN-
HU Ta BHYTPINIHI CEPEIOBUINA B ipKaBUH KOJIip.
KisibkicTb 3as1i3a y HUPKAX, HAIHUPKOBUX 3a/103aX
Ta ceJie3iHI 30LIbITYETHCS 10 5 pasiB, y cepii —
y 525 paziB, ay mevinii Ta miAMmIyHKOBIi 327031 —
y 50—100 pasis, Tomy kriniuro mepebir HI' 06Tsi-
JKYETBCA TTOJIOPTAHHUMA YPAKeHHAMH.

HacTomo 03HAKOIO TTi/T 9ac BATITHOCTI CTA€ MOJi-
rimpamMHion [5]. 3a maHWMM JiTEpaTtypH, MiTH
3 HI' y 25% HapomKyIOThCsI i3 3aTPUMKOIO BHY-
TPITHBOYTPOOHOTO PO3BUTKY Ta y 40% BUMAAKIB
neperyacHo [7].

Mamidecrariis 3axBoproBaHHs MOKe OyTr 0.11-
CKaBUYHOK, 3 PO3BUTKOM TOCTPOI IEYIHKOBOI
HEIOCTATHOCTI y mepri A00W JKUTTS IHTHHH, a
MO3KE PO3BHUBATHCS MTOCTYIIOBO 3 T0OSBOIO HeECIe-
GIYHAX CUMITOMIB: MJISIBOTO CMOKTAHHS, 30y-
JUKEHHS, JKOBTAHUIL, OJIITYpii, rimormikeMii. Bumi-
JIeHI KJIIHIYHI CHMIITOMH, gKi MOXKYTb CKePYBaTH
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JUKaps MOZ0 MOCTaHOBKHU miarHosy HI: HaOpsk
MJIANEHTH, 3aTPUMKA BHYTPIMIHBOYTPOOHOTO
PO3BUTKY, €/€Ma HOBOHAPOIKEHOTO (€3 aciuTy,
onirypist, /IBC-cunapom, paHHSI KOBTSHHIH,
cTLIeHOMETais [ 5].

Aste piarHo3d HI € nudepeniiaabHUM, KOJU
MOTPIOHO BUK/IIOUWTH [HIN MPUYUHE YPAKEHHS
MeYiHKK Y HOBOHAPO/KEHOro: iH(eKIlii (1uToMe-
rasioBipyc, amenosipyc, Bipyc Kokcaki, ECHO,
napsosipyc B19, BI'A, BI'B, BI'C, Bipyc kpacHyxu,
cuisic, TOKCOIIA3MO3, CETICHC ), MITOXOH/IPiaTbHI
3aXBOPIOBaHHY, AePiUT aib(al-aHTUTPUIICUHY,
neeKT CHHTE3Y JKOBUHMX KHCJIOT, BPOKEHA
HelepeHoCUMICTh PPYKTO3U, TUPO3UHEMISI, TasTaK-
TO3EMisl, TEMOITHYHA XBOPOOA TJIOAA, TEMOLJIO-
Ginomarii, BpomkeHi medextn memOpanu abo
(hepMEHTIB ePUTPOIHTIB, iMmeMist a0 MaToJorivHa
nepdysis, mozameuinkoBa OimiapHa aTpesis,
iH(apKT MmeuiHKK, BPOKEHA JelKeMis, reMoharo-
uTapHuii JiMm@orictionuTold. Ase BiporiaHicTb
GALD i GALD-HI noBuHHA PpO3TASIATHCS
y HEpILy Yepry Yy HOBOHAPOKEHOTO 3 PO3rOpHY-
TOIK KaPTUHOK rOCTPOl MEYIHKOBOI HEJOCTATHOCTI.

Cruenudivnumu maprepamu HI e mizgsunienuit
piBeHb (pepuTUHy y cuposartili Kposi (>800 Hr /M),
30LIbITEHHsT HACHUEHOCTI TPaHCHEPUHY 3aTTi30M,
3HKEHHST piBHS TpaHcepuny [1]. ¥ nepesaxHoi
OILTBIIOCTI  TANIEHTIB  BUSBISIETHCS  CHHIPOM
1uTOoNI3y (1i/BUIIEHHSI PiBHIB a/laHiHOBOI Ta acia-
pariHoBoi aMiHOTpaHc(hepas, aie MOKA3ZHUKK PiZIKO
nepesurnyiots 100 MO /) [6] ta 6i/1KOBO-KJTITHH-
HOI HemoCTaTHOCTI rematoruTiB  (rimoanboy-
MiHEMIs, TIOMPOTEIHEMIs, TOMOBKEHHS TPOTPOM-
6iroBoro vacy ta AYTB, rimepamoniemist). OxHax
ocobmusicTio mepebiry HI' € wacTuii po3BHTOK
KOAryaonarii mpu HA3bKUX PIBHAX CHPOBATKOBHX
amiHoTpaHcghepas (Ha BiZMIHY BiJl fliTeil 3 BipyCHUM
VPaKEHHAM IEYiHKHM, SKi MarTbh HaJA3BUUYAHO
BHCOKI CHPOBATKOBI aMiHOTpaHC(hepasn),

MPT-pocmimkentst Haibiabm iHGopMaTrBHE
npu HI. BoHO 103BOMS€ BHUABATH HAUIMIIKOBY
KUIbKICTD 3aJ1i3a Y IEYiHIl, MiANIYHKOBINA 341031,
Miokapzi, Haguupaukax. Y autuau 3 HIT Bigby-
BAETHCSA CAIEPO3 CMHHUX 327103, TOMY € PEKOMEH-
artii Mmoo MPOBEAEHHS MYHKITIHHOT Giomcii Mammux
CIMHHUX 3J103.

Kputepisimu mocranosku fiaraody HI™ € o3naku
MEYiHKOBOI HEOCTATHOCTI Y MOETHAHH] 3 MiHIMYM
ZIBOMA, CUMIITOMAaMH | 5]:

1) ponvHHUIT aHamMHe3 (MONEPEeAHs] TUTHHA
3 FEMOXPOMATO30M, BUKHU/THI 00 MEPTBOHAPOIKEH]
niTi) Ta/a00 YCKIATHEHNH MpeHATAbHIN aHAMHES
(omiro- abo TOJITIAPAMHIOH, 3aTPUMKA BHYTPIII-
HBOYTPOOHOTO PO3BUTKY);
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2) BUCOKHUI PiBeHD (DEPUTHUHY CUPOBATKHU KPOBI;

3) crenu(iuni ricTOIOrIUHI 03HAKK (BKITIOUEH-
Hst Ilepaca), siki BKa3yloTh Ha JIETIOHYBaHHSI 3aJ1i3a
y TKaHMHAX (J[IarHOCTUYHUI KpUTEpiit — nernony-
BaHHS 3471132 B CJINHAUX 3a71032X);

4) MPT-0o3Haku fernoHyBaHHs 3a/1i3a B Pi3HUX
OPraHax, a He TiJIbKK B TIeYIHIII.

Jixysamasg HI, mo suzmauenus teopii GALD,
OYJI0 CIIPSIMOBAHE HA, TIPOTH/III OKHCHOMY BILTHBY
3a/1i3a 3 KOMILJIEKCHUM BUKOPUCTAHHSIM aHTHOKCH-
manTiB — pedeporcaminy (30—40 mr/Kkr Ha 100Y),
BiTaminy E (20 mr/kr Ha 100y), ceneny (3 r/Kr Ha
100y), N-arnermamreiny (3x50 Mr/kr #a 100y [3]).
Aue st Teparnist MmasioedekTuBHA: 10 poKy THHE 80%
A €HTIB, TOMY OL/IbIN MEPCIEKTHBHOK BBAKAIACH
OPTOTOINYHA TPAHCIIAHTAIS NEYIHKW, TPU SKii
[I'ITUPIUHE BYOKMBAHHS CTAHOBHUTH OJU3BKO 60%,
a Micad TPaHCILJIAHTAIl MEeYiHKW HaKOIWYEHHS
3as1i3a B ii TKAHWHAX HE BiZAOYBAETHCS.

Ha ocrogi Teopii GALD 6ysiu cripobu mpoBesieH-
HsI 3aMIHHOTO TEPEJTUBAHHS [BOMICHHM 00 €éMOM
OIHOTPYITHOI KPOBI /ISl BUJAJICHHS [IUPKYJIIOHOUNX
AJTOIMYHHHX aHTHUTIJI, 3 HACTYITHAM TEPMIHOBUM BBE-
JICHHAM BHCOKHX /103 BHYTPITHBOBEHHUX iMYHO-
rao0yminiB (1 r/Kr) mis OIOKYBaHHS aKTHBAILi
AHTUTILJIOIH/YKOBAHOT O KOMILJIEMEHTY, SKi TIOKa3a/I1
MOMITHE MIABUINCHHS BUKUBAHOCTI I[TOPIBHIHO
3 iICTOPUYHUMH KOHTPOJIMHE [3]. ¥V monan 50 Hemo-
BJIAT, AKi OTPUMYBAIN BHYTPINTHLOBEHHWH iMYHO-
r100y/TiH 3/6€3 3aMiHHOTO TepeTHBaHHS KDOBI,
BIDKHBaHICTh mepesumyBaia 80% 0Oe3 mepecankn
neuinku [2]. Ili pesysbrarn orpumann y aiteli 6e3
CYIYTHIX KaTacTpO(iuHHUX CTaHiB (CENCUC TOII0),
Ha TJTi SIKMX 3ampornoHoBana teparmis HI Oyra Hee-
dexrusao0. Tak, AG. Feldman i PE Whitington
BBAKAIOTD, 110 32 HASBHOCTI Y AWTUHU IEYiHKOBOI
HEZOCTATHOCTI Ta mizo3pu Ha HI cjiig BBeCTH HOBO-
HAPOIDKEHOMY OZTHY T03Y BHYTPITHBOBEHHOTO iMy-
HOL/IOOYJTiHY, He3aIeKHO Bl €Ti0Ioril 3aXBOPIOBaH-
v, Komn HI' piarHocToBaHO, & CTaH AWUTHHUA HE
HoKparmuses, HeoOxinHo 3podbutn 3IIK 3 momais-
MM BBEJIEHHSIM JIPYTOi /I03W BHYTPIITHHOBEHHOTO
iMyHOT/I00y/TiHY. SIKIIO EPBUHHE YPAKEHHST ediH-
KU He [EPEBUIIY€E KPUTUUHOTO PIBHS, TO IiCJIs Tepa-
mii ii (PyHKIIisI TOCTYTIOBO BiZTHOBIIOETHCS TTPOTSITOM
4—6 TWKHIB, TIPOTE 1OBHE OIYKAHHS TEYiHKH
MOKJTHBE, ajie 3afiMae 10 2—4 PoKiB, TIPO MO CBijl-
uarh fgadi Oiomcii meYiHKM y ABOX i307bOBAHUX
BUIIQ/IKAX, SIKi TTOKA3a/I1 3BOPOTHI IIPOIECH [THPO3Y.

Kniniunuii eunadox

XJIOTUWK HAPOAUBCSA BiJl APYTOI BATITHOCTI, TEP-
MIHOBHX IOJIOTIB, sKi mepebiramn (izioaoriusHo,
3 Macowo Tima 3250 T, mosxuHOW 51 M, 00BOLOM
ros1ioBu 33 cM. AKyIIepehbKuii Ta COMaTHUHHUI aHaM-
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He3 MOPOLLI He o0TsKenuit. [Tic/st HApOKeHHS
CTaH AUTHHHU OYB OIiHEHHH SIK 3aI0BLILHIH, X101 -
uynK OYB MPUKIAIEHII 0 TPyAeii y MOJIOr0Bii 3a1i.
Y moziasibIioMy 3HAXOIUBCS HA CYMiCHOMY mepedy-
BaHHi, HA TPYZAHOMY BUTOOBYBAHHi.

Ha tpetio 100y KUTTsI Y TUTHHU 3'TBUIACST KOB-
TSIHWIIS, 3arajibHUH OinipybiH cupOBATKH KpPOBi
cxaB 220 mmornn /o I'pyna kposi marepi O(1) RH
(1), rpyna kposi autunu B(111) RH(+). bys BeTa-
HOBJIEHUH fiarro3: «[emMomiTHIHA XBOP0OOA HOBOHA-
pomKeHoro 3a cucteMoio ABO, XOBTSHWUHA
thopmay. llpoBopusacss KOHCepBaTHBHA Tepalrist
reMoJITHYHOI XBopoOr. Ha chomy 100y JKUTTS CTaH
JUTUHU TOTIPITUBCA: 3' ABAJINCS O3HAKH IHTOKCHUKA-
il Ta TOMIPHOTO 3HEBOAHEHHS, CIPYBATO-3e/IEHNI
KOJIIp MKipHW. 3amio3peHa Bafida PO3BUTKY KOBUO-
BUBIIHNX TIJIAXiB, CUHAPOM XOJIECTA3y. XJIOMUHK
OyB HepeBefeHNl y BiUTiIeHHsT TaTO/IOTi] HOBOHA-
POJUKEHUX, e CTaH AUTUHE OYB DO3IIHEHUH SIK
BAKKIH, 00YMOB/ICHHI HEBPOJIOTTUHUME PO3/IaIa-
MU Y BHIJISIII CHHAPOMY IPHUIHIYEHHS, KOBTSIHU-
neio IV crymens 3a Kpamepowm, merabosiuHmMm
posnazamu, gedinntom Macu tina 13,5%, MoTopHO-
€BAKYATOPHUMU TMOPYIIEHHSAME 3 OOKYy MLIyH-
KOBOKHIIKOBOTO TpakTy. Jlutwna Oysia 3HsTA
3 EHTEpaJbHOrO BWIOZIOBYBAHHSI Ta IepeBe/eHa
Ha MOBHE TTaPEeHTEPa/IbHE XapuyBaHHs, ITPOLOBKE-
HA  KOHCEpPBATHUBHA  Tepamid  KOBTAHMII.
ITpu obcTeskerHH] y 3arabHOMY aHasli3i KpoBsi Oy./ia
Bizcytust amemist (Hb 215 v/n, epurponut 6,3
T/m), y GioximiuHoMy aHami3i CHPOBATKH KPOBi
BH3HAYEHO BUCOKY rimepOiipyOinemio 3i 3pocTan-
HAM TpsMoi (pakiii 6imipybiny (3aranbHuit
Oimipy6in 409 MKMoJIb/J1, 3B'si3anuil OiTipy6in
77,2 MKMOJb//T), TABUINEHHS aKTUBHOCTI TEYiH-
koBux Tpancaminaz (AJIT 68,2 Ox/n, ACT 76,1
Om/i), rinorikeMioo, KOMIEHCOBAHNH MeTaboTiu-
HUN aruao3, Tinomnporeinemito (3araybHui OLTOK
42,3 t/m), rinoampOyminemio (asbOymin 23 /1),
[Tpu ¥ 3-00cTeKeHH] OpraHiB YepeBHOI TTOPOKHMU-
HU He OyJIO BUSIBJIEHO Bajl PO3BUTKY MEUIHKH Ta
JKOBUOBHBI/THUX TJIAXIB. BpaxoBylOun HasgBHICTDH
3aKUIAHHS TOJIOBH, 3PDUTYBAHHS IIiJl 4ac Ki Ta
MJISIBE CMOKTaHHs, OyJia MPOBEAEHA JTIOMOATHHA
MYHKIA — 3MiH Y JJIKBOPOTPaMi HE BUABJIEHO.

Ha 10 100y sKUTTSI 3'SIBUTACS] TPOSIBU HAIHUP-
KOBOI HE[OCTATHOCTI: HECTAOLIbHI TOKAZHUKH apTe-
piabHOTO TUCKY, TOJIYPid, €JEeKTPOJITHI TOPY-
meHHs y Bumisi rinonarpiemii (123, 124, 111,
116 mMosb /), rinokopruzosiemis. 13 3amicHO0
METO MTPU3HAUEHA TOPMOHAJIbHA Tepartis 3 po3pa-
xyHKy 10 Mr/m*/mo0y (comyropred).

[Tpu yeproBomy 3a00pi KPOBI HA JOCII/KEHHS
3BEPHYJIM yBary Ha ii He3BUUHMI KOJIip («THUIO]
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BHUIITHI»), a cHpoBaTKa Maja Oype 3a0apBJICHHS.
byB 3anigospenuii HeOHATATBHBIA TEMOXPOMATO3.
B aHanizax KpoBi BUSBJICHO 3HUKEHHS DiBHS TPaHC-
dhepuny (1,05 r//1 TP HOPMATUBHUX TTOKA3HUKAX
1,33-3,32 /i), pi3ke nifBUIIEHHS BMiCTY (hepruTH-
Hy cuposarku (3076,0 Hr/MJI 1IpU HOPMATHUBHKX
nokasaukax 200-600 ur/mur), 36inbIIeHHS Bij-
COTKa HacuueHocTi Tpanchepuny 3amizom (77,04%
IPU HOPMATHBHUX mMoKasHukKax 20-55%), 3Hu-
JKeHHS  3a/1i303B'43YBAJbHOI  3ATHOCTI  KPOBI
(40 MKMOIIB/J1 TIPU HOPMATHBHMX ITOKAa3HUKAX
45-70 MKMOJB/11). /IMHAMIKY MOKA3HUKIB TpaHC-
(hepuny, (DepuUTHHY 110Ka3aHO Ha puc. 1.

3 MeTow AudepeHIiaIbHOl [iarHOCTUKN T10B-
TOPHO TpOBeAeHa JiloMOajbHA MyHKIIS (3a-
NAJIbHUX SIBUIIL Y JIIKBOPOI'paMi He BUSIBJIEHO),
JNOCHIIKEHHS JIIKBOPY Ta KpoBi metoxom IIT1P
Ha IIMB- Tta BIIT-indeknii nanm HeratuBHI
pPe3yAbTATH, BUKJIOUEHI TelmaTOTPONHI BipycHi
ingeknii (renatur B i C). IIporsrom BCbOTO
CIIOCTEPEKEHHS 32 IUTUHOW MOKazHUKKM C-peak-
TUBHOTO TpOTeiny Oysin HusbkuMu (10 12 1/71).
Marepi 6y/0 mpoBeseHe OOCTEKEHHS HA AyTO-
iMyHHY naTOJIOTII0 (MAHEe b AYyTOAHTUTIN 10 siaep-
HUX aHTHUTEHIB, IO €KCTPArylThCs), Pe3y/ibTaTu
MO3ATHUBHI, 1O CBITYUTD PO MOKJINBE ATOIMYHHE
ypakeHHs IO/,

Ha 13-ty 100y KuTTsl, IpU PiBHI 3arajbHOTO
Oimipybiny 394,8 mMxmosb/i1 Ta mpsiMoi (bpaxiii
138,6 MKMOJIb/ i1, OYJIO TIPOBEIEHE 3aAMiHHE TTepe-
JvBaHHs Kposi noxasiiinum OILK. Y wacrynwi
IBi 100M piBEHD 3arabHOTO OLTIPYOiHy 3HH3UBCS
(229,5 MrMoOJb/MT), ane pPiBeHb KOH IOTOBAHOTO
Oimipybiny s3anmmaBcs 0e3 CYTTEBOI AMHAMIKA
(103,6 ta 132 mrmosb/n). KitiHiuHO BU3HAYATUCS
O3HAKH TOJIIOPTAaHHOI HEeZOCTATHOCTI 13 3asy-
YEHHAM IEHTPAIbHOI HEPBOBOI CHCTEMU, KHATIECU-
nuka (HEK 2A cr.), HUPOK, HaJHUPHUKIB,
reMOpPariuaui CUHAPOM. JIUTHHI TTPOBOAMIACI
MOCHH/IPOMHA iHTEHCHUBHA Teparlisi, OyB BBeIEHUI
BHYTpPiNIHbOBeHHN T iMyHOTTOOYTiH (0,83 1/KT).

BpaxoByoun mosicucTeMHICTh 3aXBOPIOBAHHA,
Oype 3abapB/JEHHS CHPOBATKH KPOBi, BHCOKHI
pisenb (peputuny (3076,0; 739,6; 1600,0 Hr/mu),
BUK/IIOUEHHS iH(EKITIHHOTO (PaKTOPy YpaKeHHS,
ISt mATBepKeH s HasisHOCTI HI Y mutrnm Oymia
nposenena MPT rosoBHOTO MO3KY 1 BHYTPITITHIX
opratis (puc.2), Ha Kl BUSIBJIEH] BOTHUIIA FeMO-
cuzmeposy (y pexumi T2-3BaKeHOTO 300paKEHHSs
JUTSTHKH  CTPIYKOMOMIOHOTO 3HUIKEHHST CHTHATY 3
MOBEPXOHDb 3BUBWH, HAKOLIBINT BUPA3HI 3MiHU ¥ Ce-
penHiii J060Biil 3BUBWHI, TEHTpaTbHIH 60PO3HI
Ta MUKMIBKYJbHIN misnHi; MP-curnan andysso
3HIKeHnH y T2-3BaKEHOT0 300 pasKEHHS TAPEHXIMI
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Pue. 1. [InHamika NoKasHUKIB pepuTuHY, TpaHcdhepuHy

NEeYiHKH, TepuepuuHnx JJISTHKAX HaJHUPHUKIB,
3 MEPEBAKAHHSIM YPAKEHHSI JIIBOIO HA/THUPHUKA).

Jlutraa Oyia KOHCYJIBTOBAHA HEBPOJIOTOM,
reMaToJI0TOM, 1H(EKITIOHICTOM, EHIOKPIHOJIOTOM,

[Ticsist moBHOTO OOCTEXREHHS Ha 18-Ty 100y
AKUTTsT OYB BCTAHOBJEHWH miarHo3: «Heonarasib-
HUWA reMOXpoMaTo3 3 NOJIOPraHHUMHU YPasKEHHSIMU
(neviHKH, IIeHTpaIbHOI HEPBOBOI CUCTEMU, HATHUP-
HUKIiB, HUPOK). BTOpuHHA eUiHKOBA, HAZIHUPKOBA
HEIOCTATHICTh. AHEMis 3MITITAHOTO XapakTepy 3 CT.
HEK 2A cr. CuHApPOM pYXOBHX [OPYIIEHD,
CUH/IPOM 3aTPUMKH CTATO-KiHETMUHWUX (DYHKIIH
BHACJIIZIOK TiMOKCHYHO-METAOOTIYHOrO YPasKEHHS
[HHC, panHiit BiTHOBIIOBAIHHUH TTEPiOy.

Y nopanbimomMy, OJIHIKYE M0 MiCSYHOTO BiKY,
CTaH JUTWHHA MOCTYIOBO €Tabiii3yBaBCs, BimHO-
BUJIACS (DYHKIlSI KUIIEUYHHUKA Ta HAJHWUPHUKIB,
BHMKJIA JKOBTSHHUISA TIPH 30€PEKEHHI CipyBaTOTO
BIZITIHKY MIKIPH, ONHAK 3'ABUJIACA BEHO3HA CiTKA
Ha IPYAAX Ta TePeAHid YepeBHiil CTini, mporpecy-
BaJla rermaroMeraist, 30epiraancs migBuieHi piBxi
MeuiHKOBUX TpaHcaMinaiz (puc. 3), rinonporeine-
Mist, TimoaJbOyMiHEMiss Ta [OYaB IIPOrPECyBaTH
aHeMiuHUN CHHAPOM (TiIOXpOMisl, MIKPOIIMTO3,
chepornTos). XJIOMIUK TIEPEBEIEHUH HA TOBHE
€HTepaJbHe XapUyBaHHSA MOJOYHOIO CYMIMIINIIO,
OTPUMYBAB TEPAIii0 YPCOAECZOKCHXOIEBOIO KMCTO-
TOK0, TIOCTYIIOBO 3HMKYBAIACH 1000BA 71034 TOP-
MOHIB 3 ITOBHOIO BIAIMIHOM Ha 35-Ty 100y KUTTSI,

3 1,5-MicIYHOTO BiKy CTaH AWTHHW 3HOBY CTaB
TOTiPITYBATHCS 32 PAXYHOK PO3BUTKY HAOPSKOBOTO
CUH/IPOMY: BOISHKA S€YOK, ACTO3HICTh MEePEAHbOL
YepeBHOI CTIHKH, aciuTy 3a fAanmvu Y3/l Ha Tii
3HAYHOI rimorpoTeinemii (3arabHuit 6i/I0K cCHpoBAaT-
ku 30,3-35,7 /) Ta rinoamsOyminemii (19,2 t/i).
Penanbai Brparn Oiika Oy BUKIOUEHI (10060Ba
KizbKicTh Ginka y ceui ckimama 0,1 1). Ilposenena
abioMiHAIbHA TYHKIlIS, OTPUMAHO TPAHCCYAAT
(6is0x 1,485 1/71, OTMHNYHI €PUTPOIIUTH Ta JIEHKO-
[IATH), TTIOCIB PiAMHU OAKTEPIabHOTO POCTY HE JIAB.
Jutusi npoBoauinch Tparcdyaii 10% ampdyminy,
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KAMHMYECKININ CAYUAM

Puc. 2. MPT rofioBHOIo MO3KY i BHYTPILLHIX OpraHiB y pexxumi T2-3saxeHoro 3o6paxeHHsa (MP-curHan AndysHo 3HIKEHUI y napeHximu
neyviHku, nepnchepuyHux OinsHKax HagHUPHWKIB, 3 NMepeBaXXaHHAM YpaOKeHHS JTiBOro HaAHWPHUKA; AiNMAHKW CTPIYKONOAI6HOTO 3HUXKEHHS
CUrHany 3 NoBepXOHb 3BUBWH, HANGiNbLL BUPa3Hi 3MiHW Y cepefiHiil No6OBI 3BUBUHI, LeHTpasibHIA 60PO3HI Ta MDKMIBKYNbHIRA LLINWHI).

C3Il. Hagani nporpecyBa/ii aHEMiYHWN CUHIPOM
(piBHi remoryio6iny 75-85—105-85 r/.1), He3BasKaK0-
Y¥ HA MOBTOPHI 3aMiCHI TpaHc(y3ii KOMIOHEHTIB
KPOBI (BIIMUTI OHOTPYITHI €PUTPOIATH ), YPAKEHHS
MEYIHKK: YIUIbHEHHS HYKHBOIO KPato EYiHKH, FeMO-
pariunuii CUHAPOM (3PUTYBAHHST <KABOBOIO TYIIEIO ),
30i/IbIIEHHST  TMOKA3HUKIB  JIyxKHOI  (hocdaTasn
(1692,5 mmosb/m) Ta Tpancaminaz (AJIT 1184
MO/n, ACT 154,4 MO/n), peruauBy acIuTy.
EHAOCKOIIUHMIA OrJIs/L CTPABOXOLY Ta HIJIYHKA IAaTO-
JIOTIUHUX 3MiH He BUSABUB. /[UTHHI HEOAHOPA3ZOBO
o 10% annOymin, C3II, epurporutapHy
Macy, BHyTPIlIHbOBEHHUH iMyHOTTOOYITIH (3araioMm
4 1031), IOBTOPHO TIPU3HAYEHA FTOPMOHAJIbHA Tepa-
mist. SIBHINA acnuTy Ta HAOPSIKIB MOCTYIOBO 3MEH-
ITAJTACS, 3arajibHA cTaH cTabiTi3yBaBCs.

[Micas 2,5 micsiiB y MUTHHHA MaHi(ecTyBaIn
racTPOIHTECTUHAIBHI CUMIITOMU: KITIHITHI TPOSABU
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Puc. 3. [InHamika nevyiHKOBMX TpaHcamiHa3

54

cunapomy Cannudepa (3pUryBaHHS MIJIYHKOBUM
BMICTOM TIPH BiICYTHOCTI 3aCTOI0 MOJIOKA Y TIJTYH-
Ky, BUTHHAHHS TIPW TOJLYBaHHI, BiiMOBa BiJ 1%i),
METEeOPHU3M, 4YacTi MiHUCTI BUIOPOKHEHHS,
a TakOX TIPOTPecyBaIW HEBPOJOTIUHI PO3JIATN
Yy BULJLAI M'SI30BOTO TIEPTOHYCY, PYXOBOTO
Ta TOJIOCOBOTO 3aHETOKOEHHS, CynoM. Byna npu-
3HAUEHA MPOTHUCYNOMHA, aHTUPE(JIIOKCHA Tepa-
Iist, KOPEKIIig XapuyBaHHSI.

V Billi TPHOX MiCAIIB, HA T/ HAABHUX PO3JAIIB,
PO3BUHY.IACS TTPABOOIUHA THEBMOHI S, YCKIALHEHA,
HATIPYKEHUM THeBMOTOpakcoM. Jlutuua Oysa
nepeBe/leHa 10 peaHiMaliiuoro BizgiaeHHs. [Ipu
NYHKII  TJIE€BPAIbHOI TMOPOKHWHNA OTPUMAHO
no 10 M mosiTpsa. Hazmasi nporpecyBaB CHHIPOM
BUTOKY MOBITPs: MpaBOOIUHUI MTHEBMOTOPAKC,
MTHEBMOIIEPUKAPI, THEBMOMEIACTEHYM, TTJIIKIP-
Ha emizema B iJISIHIL 11K Ta TTepeHbOl YepeBHOT
crinku. Ha T iHTeHcuBHOI Tepartii (MearKaMeH-
TO3HA Cefallis, aKTUBHA acIipallis MOBITPs 3 IIe-
BPAJIbHOI  TOPOKHUHM, <KOPCTKi» PEKUMHU
MITYYHOI BEHTUJISIII] JIET€Hb, IOBHE MapEHTEePAIb-
He XapuyBaHHS, aHTHOIOTHKOTEPAITis, TOPMOHOTE-
partisi, CeUOTiHHI TIpenapary, iHOTPOITHA MiATPUMKA)
crabimizanis crany BigOynacs yepes 10 xi6. Xmomn-
yuK OYB MEpeBefCHMI y BiAMIICHHS TaTO/OT
HOBOHAPO/KEHHUX, ale CTaH JUTHHW 3aJIUIIABCA
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BKKHM 32 PAXYHOK HEBPOJIOTTUHOI CUMIITOMATUKH,
3ATUITKOBAX ABHI TUXTBHUX PO3JAAIB, TTOMIP-
HUX [POSIBIB AHEMIYHOI'O CUHAPOMY.

JlocmiKenHsa BUKOHAH] BiAMMOBIAHO 71O TIPWH-
uuiis I'esibcinebkoi Jleknapardii. ITpoTokos gocti-
JUKEHHS yXBaJleHUH JIOKa/IbHUM eTHUHUM KOMIiTe-
toMm (JIEK) Bcix 3a3Hauennx y pobori ycranos. Ha
MPOBEIEHHST OC/I/UKEHD OYJI0 OTPUMAHO MOiH-
(hopmoBaHy 3rojry GATbKIB IUTUHH.

Cran autran crabimisysases mo 110-1 xobu
KATTS 3 BifIHOBJIeHHSIM (yHKIII neuinku. Ha
TemepintHiit vac (BiK 1 pik Ta 5 MicAIiB) y TUTHHA
HEeMa€ IMPOSBIB IMEUIHKOBOI HEAOCTATHOCTI, ajie
BUpa3Ha 3aTpUMKa (DI3UUHOrO i HEPBOBO-IICUXiU-
HOTO PO3BUTKY.

Taxum 4MHOM, JAaHHK BHUNAAOK IIOKA3aB BCIO
CKJTQJHICTD MiarHOCTUKY HI', Koo mpy BiCyTHOCTI
CMAJKOBOCTI 1 MAaTOJIOTIYHOTO TEPUHATATBHOTO
aHAMHE3y Majio MicClle He3BUYAMHE YPAKEHHS
MEYIHKA 3 MMOCTYITOBUM PO3BHTKOM ITOJIICHCTEM-
HAX YPaKeHb, MPOTPECYBAHHS HEBPOJOTIUHUX
po3nazniB. Y HaBeNeHOMY BHUIAJAKY Y JAATHHU
Oynm BCi KpUTepil A/t BCTAHOBJEGHHS MiarHO3Y
HT: 03Haku MEYiHKOBOI HEAOCTATHOCTI Y IMOE-
HAHHI 3 BUCOKWUM pPiBHEM (DepUTHHY CHUPOBATKH
KpoBi, MPT-03HakamMu JeNOHYBaHHS 3aJli3a B
MEYiHIl, CTPYKTYPaxX TOJOBHOTO MO3KY, HATHWD-
HUKaX, HASBHICTb &JIOIMYHHUX aHTUTL Y MaTepi.
OcobnuBocTsiMu miepebiry 3axBopoBaHHs OyJin
po3BuTok cunapoMmy Canpaudepa, THEBMOHI,
YCKJIA/HEHA CUHAPOMOM BHUTOKY T1OBITPSsi (11paBo-

JITEPATYPA

OGiuHMIT TTHEBMOTOPAKC, ITHEBMOTIEPUKAP/I, TTHEB-
MOMeiacTeHyM, miamKipHa eM@izema). Takox
[PUBEPTAJIO YBary YPasKe€HHs Y€PBOHOIO KpOB's-
HOTO MAPOCTKA 3 HE3HAUHOI TPOMOOIUTOMEH €10
Ta CTIHKOIO BAKKOK aHEMIEIO 3 AHI30- Ta T1I0XPO-
Mi€10, MIKPOIIUTO30M, CHEePOITUTO30M, SIKA T1OTpe-
OyBajia HEOAHOPA30BOTO MEPEJTUBAHHSI €PUTPO-
nuTapuoi Macu. Taka anemisg He nputamanaa HI.

BucHoBku

1. Bceranosaenns miarHody HI morpebye
peTesbHOI ArePenIiaTbHOI JIATHOCTUKH 3 1HITH-
MU IHQEKIITHIMEY Ta HeiH(DeKITIHHUMA 3aXBOPIO-
BAaHHSIMH [EYiHKH, OCOOMMBO IPH MOEIHAHHI
3 TIOJIICHCTEMHUMU Y PAKEHHAMA.

2. HoBoHapomkeHUM [iTAM 3 O3HAKaMHu
[EYiHKOBOI HEALOCTATHOCTI, IPU BUKJIKUYEHHI
indexmiitnoro mporecy, HeoOXinHE BU3HAUEHHS
piBHS (DepUTUHY CHPOBATKM KpOBI Ta Ipose-
nenad MPT BHYTpimHIX OpTaHiB /s BHUKJIO-
yenns HT.

3. Bpaxosytouu Teopito possurky HI GALT,
Teparisi MOBUHHA OYTH CTPSIMOBAHA HA IHAKTHUBA-
[iI0 MAaTePUHCHKAX AJTOAHTUTIJ 3 KPOBI AWTHHU
(3aMiHHE TepesIMBaHHS KPOBI, BBE/ICHHSI BHYTPIIll-
HbOBEHHOTO IMYHOTJIO0YITiHY).

4. HeoOXigHwii mMOAAIBITHN MOMYK TiarHo-
CTHYHUX, JIIKYBAJTbHUX Ta peabimitaniiiaux 3axo-
B, /U1 TONEPeJUKEeH N iHBaTin3anii giteid 3 HI.
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