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XBopob6a baitnepa (XB) - pigkicHe, TAXKe /11 BCTAHOB/ICHHS JiarHO3Y, CIIAJIKOBE X0/IeCTaTYHE 3aXBOPIO-
BaHHs nedviHkyu. CBO€YacHa iarTHOCTMKA, PaHHA KOPeKIIis i mKyBaHHS (30KpeMa i TpaHCIUIAaHTAIlis eYiHKM
(TII)) moninmytoTh AKicTh XutTA (S10K), monepemkaoTh HeNMONpaBHi e4iHKOBi 3MiHM, IOTiOpraHHY HeJo-
CTaTHICTb i CMEPTb.

Mera — BUBYNTY 0COOMMBOCTI iU epeHIIiliHOI AiarHOCTUKY, MOXX/IMBOCTI, TEPMiHM, CTpaTeril, 3ac00u KOHCep-
BaTVBHOTO JIIKyBaHHS, Xipypriunoi kopekuii (maniaTuBHe Xipypriune Brpyyanns (IIXB), TII) y wsaru gireir i3 Xb.

Marepiamu Ta Metopu. [T aTh KniHiuHMxX BunajkiB Xb i3 faHMMM reMaToIOTiYHIX TOKAa3HMKIB Y IpOLIeci /TiKy-
BaHHA, (isnuHoro po3sutky (OP) (rapmoHiltHicTh, iHfekc Macu Tina — IMT), HepBOBO-IICUXIYHOTO PO3BUTKY
(HIIP), K mo nmixyBauus, mics I1XB, mics TII.

Pesynbratu. [IpoananisoBaHo I'ATh KaiHiYHKX BunagkiB Xb, ofuH 3 AKMUX — eTajabHMit. Yci mokasumku (re-
marosnoriuni, ®P, HITP, S)K) noninurysanmcs micna [1XB, npore nosHicTIo HOpManizyBavcs e micns TII.

BucnoBku. [Indepentiitanii fiaraos TsSHKKOTo cragkoBoro pinkicHoro saxsopoBanus IICBX (Cb i XB) mox-
JVBUIA i3 BUKOPUCTAHHAM TeHeTMYHMX METOZIB JOCTi/I)KeHHA AK MapKepa IIbOTr0 3aXBOPIOBaHH:A cepef YCixX X0-
JIeCTaTVYHMX 3aXBOPIOBAHb Y JiTell paHHbOro BiKy. KiTiHiuHi 03HaK!M 3aXBOPIOBaHHA 3 AB/IAIOTHCA B HEOHATAIb-
HOMY Iepiofi i mporpecyioTs y mepiui MicAIi >KUTTs. PaHHA cydacHa IiarHOCTUKA i BifjBefieHHs KOBYi 3aII00iraloTh
Ne4YiHKOBMM 3MiHaM i cmeprTi. [TamiaTuBHe ollepaTMBHE BTPY4YaHHA BUKOHYIOTD y pasi MIBUIKOTO IIPOrpeCyBaHHA
LMPO3y Ta 3aTPO3Y ME€YiHKOBOI HEJOCTATHOCTI AK TMMYAaCOBUI 3aXiJ 71 JIIIIIO] i ATOTOBKY IAIli€HTa O TPaHC-
IVIAaHTALii Jf OTPYMaHHS pe3y/IbTaTiB FeHETUYHOTO aHali3y, IPOBeeHH HeOOXiTHMX LIeT/IeHb Ta KOPeKIil cy-
MYTHiX BPOJ>KEHNX i Ha6yTMX 3axBoploBaHb, nonimmenua ®P, HIIP, K, 610XiMiYHMX ITOKAa3HMKIB, MaHUX
y/IbTpasBykoBoro pocmimkeHHs. TII - epexTnBHMIT MeTOR pagyKanbHOro MiKyBaHHA Xb, HopManisanisa CP, HIIP,
SDK, 6ioxiMiuHuX i coHOrpadiyHNX TOKa3HUKIB.

JocmimKeHHs BUKOHAHO 3TiJHO 3 MpuHIMIIamMu lenbcincpkoi nexnaparii. IIpoTokon gocmifkeHHA yxBaneHo Jlo-
KaJIbHIM eTUYHMM KOMiTeToM iHcTHTYTY. Ha poBeneHHs nocmimKeHb oTpuMaHo iHpopMoBaHy 3rofy 6aTbKiB AiTerl.

ABTOpKa 3asBJIs€ IPO BiICYTHICTb KOHQIIKTY iHTepeciB.

Knouosi cnosa: xsopoba baiinepa, cunppom Baiinepa, fiTit, TpaHCIUIaHTAIisA TEYiHKY, XPOHIYHMIT XO/IeCTas.
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Byler’s disease (BD) is rare and difficult for diagnosing hereditary cholestatic liver disease. Proper diagnosis, early correction and treatment
(including liver transplantation (LT)) improves the quality of life (QoL), prevents irreversible liver changes, multiple organ failure and death.
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Clinical case

Aim — to study the features of differential diagnostics, feasibility, terms, strategies, methods of conservative treatment, surgical correction
(palliative surgery (PS), LT) in five children with BD.

Materials and methods. Five clinical episodes of chronic disease with data on hematological indicators during treatment, physical develop-
ment (PD) (harmony, body mass index — BMI), neuropsychiatric development (NPD), QoL before treatment, after PS, after LT.

Results. Five clinical episodes of chronic disease were analyzed, one of which was fatal. All indicators (hematological, FD, NPD, QoL) improved
after PS, but completely normalized after LT.

Conclusions. Differential diagnosis of severe hereditary rare disease progressive familial intrahepatic cholestasis (BD) is possible using ge-
netic research methods as a marker of this disease among all cholestatic diseases in young children. The first clinical signs of the disease
appear in the neonatal period and progress in the first months of life. Early modern diagnosis and diversion of bile prevent liver damage and
death. Palliative surgical intervention is performed in the case of rapid progression of cirrhosis and the threat of liver failure as a temporary
measure to better prepare the patient for transplantation and obtain the results of genetic analysis, carry out the necessary vaccinations and
correct concomitant congenital and acquired diseases, improve PD, NPD, QoL, biochemical indicators, ultrasound data. LT is an effective
method of radical treatment of BD, normalization of FD, NPD, QoL, biochemical and sonographic indicators.

The research was carried out in accordance with the principles of the Declaration of Helsinki. Informed consent of the child and child’s parents

was obtained for the research.
The author declares no conflict of interest.

Keywords: Byler’s disease, Byler’s syndrome, children, liver transplantation, chronic cholestasis.

Beryn

IIporpecyro4nii ciMeltHNII BHYTPIlIHbONIEYiHKOBUIA
xonecras (IICBX, progressive familial intrahepatic
cholestasis, PFIC) - 1je rpymna ayTocOMHO-pelLieCBHUX
XO/1eCTaTUYHNX 3aXBOPIOBAHb MEYiHKY, AKI MOL1/IA-
I0TbCA Ha MiATPyIN BiIIOBiHO NO T€HETUYHOIO Je-
dexTy, KIiHIYHOI KapTUHM, Pe3yIbTaTiB TabopaTop-
HUX JOCIIIKeHb i ricrosorii meuinku [7,17]. 3rogom
MOXYTb PO3BUHYTHCS IIporpecyounit pibpos nedin-
K1, IMPO3 i TepMiHa/IbHA CTaJlid 3aXBOPIOBAHHA II€YiH-
ku (TC3II, ESLD). IICBX ymnepure onucanuii B aminiis,
Hamakis [Ixeitko6a baiinepa, ToMy crio4atky Hasu-
BaBcs xBopoboto baitnepa (XB) 1o po3BUTKY reHeTnd-
HUX JOCTigKeHb. [lommpennit y BCboMy CBiTi, 4acTo-
Ta — 1:50 000-100 000 HOBOHApOMKEHNUX, NIPOTE
JBOCTEMEHHO He BijoMa. BBaykaeTbcs, 1110 3 yCixX BUmas-
KaX XO0JIeCTasy, 10 CIIOCTEPIraloThCA B IefiaTpUYHii
nonynAuii, Maitxe 10-15% nos’sa3ani 3 [ICBX, Tomy
noTpebyIoTh ArdepeHniiiHoI AiaTHOCTUKY 3 iHIINMU
3aXBOPIOBAaHHAMM, HAIIPUKIIAJ, i3 CMUHAPOMOM ATIa>K1-
n [8,17].

3axBOPIOBAHHS IOAIAIOTh HA TPY MigTUIIN. YCI TPU
tunu [ICBX cnipuunzeni nedexkramu cexpenii >xoBui
Bip remaTonuTiB 1o KaHanbLiB. Tuny IICBX 11 2 3ape-
€cTpoBaHi B ycix perionax. [ICBX 3 nomiuenni y saxif-
HOEBPOIEVICHKIX, 011X i miBHIYHOA(PUKAHCHKUX apa-
6iB. ITanientn 3 IICBX 1 MOXXYTb MaTV HU3bKIIA 3PICT,
3aTPUMKY POCTY, ITTyXOTY, fliapelo, TaHKpeaTuT, MifiBU-
LIeHY KOHLIEHTPALIiI0 eIEKTPOJIITIB y IOTi, CTEATO3 I1e-
JiHK) Ta HOCOBY KpOBOTeYY, HE3Ba)Kal0ul/l Ha FeMOopa-
rigamit fiares, Topi sik [IICBX 2 Moxke 6e3nocepeHbO
BKa3yBaTH Ha 3/I05IKiCHe HOBOYTBOpeHHs. IlamienTn 3
IICBX 3, iMOBipHO, MalOTh IIMPO3 MEYiHKY B Ii3HbOMY
AUTUHCTBI Ta MoofoMy Biui. Kiriniuna kaptusa, 6io-
XiMis e4iHKM, peHTreHOJ/IoriYHe Ta riCTo/NoriYHe fo-

CIiJpKeHHA al0Th 3Mory fgiarHoctyBaty [ICBX i pos-
pisuuTy migTun [6,18].

ITporpecyrounii ciMelfHMIT BHY TPillIHbOII€4iHKOBUI
XOJIECTA3 € OJJHMM i3 HAMTAXKYIMX XONIeCTaTUYHUX 3a-
XBOPIOBaHb IEYiHKY B JUTAYOMY Billi, 1[0 IPU3BOAUTD
[0 LMpPO3Y Ta TEPMiHa/IbHOI CTaZlil 3aXBOPIOBAHHA IIe-
ginku. CBepOiX, OB’ A13aHNII i3 HAKOIMYEHHAM HaJl-
MipHOI Ki/IbKOCTi YKOBUHUX KICIIOT, € HailOiIbLI TpU-
BOXXHUM CUMITOMOM. IcHye pap mMegudyHux
TepaneBTUYHNUX 3aC00iB, sIKi MalOTh OOMeXXeHi mepe-
Baru. | € meaki XipypriuHi BapiaHTH, AKi HO3UTUBHO
BIUIMBAIOTD Ha CUMIITOMI i ricTonorito nedinku. [epe-
Bara XipypriuHol TeXHiKM 3a/IeXXUTh Bifl aHATOMil TpaB-
HOTO KaHaJly MallieHTa, epesar i JoCBify Xipypra.
OCKi/NbKM TIOJIETIIeHHs CUMIITOMIB He 30epiraeTbcs B
rocTpiit popmi, oTHOpPa30Bi YepesIIKipHi KaTeTepy i
ApeHaXXy )KOBYOBMBIIHUX LIJIAXIB HE NigXOAATD I
1ji€l rpymu 3aXBOpIOBaHb [4,6].

MeTopmu 30BHIIIIHBOTO BifIBEIEHHS BK/ITIOYAIOTh CTO-
MY, TOMY BUHUKAIOTh YCK/IaJJHEHHS, OB’ s3aHi 3i cTo-
Moro. TexHika BHYTPIillTHbOTO IPEHAXKY [JA€ 3MOTY YHUK-
HyTU CTOMU. BOHM MaIoTh HVDK4MIT piBEHD YCK/IaTHEHD
i3abesneuyroTh ninmry Axicts xurTa (S1K). Ane ockinb-
KV BOHU IOCUTb HOBI, TO MalOTh 0OMe)XXeHi JOBroCTpo-
KOBi 3BiTM mmpo pesynbraru [4,10,18].

BinBeneHHs 6ibI yCIilHi, AKIIO X IPOBOAUTY Ha
PaHHIX CcTaflifAX 3aXBOpIOBaHHA. HeKOHTpo/IboBaHMII
cBep6iXK, He3Ba)Xal0uM Ha BifxuieHHs abo mporpecy-
109y XBOPOOY ITeYiHKI1, MOXKe OCTaTOYHO BKa3yBaTy Ha
norpe6by B TpanciranTanii newinku (TTI). Tpancran-
Tallis Bijj )KMBOTO JOHOPA BBAXKAETHCS O€3IIeYHOI0 Ta
edextnBHO0. Ockinbku TII Bce mie Mae 3Ha4Hi MOKa3-
HIKM 3aXBOPIOBAHOCTI Ta CMEPTHOCTI, IIPOTOKO/IY PaH-
HbOT'O BUSIBJI€HHS TaKUX MAlli€HTIB i HAJIEXKHOTO CIIO-
CTepeXxeHHs € 000B’s13KoBUMM [19].
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JliarHOCTyBaHHA Ta JIiKyBaHHA nanieHTis i3 [ICBX
ycknagHeHi. Boun moxyTp npussogutn fo TC3II,
SAKIIO iX He iarHOCTYBATH 1O PO3BUTKY LIPO3y Ta ¢i-
Opo3y nevinku. CBoeyacHe (paHHE) BCTAHOBJ/ICHH Jlia-
THO3Y Ta BifiBefIleHH >KOBYi MOXYTb 3a1100iraTu 3Ha-
YHOMY PiBHIO 3aXBOPIOBAHOCTi Ta CMEPTHOCTI BiJj
TC3II [2,10].

Merta [JOCTTifKEHHS — BUBYUTH 0COOMMBOCTI fude-
PEHLiHOL AiarHOCTUKY, MOXX/IMBOCTI, TEPMiHHN, CTpa-
Terii, 3ac061 KOHCepBATUBHOTO JIIKYBaHHS, XipypriqHoi
Kopekii B ' ity fiteit i3 Xb.

Marepianu Ta MeTOAY JOCTiI)KeHHA

O6c¢TexxeHo I'ATH AiTeit y mepion 2012-2022 pp. i3
[ICBX. BukoHaHO 3arajibHOK/IiHIYHI, 6i0XiMidHi, iH-
CTpyMeHTanbHi (ynbTpasBykose gocnimxenns (Y3]1);
e30(aroracTpoCKoIis i 610IICis MeYiHKY ITif 3aTabHUM
3He6OMOBaHHAM), TicTonoriyni gocmimkeHHs. [Tpose-
I,eHO KOHCY/IbTallil CYMiXKHMX CIIellia/licTiB: Iefiarpa,
Kapyiiosiora IMTA40ro, HellpoXipypra AUTSA40ro, HEBPO-
7I0Ta JUTSAYOr0, OTOMAPUHIO/IOra JUTAYOr0, YPOIora
puTs4oro B LleHTpi puTA40i Xipypril BifoKpemMIeHoro
nigposniny (BII) «Jlikapusa Ceatoro Mukomas» Komy-
Ha/IbHOTO HeKoMeplitHoro mignpuemcrsa (KHII)
«JIpBiBCBKe TepuTOpianbHe MeandHe 06’ enHanHA «ba-
raronpodinpHa K1iHiYHa TiKapHs iHTEHCBHUX METOAIB
TiKyBaHHA Ta MIBUAKOI MegaHoi gornomorn» (Ilepmre
TMO wm. JIsBoBa; o 01.12.2021 — KHIT «Micbhka gursda
KJIiHiYHa 7ikapHA M. J/IbBoBa», 3 31.07.2018 - Komy-
HaJIbHA MicbKa AUTsYa KIiHiYHa nikapHA M. JIbBOBa,
panime — /IbBiBcbKa MiCbKa AMTsIYA K/IiHIYHA TiKapHA).
Teneryuni gocmimkeHH: Ay Bepudikanii giarnosy mpo-
BefieHO KouToM 6arbkiB y €Bpoi i CIIIA 3a cipusanHa
Hep>xaBHOI ycTaHOBU «IHCTUTYT cCrTafiKOBOI ATOMOT ]
HamnioHanpHOI akafeMii MeJMYHUX HayK YKpaiHU»
(OY «ICILHAMHY»).

[TpoBeneHO psif JoCHimKeHb s gudepeHLitHol
JiarHOCTMKM 3 iHIIMMMY 3aXBOPIOBAHHAMY B YOTUPbHOX
miTeit: MyKOBicI03, fediliuT al-aHTUTPUIICUHY, Ia-
JTAKTO3€Mis, TUPO3MHEMIA, MapKePU BipyCHMUX IeIaTy -
tiB B/C, TORCHS-indexiiiit.

3 MeTOI0 YHUKHEHH HeIIONIPaBHIUX NT€4iHKOBYX 3MiH
i migroToBkM YoTNpbOX nanieHTis go TII mpoBegeno
najiaTuBHe Xipypriune BrpyyanHs (IIXB) nuraxom Bin-
BeJIeHH )KOBUI B )kK0BYe30ipHMK, (hikcoBaHMII 10 Iiepe-
IOHDBOI YePEBHOI CTIHKIL.

Edexrusnicts IIXB i TII BuBYeHO 3a K1iHiKO-/1a60-
PaTOpHMMIU JAaHUMM, AViHaMiKolo ¢isuunoro (OP), Hep-
BoBO-TIcKxiyHOTO po3BuTKy (HIIP), K.

Xipypriyse 1iKyBaHHA BUKOHAHO Ha T/Ii KOHCEPBATHB-
HOTO JIiKyBaHHA (YPCO/Ie30KCUXO/IeBa KIC/IOTA, XONIeCTH-
pamin, Bitaminu A, E, D, K). O6cTexxenns i mikyBaHHA

Ta6mma 1
Xapaxrepuctuka Benmnunau QD

BennumnHa QD Knacuoikauis

130i 6inbwe [y>e BUCOKMIN PO3BUTOK
120-129 Bucokui

111-120 HopmanbHui

90-110 CepeAHili HOpmabHUIA
80-89 CnabKkuit HopmanbHU
70-79 MerKoBi BUMaaKu

69 i meHwe [ebinbHicTb

MIPOBEJEHO 3TiIHO 3 YMHHVMM IIPOTOKONMaMu MiHicTep-
CTBa OXOPOHM 310poB’st YKpainu [9,11-13,15,16].

SIKicTb )XMTTS BUBYEHO 3a TAKMMU NTapaMeTPaMIu:

1. OninloBaHHA cBepOeXy LIKipu: a) 3a KaTeropiii-
HOIO IIKaJIoM0 (HiKO/M, pifiko, Yac Biff 4acy, 4acTo, 3a-
BX/1); 6) 32 Bi3ya/IbHOIO aHA/IOTOBOIO IIIKAJIOK0 CBepOe-
Xy (BAIIC) 3a 10-6an1pHO0 CUCTEMOIO: CITabKIIt
cBepbix (3-5 6aniB), momipHuit cBep6Oix (moHax 5 6a-
JTiB), TSDKKUI cBepOiX (moHap 8 6aris) [14].

2. BusHa4yeHHA piBHA TPUBOXXHOCTI 3a IIKanomw [a-
Mminbrona (Mopndikosana) [1]. 12 kpurepiiB xapakre-
pU3yBaIM BifiTIOBiIHO: HEMAE, HE3HAYH ML, ITOMipHMIL,
CWIbHUIA, YK€ TSXKKUIL

Innexc macn tina (IMT) BusHaueno 3a popmynoro

IMT=m/h?,

Jie m — Maca Tija B Kitorpamax, a h — 3pict y merpax.

®i3MuHMI pO3BUTOK BU3HAUEHO 32 OLIiHOUHMMU
IIKa/TaM¥ 3 PO3MaXOM KOJIMBaHb (MaKCUMaJIbHi i MiHi-
MaJIbHi 3HaYeHH), IeHTPa/IbHY TeHJEHI o (MeiaHy
BIIOPSIIKOBAHOTO PANY) Ta BOCBMM LIeHTV/IbHUX iHTep-
BaJjliB: 4 i 5 iHTepBany HOMOTPaMM XapaKTepU3yHTh
TrapMOHIHUI PO3BUTOK, 3 1 6 — AMICrapMOHiliHuii, 1, 2,
7, 8 — pisko gucrapmoHiitHuit [9,20].

HepBoBo-ncuxiuHuit po3BUTOK OLliHeHO: 1) 3a cTy-
IeHeM 3aTPUMKM Biff 1 o 7 mokasHMKiB: I cTymiHb:
1-2 moxasHukw, II cryninp - 3-4 nokasuuxuy, III cTy-
HiHb — 5-7 mokasHMKiB [3,9]; 2) 3a koedilieHTOM pO3-
BuTKy (QD) - 1e interpanpha oninka HITP 3a popmy-
JIOX0 PO3YMOBOTO PO3BUTKY:

QD = BIIPx100/KB,

me BIIP - Bik ncuxivyHoro po3sutky (ta6mn. 1), KB -
KasleHJapHmit (XpoHosoriynmii) Bik [9].

3ara/jbHMIT ICUXIYHWIT Bik Bifo6parkae piBeHb IICH-
XiYHOTO pO3BUTKY AUTVHY, BU3HAYAETHCA Mifl 9ac Jjo-
CITiJIP)XE€HHA 3[laTHOCTi BUKOHYBATV II€BHI HABMYK, Xa-
paKTepHi [1A faHOro Mikpomnepiony Biky. Ilei
IIOKa3HUK € CepeJHbOI0 apu(PMeTHYHOI BeTNINHNI
BMiHb i HABUYOK IUTUHM 32 KOXKHIMM MTOKa3HIKOM T'OJI0-
BHUX JIiHi/l pO3BUTKY.

CrarucTiyny 06poOKy ZaHMX IPOBEEHO 3 JOIOMO-
roto Excel makery nporpam «Microsoft Word 2016» [5].
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JocnifikeHHsA BUKOHAHO 3TifHO 3 TpUHIUIaMu lernb-
ciHCBKOI leknapauii. IIpoTokoi gocmimKeHHaA yXBaieHo
JIokanbHMM eTMYHUM KoMiTeToM iHcTuTyTy. Ha mpo-
BefIeHH: JOC/TiPKeHb OTPUMaHO iHPOPMOBaHY 3TOAY
6aTbKiB miTell.

PesynpraTi oCIiKeHb Ta iX 00rOBOpeHHs

Yci 1T MALi€HTIB HAPOAVINCS TOHOLIEHUMIA, T1e-
pe6ir BaritHoOCTI 6yB 6€3 ocobmmBocTeit. OOTsKeHMI
ciMeitHUIT aHaMHe3 OYB y JBOX JiiTell: CMepPTb JUTUHU
MIEpIIOrO POKY XKUTTA Bifj «HEBiTOMOT0» 3aXBOPIOBAHHA
neviHky. PigHiit TiTHi gpyroi AUTHHY [iarHOCTYBaIu
Xb y Bini 1 pik y Kuesi, nposenu TII 3a kopgoHOM, fie
TiTKa BikoM 20 pokiB mpo>kuBae i 3apas. Tpoe naiieHTiB
HapOJM/INCA Bifj II€PIIO] BaTiTHOCTI, OfVH — Bifi pyrol
BariTHocTi. HaliMoofioro rociitanrisoBaHa fo cTalli-
OHapy IMTHHA 2,5 MicC Bifj APYTOl BariTHOCTI 3 03HaKaMu
TOCTPOI IEYiHKOBOI HEIOCTATHOCTI, FelaTOpeHaIbHUM
CUHJPOMOM, KOAry/lIoNaTi€ro, KpoBOoTe4aMI i momepra
Ha pyry Bo6y. Cepep 4OTHPbOX MallieHTiB OY/I0 ABi Ai-
BYMHKIH i IBa XJTOIMYMKIA.

Yci nanieHTy rocniTanisoBaHi 3 pisHUMU JliarHO3a-
mu: «[lepBuHHMI GiniapHNiT PO3», «X0eCTaTYHNII
rernaTuT HeBU3HaueHOI eTionorii», «CuHApoM Anaxkn-
751 (?)», «ATpesis )KOBYHMX IUIAXiB», «BpomkeHuit -
po3 nevinku», «Ile4iHkOBa HEJOCTATHICTh HEBiKOMOI
etiosorii». Bik maijieHTiB Ha MOMeHT rocmiTanisanii 6ys
TaKMUM: IBi IiBUMHKU — 4 i 6 MiC, OIMH XJIOMYUK — 8 Mic,
OJVIH XJIONYUK — 1 piK 2 MicALj.

Hiarnos IICBX (Xb, Cb) Bepudikysany 3aBjsAKu re-
HETUYIHUM JOCTIIKeHHAM. Y BCiX fiTell BUABUIN BU-
pakeHy >KOBTAHMIIA 3 HEOHATA/IbHOI'O II€PiOAY, Till0X0-
N0 Kajy i fliapero — 3 OMHOMICAYHOIO BiKYy, TEMHY
ceuy - micnd 1,5-MiCAYHOrO BiKY, CBep6i>K LIKipK B Ji-
Te MiC/IA 6-MiCAYHOIO BiKY i3 BUpa)KeHUMM IIOIPAIIN-
HaMM Ha TisTi.

Y Bcix giTeit Bii3HaYMIM TeMOparidvHmii CMHAPOM
Pi3HOIO CTYIIEHA BUPAXKEHOCTI: BiJj KPOBOTOYMBOCTI
IIyIIKOBOI paHKM B HEOHATa/IbHOMY II€Piofii 1O IeTexii
y Billi 4,6 Mic, HOCOBMX KpOBOTEY.

Kniniuni eunaoxu

XJIONYMK, BiKOM 6 Mic, CKepOBaHMI1 y K/IiHIKY 3 Ii-
IO3pOI0 HA IEPBUHHMI OiTiapHMI P03, 110 BifIIOBi-
Ja7Io TiCTOMOriYHI KapTHHi, ajle He 30BCiM BK/Iafanocs
B KJIiHIYHMIT Tepe6ir 3aXBOPIOBaHHS, a TAKOX i3 Bupa-
YKEHO OXKVPEHVM BUIIOPO>KHEHHAM i HIYHUM cBepbe-
eM. 3i c/1iB Marepi, Bii HApO/PKeHHs Oy/1a CXMIBHICTD
I0 KpPOBOTOYMBOCTI, He OACHEHA >KOJHIMU IeMaTo/I0-
TiYHMMM 3aXBOPIOBaHHAMIU. 3 aHAMHe3Yy, Y ciM’1 6aTbka
3aTVHYy/Ia JUTHHA 3 TOAIOHMMM CUMIITOMaMy B paHHbO-
My Bili. Y mpomeci au¢epeH1iiiHol AiarHoCTUKY 3aif-

o3punu Xb, nigTBeppxeHni aHa1i3oM, IPOTAroM 6 Mic
KOHCEpBaTMBHOI Tepallil He BAANOCA MOINIINUTHA CTaH
HauieHTa, i autuHy ckepysamu Ha TII. Y npomneci 06-
CTeXKeHHS CiM'T MOYK/TBUM OJHOTPYITHUM JOHOPOM BU-
3Ha/IM MaMy. Y 3B’A3Ky 3i 3HauHO nmigBuimenum IMT
moHOpa (MaTepi) ZUTKUHI MTPOTATOM 6 MiC IPOIOBXKMIN
KOHCEpPBATVUBHY Tepatio. XJIOIYuK OTPUMaB yci HeoO-
XifHi fOTpaHCIIAaHTALiliHI WemieHHsA. Y Bini 1 pik
8 mic ftomy nposenu oprotomniuny TII Big popnHHOrO
noHopa (Matepi), yemimnuii nepiop micys TII, nepe6y-
BA€ Ha CIIOCTEPEXXEHHI B TPAHCIUIAHTALIIIHOMY LIEHTPi
i Mae agexBaTHy AXK.

IIBi miBUMHKM TOCITiTa/Ii30BaHi 3 liarHO30M «XO0JIec-
TaTUYHMI renaTuT 6e3 BU3HaueHOI eTionorii» Hanepe-
mopHi mangemii COVID-19. Iicna nigrBepmxenns Xb
IM IIpOBe/Y MaliaTUBHE OllepaTUBHE MiKyBaHHA LIIA-
XOM BifiBefIeHH YKOBYi B )KOBUe30ipHMK, pikcoBaHMIL
IO mepegHbol yepeBHOI cTiHKM. III1AX miKkyBaHHA de-
pes IIXB maB 3MoOry namieHTKaM MepeXUTN Iepiof
JIOKZIayHy 6€3 pPO3BUTKY MeYiHKOBOI HEZOCTATHOCTI i
OoTpMMaTy HeoOXifHi enIeHHs, HabpaTy Macy Tina
mo 15 kr, migrorysatu cimeitHux goHopis. IIposenn
oproroniuny TTI Bix marepis. [liBuaTta nepebyBaroThb
Y 3al0BiIbHOMY CTaHi IiJ| CIIOCTEPEXEHHAM TPaHC-
IIJIAHTOJIOTB.

Xnomnenp ABOX pOKiB MoTpanus Ha oryap nepep T11
i3 miarno3oM «IlepBUHHMII TUPO3 NediHKM». B anHamHe-
3i, y cim’1 Matepi € meminHuusA 3 nifospoto Ha Xb. ITpo-
Bemeno TTI.

Inpexc Macu Tina B ZUTHMHM HOPMasli3yBaBcs MiC/IA
TII (mo nikyBaHHA - 11,8-13,2 kr/m?, micnsa [IXB -
12,1-15,6 kr/m?, micyis TTI - 16,2-18,2 kr/m?, ipu HOp-
Mi - 14-17 xr/m?) (Tabm. 2).

HepBoBo-ncuxiyHMil pO3BUTOK: Ha TPU €MiKPU3HI
TepMiHM 3aTPUMKY PO3BUTKY Mau Bci deTBepo (100%)
pireit. ITicna ITXB BiH nonminmmscs 1o OFHOTO eMiKpus-
HOTO TepMiHy B Tpbox (75%) gireit, a micia TII Hopma-
nisyBaBcA y Bcix (100%) mireit. 3arpumky HITP II cry-
IeH: [I0 TiKyBaHHA Manu Bci yeTBepo giteit (100%),
nicna I[TXB nonimmusca HIIP i cras I cTrynens y Beix
miteit, a micia TII sarpumku HITP He cocTepirann
(Tabm. 2).

Koedinient possutky (QD): fo nikyBanusa -
82-94 Opm, micna IIXB - 90-108 Opn, micas TII -
116-124 OJl, npu HOopMi — 110-130 Og (Tabmn. 2).

SIKiCTB >XUTTA 3a fUHAMIKOI0 cBepOexy mKipu: 1. Ka-
TeropiiiHa IIKajIa OLiHKY cBepOexXy LIKipy 10 TiKyBaH-
HA BUsABMIA cBepOiK y 100% piteit, micia I[TXB - y gBox
(50%) pmireit, micna TII - BigcyTHif. 2. 3a mKanoo
BATIIC: o mixyBaHHA TsSOKKUI cBep6ix (10 6aiB) Big-
3HAYMIN Y BCix piteit, nicna IIXB - 3-6 6anis, micina
TII - 0 6aniB y Bcix aireit (Tab. 2).
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Ta6muis 2
HrHaMiKa OCHOBHIX ITOKa3HMKIB ITAL[i€HTIB y IPOLeCi IiKyBaHHsA
JuHamika NnoKasHUKiB HopmatueHi
MNokasHuK " - .
B0 NiKyBaHHA nicna NXB nicha TN MOKa3HUKHU

IMT, Kr/m?2 11,8-13,2 12,1-15,6 16,2-18,2 14-17
3atpumka HNP, % aitein/ 100/ 4 75/1 0/0 0/0
enikpusHi TepmiHu

®P Pi3KO AMCTapPMOHIAHWI | ANCTapMOHINHWUI rapMOHiHWIM rapMOHiAHUIM
QD, Op, 82-94 90-108 116-124 110-130
AN: cBepbix, % aiten 100 50% 0 0

AX: BALLUC, 6anu 10 3-6 0 0

AX: TPMBOXKHICTb, 6ann 32-36 17-19 5-7 <17

Mpamuii 6inipy6in, Oa/n 132-144 40-51 3,5-3,8 <3,42

ANT, Oa/n 144-184 60-86 32-37 32-40

ACT, Oa/n 108-174 62—-80 35-42 32-40

No, 0p/n 342-424 142-168 84-115 26-117
®i6puHoreH, r/n 0,7-1,2 1,9-2,2 3,1-3,9 2-4
Tpomboumtu, x10'2/n 42-80 104-112 115-132 125-150

[MIkana TpuBoxxHOCTI [aminproHa (MopudikoBaHa):
o JTiKyBaHHA — 32-36 6anis, micns [IXB - 17-19 6anis,
micnst TII - 5-7 6aniB, npu HopMi — MeHIIe 17 6aiB
(Tabm. 2).

bioximivHi MapKepy TaKOXX 3MiHW/IMCA HA TIi JIIKYy-
BaHHA. [Ipamuit 6inipy6in: mo nikyBaHHA -
132-144 Og/n, micna I[IXB — 40-51 On/n, nicina TII -
3,5-3,8 On/n, npu HOpMi — <3,42 Ot/ (Tabm. 2).

PiBens ananinaminorpancdepasu (AJIT): go miky-
BaHHA — 144-184 Op/n, micna [IXB - 60-86 On/n, micns
TII - 32-37 On/n, npu Hopmi — 32-40 Op/n (Tabm. 2).

PiBensp acnapraraminorpancdepasu (ACT): o miky-
BaHHA — 108-174 Op/n, micna [IXB - 62-80 On/, micia
TTI - 35-42 On/n, npu Hopmi — 32-40 On/n (Tabm. 2).

PiBeHb raMma-IIoTaMiNTpaHCIIeNTHa3u OyB HOP-
MaJIbHUM a60 He3HA4YHO 3MiHMBCH y BCix pmiTen o
i B mpoueci mikyBaHHs (Tab1. 2).

Pisens my>xnoi pocdarasn (JIO): no nikyBaHHA —
342-424 Op/n, nicns ITXB - 142-168 Ox/n, micia TTI -
84-115 On/n, mpu Hopmi — 26-117 Op/n (Tabmn. 2).

PiBenb ¢ibprHoreny 6yB 3HIDKEHUM 0 TiKYBaHHA i
cranoBus 0,7-1,2 r/n, micns [IXB - 1,9-2,2 1/, nicna
TII - 3,1-3,9 v/, mpu HOpMi — 2—4 1/71 (Tab7. 2).

Tpomb6ounTonenis 3sMiHIOBanacs B mpolieci TiKyBaH-
HA TaK: 0 MiKyBaHHA — 42-80x10"*/1, micna I[1XB -
104-112x10"/m, micia TII - 115-132x10"/71, mpu HOP-
Mmi— 125-150x10"%/71 (Tabm. 2).

TicTonoriuni mociiKeHHs OiONTAaTiB TEYiHKY He JaBajn
TOIIYHOTO JiarHO3Y YPKEHH, BYUSBYIIM SIBUILA XOTIECTA3y
i gibposy I-1I ct. 3a pesymbratamu Y3]I Ha MOMEHT rocrii-
TaJIi3aLil JiarHOCTYBa/IV TeNaTOMETaJIilo, aCLIUT, BAPMKO3HE
PO3LIMpPEHHSA BOPITHOI cenesinkoBoi BeHu. [licma ITXB mi
3MiHM [lel10 HiBemoBacs, a micasa TI1 - suukim.

dibporacTpoayoseHOCKOIIiS BUABMIA [0 IIKYBaHHS
IIOYaTKOBI AABMILA BAPMKO3HO PO3LINPEHNX BEH CTpa-
BOXORY, sIKi 3HMK/M juie micna TTIL

ITaniaTuBHI onepallii 4acTKOBOTO BifjBeEHHS )KOBYi
YCHILITHO BUKOPKUCTOBYIOTbCS B 6araTbox HallieHTiB i3
IICBX 112, AKi He pearyoTb Ha MEAMKaMEHTO3HY Tepa-
mito i me He € kauaupgaramu Ha T11. BigBenenus >xoBui
npu Xb npaoTh 3Mory mominmuTy QyHKIil IediHK,
PiCT, 3SMEHIINTY IpOTrpecyBaHHs Gibpo3y i MoZoBKUTI
vyacosuit iHTepsan go TII y 6inbmocrti namienris i3
[ICBX 1 ta 2. K110 Ha MOMEHT OIlepallil B Malli€HTiB He
PO3BUHYBCA LIUPO3, Pe3y/IbTATH 1l Oi/IbII 3a/[0Bi/bHI,
TOMY BiJjBe[leHHA >KOBYi C/IiJj IPOIIOHYBATH 3aBYacHO,
1o po3BUTKY uypo3y. [IXB nepenbavae BUKOpUCTaHHA
1o 10 cM KaHaIy MK JHOM »KOBYHOTO MiXypa i HIKipo1o
SKMBOTA, Jie CTBOPIOETbCA IIOCTiiHA cTOMA. BifgBeenHa
JKOBUI IIepepUBA€E KNIIKOBO-II€YiHKOBY LM PKYIIALIi0
JKOBYHMX COJIElT, SMEHIIIYE MOJjabllle 3BOPOTHE 3aX0-
IIJIEHHSA Ta 3MEHIIY€ ITy/I )KOBYHIUX COfIeit. XOMeCcToC-
TOMisA MOXKE 3[ATHUCA NPAKTUYHOIO, aJIe MiTPUMYyBaTU
TOCTaTHbO BOJJOHEIIPOHMKHY CTOMY CK/IaJHO, i 11 Me-
TOMKA Ma€ BUCOKMII pu3KK xonaHrity. [IXB mupoko
BUKOPUCTOBYETbCA AK XipypriuHe BTpy4aHHs I1€pIIOi
ninii B manjienTis i3 [ICBX 1 ta 2 [6,7,17].

3a JaHUMU [OCTiIKeHb, Y 61/IbIIOCT] Mali€HTIB
3MEeHIINBCA CBepOiX, mominmunucs 6ioximiuni Ta
dyHKILIOHAIbHI TECTY IeYiHKY, PiBeHb MIMifiB y cupo-
BaTLi KpoBi Ta picT. Ha cboropHi € gocnimxeHHs, 1o
MiATBEPI KYIOTb MO3UTUBHI TiCTONMOriYHi 3MiHNM 32
3-4 Mic i/ OIepaTUBHOrO MiKYyBaHHSA — 3SMEHIIEHHSA
xornecrasy i ¢pi6bposy, [IXB moxke BigkmacTu HeoOXiz-
nictb TII Ha TpuBanMii TepMiH, ajie IIpM Mi3HIX CTaAiAX
3aXBOPIOBAHHS MOXKe Oy TV HeBJaIMM i IPUIIBU/IINTI
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Clinical case

Heo6xignicTp TTI. HaitvacTiimm yck/IalHEeHHAM 3a Ta-
KOTO BTPYYaHHs € IIPOJIAIIC CTOMM, HeOOXiTHICTb i pe-
Bi3il, micasgomepaniiHNil XOMAHTIT 1 Jerigparanis
[6,7,17,19].

ABTOpU, AKi IpalfoBanM XipypriuHo 3 marjientamu i3
XD, mOropKyoThes, 110 He3aIeXKHO Bif 00paHoi TexHi-
KM BHYTPIlIHBOTO JJPEHYBAHHA Ta IiC/IA0NepaLiIHNX
byHK1i edinKy, cBepOiXX 3HAUYHO perpecye y BCix Ia-
1ieHTiB. PekTanbHa KpoBOTEYa MOXKe OyTU HACTifKOM
HOApa3HeHH: )KOBYHVMMI KUCJIOTaMU B Iepii fo6u
mic/a onepatii [6,10].

3a JaHMMM pi3HUX IXKepesl, pelUANB IicA TpaHc-
ITAaHTaNil cnocTepiraerbesa y 8% manientis i3 [ICBX
2 4epes yTBOPEHHA ayTOaHTUTL LIyM manienTam npu-
3HA4YaIOTh Pi3HOMaHITHY iMyHOCYIIpEeCUBHY Tepallilo,
m1asMacgepes abo iMmyHoacop61io a6o puTykcumad
[17,19].

Y pesaxux nentpax TII pekOMeHAYIOTD K HepIInii
TepaneBTUYHMII BapiaHT Ay fiteit i3 [ICBX, HaBiTb 6e3
TSDKKOTO (pibpo3sy abo myposy. Ase, He3Ba)Xalouu Ha
3pocTaHHsA NokKasHuKa ycrimuocti, TTI Bce mie Hece
3HAYHUI PU3UK 3aXBOPIOBAHOCTI Ta CMEPTHOCTI, OKPIM
YCK/IaJHEeHb, TAaKMX K BiITOPTHEHHA TPaHCIUIAaHTATa,
CTeaTo3 TPAHCIIAaHTaTa Ta PeUMUB 3aXBOPIOBAHHS, i
BCe e icHye moTpeba B jOBiuHil iMyHOCympecii
(10,17,19].

BucHoBKkn

Iudepenuiitauii fiarHo3 TSHKKOTO CIAKOBOTO Pifi-
kicaoro 3axBoproBanus [ICBX (CB i XBb) moxxnuBwmit i3
3aCTOCYBAHHAM FeHETUYHMX METOMIB JOCTIIKEHHA AK
MapKepa [JbOro 3aXBOPIOBaHH:A Cepe]l YCiX X0/IeCTaTny-
HIX 3aXBOPIOBaHb y JIiTell pAHHDbOTO BiKY.

KriniyHi 03HaKM I1bOTO 3aXBOPIOBAHHS 3 IBJISIIOTHCS
B HEOHATA/IbHOMY IIE€PiOfi i MPOrpecyroTh y NMepIli Mi-
CAIIi KUTTS.

PannsA cydacHa [jiaTHOCTMKA i BiiBe[leHHA >KOBYI 3a-
1106iraroTh Ne4iHKOBMM 3MiHaM i cMepTi. [IXB Bukony-
I0Th Y pasi IBKUJKOTO IPOTpeCyBaHHA UPO3Y Ta 3a-
IpO3Y MIEYiHKOBOI HEJOCTATHOCTI AK TMMYaCOBUI 3axXif
Iy ninmoi nifrorosku nanienta go TII i orpumanna
Pe3y/IbTaTiB TeHeTMYHOTO aHaIi3y, IPOBeNIeHH HeoO-
XiJHMX IIeIUIEHDb Ta KOPEKIIil CYNyTHiX BPOJ>KEHUX i
Ha6yTI/Ix 3axBOpIOBaHb, nominmenHa OP, HIIP, AK,
6ioxXiMIYHMX MMOKa3HUKIB, Jauux Y3]I.

TpancrtaHTaris mediHky — epeKTUBHMIT METOJ, pa-
DuKanbHOro nikyBaHHA Xb, HopMmanisanii CP, HIIP,
SDK, 6ioxiMiuHuMx i coHOrpadiyHNX TOKa3HUKIB.

IlepcnekTVBY OJATBIINX JOCTIIPKEHD: PO OBXKEH-
Hs1 po3pO0/IeHHs TepMiHiB, METO/IIB, IUIAXIB CBOEYAC-
HOI'O KOHCEPBATUBHOIO i XipypriYHOro MiKyBaHHA XO-
JeCTaTMYHMX 3aXBOPIOBAHb IEYiHKM 3 YpaXyBaHHAM

MOXX/TMBOCTEN T€HETUYHOI [iaTrHOCTUKU, FOCTII>KeHHS
iXHbOTO BIIMBY Ha Pi3Hi MOKa3HUKM KOMIIIEKCHOTO
K/TiHIKO-7Tab0paTOpHO-IHCTPYMEHTAILHOTO 0O CTEXeH-
HA [iTeil, MOXK/IVMBI IMYHOJIOTi4HI KOPEKIIi.

ITopska 3a criBIpalio B KOMIUIEKCHI MYJIBTUVC-
LMIIIiHApHi KoMaHfi KonekTusaM [lepmoro TMO m.
JIpBOBa B 0c00i reHepaIbHOTO JUPEKTOPA, ZOKTOPa ¢i-
nocodii Camuyka Omnera Onerosuya; 1Y «ICII HA-
MHY» B 0c06i B.0. ;upexTopa, i.Mea.H. AKonsH [asHe
Py6eniBHM, reHeTnaHUM nadoparopisam CIIA, TTombmi,
bernprii.

Asmopka 3a56715€ NPo 8i0CYMHICb KOHPAIKMY iH-
mepecis.
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