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3a AaH MM NPOBIAHVIX CBITOBUX BAaHb, NprbnraHo 450 000 aiten y BCbOMY CBITi LLIOPOKY HAPOAXYIOTbCS 3 CIMENHOIO MNEPX0NECTEPUHEMIEID.
MpoTe aoci 3anunwaeTbes Npobaema HeCBOEHYACHOIO BUSIBAEHHS LbOro NaTonorivyHOro cTaHy B neajaTpyyHili KoropTi nauieHTiB, AK i MTaHHs
OO0 ePEKTMBHOCTI AiarHOCTYBaHHS Ta ikyBaHHS.

MeTa - BVBYUTK piBEHb NOLWMPEHOCTI Ta 0cOB6MBOCTI Nepebiry cimenHoi aucnininemii (CL) y aiten paHHbOro Biky 3a AaHUMM NMPOBIAHNX
HayKOBMX AXepen i BNaCHOro NpakTMYHOro A0CBiAy AN NiABULLEHHS PIBHSA 00I8HAHOCTI NPaKTUYHNX NikapiB WO Uiei naTonorii.

3a TemMarvkolo OCNIoXEHHS B NOLWYKOBMX 6adax BusaBneHo noHan 28 000 npaub. Y3aransHeHO nireparypHi AaHi 3a TEMOIO AOCIAXEHHS.
OnuncaHo kniHiYyHUM BUNapok C/1y xsoporo M. Bikom 1 micsub 17 aHiB. Binomo, Lo 3axBopioBaHHA MaHidecTyBano 3 NosBu Ha LWKipi
Tynyba MHOXUHHMX kcaHToM, 0,3-0,5 cM y AiameTpi, Ha TNi iIHTOKCKKaLUIMHOrO cuHapoMy. Cepea naboparopHMX NOKa3HNKIB BUSIBNEHO 03-
Haky aHeMi4HOro CHMHOPOMY, 3POCTaHHA PIBHA OKPEMUX NEYHiHKOBMX PepMEeHTIB (acnaptatamiHoTpaHchepasu, nakraraerigporeHasn), a
TaKOX rNepTpumiLepuaAeMis i rinepxonecTepuHeMia. Y AnHamill CNOCTEPEXEHHS TakoX BiA3HAYEHO 3HMXEHHA PIBHA (BekanbHoI enacta-
31 9K HenpamMa 03Haka GOPMYyBaHHA EK30KPUHHOI HEAOCTATHOCTI NiALIMYHKOBOI 3an103n. [iarHo3 ciMenHoi rinepninonpoteinemii V tnny
3a PpigepikCOHOM MiATBEPAXEHO B LIEeHTpi opdaHHMX 3axBopioBaHb Ta reHHoi Tepanii HaujioHanbHOI AMTa4oi cneujanisosaHoi nikapHi
«OXMATONT» M. Knesa.

BucHoBku. 3a pisHumu panumn, Cll, nigTBepaxeHa reHeTudHo, Tpannsetbes y 89,9% Bunaakie, BHeceHwx A0 peectpy Familial
Hypercholesterolaemia Studies Collaboration (FHSC), a pr3nk po3BUTKY arTepockneposy Npy UbOMY 3p0CTae NPOMOPLINHO CRiBBIAHOCHO A0
Biky i Mmacu Tina — 50% y Biuj 2—15 pokis, 6113bko 11,6% vy Aitein 3 oXMpiHHAM. KniHiYH1IA BUNaaoK, 3anponoHoBaHWiA 40 PO3rAsAy, NiATBEpaAXYe
reHeTUYHY CKNaa0BY i PaHHIO MaHipecTaLuilo CUMATOMIB Y HEMOBASTY, YNl CMOC TakOX Mae CXOXi CUMNTOMU, SK i O3HaKU NEPEeHECEHOro ro-
CTPOro rinepAiniaeMi4Horo naHkpeaTuTy.

JlocniaxXeHHs BMKOHAHO BIAMNOBIAHO [0 NPUHLMNIB TeNbCIHCLKOI Aeknapauii. Ha npoBefeHHA AOCNIAXEHHA OTPUMaHO iHDOPMOBaHY 3roay
6arbkiB AUTUHN.

ABTOPY 3a4BASIOTE NMPO BIACYTHICTb KOHMNIKTY IHTEPECIB.

Knio4oBi cnoBa: njtv, cimeiiHa aucnininemis, oiarHOCTyBaHHs, NikyBaHHS.

Familial dyslipidemia: a case from practice
I.S. Lembryk, O.0. Tsytsiura, H.M. Pylypiuk, H.M. Dutchak, N.I. Kostyrko
lvano-Frankivsk National Medical University, Ukraine

According to the leading world publications, near 450,000 children worldwide are born with familial hypercholesterolemia. However, there is still
the problem of untimely confirmation of this pathological condition in the pediatric cohort of patients, as well as questions about the effective-
ness of diagnosis and treatment.

Aim - to study the prevalence and course features of familial hyperlipidemia in young children, according to leading scientific sources and own
practical experience, for physicians to get acquainted.

More than 28,000 papers were found in the research databases on the subject of the study. A generalization of literary data was carried out.

A clinical case of familial dyslipidemia in patient M. aged 1 month and 17 days was described. Disease manifested with the appearance of
multiple xanthomas on the skin of the trunk, 0.3=0.5 cm in diameter, at the background of intoxication. Signs of anemic syndrome, increased
levels of certain liver enzymes (aspartate aminotransferase, lactate dehydrogenase), as well as hypertriglyceridemia and hypercholesterolemia
took place. Decreased level of fecal Elastase-l was noticed to confirm early signs of pancreatic insufficiency. The diagnosis of familial hyperlipo-
proteinemia type V according to Friedreichson was confirmed at the Center for Orphan Diseases and Gene Therapy of the National Children's
Specialized Hospital.

Conclusions. According to various data, familial dyslipidemia, confirmed genetically, occurs in 89.9% of cases that are included in the registry of
Familial Hypercholesterolaemia Studies Collaboration (FHSC). The clinical case presented for consideration confirms the genetic component and
early manifestation of symptoms in an infant whose sibs also have similar symptoms to those of past acute hyperlipidemic pancreatitis.

The research was carried out in accordance with the principles of the Declaration of Helsinki. Copyright agreement from the child's parents was
obtained for the study.

The authors declare no conflict of interest.

Keywords: children, family dyslipidemia, diagnosis, treatment.

CiMeI‘/’IHa nucrinifeMiss (CMHOHIMM — JUTSI-  OThCA Y BCiX BiKOBUX Tpymax i HEPifIko MPHU3BO-
va rimepoimigemist, ciMeiiHa KOMOIHOBaHa JISATH /IO CUCTEMHOTO aTePOCKJIEPO3Y CYANH Pi3HOTO
rinepuimnizemMist, cimeiiHa rimepxoJiecTeprHeMist)  KaJiOpy i BHYTPIlIHIX opraHiB. 3a JaHUMHU TIPOBiJI-
HAJIESKUTD JI0 BiITHOCHO BUBYEHHUX, ITPOTE PIAKICHMX HHUX CBITOBMX BuAaHb, npubausHo 450000 mireit
MOHO3UTOTHUX MAaTOJOTIYHUX CTaHiB, IKi Tpaijig- Yy BCbOMY CBIiTi HIIOPOKY HAPOJIKYIOThCA i3 cimeli-
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HOIO TirepxoJiecTepuHemi€eio, oxnak Jjuiie y 2,1%
JIOPOCJIMX 1€ 3aXBOPIOBAHHA BUABJIAIOTH y Billl 0
18 pokis [4].

Oxpiwm 11i€i pedinitii, B anrmoMoBHil JiTepatypi
PO3IJISIZIAIOTh OiJIbIIT BY3bKi TEPMiHH, SIK «TilIEpJIiTo-
nporeinemigy (IJIIT) i «rimepainigemis». [leprmmit
TePMiH OKpec/Iio€ BapiabejbHe IiBUILEHHS PiBHS
ginigis i minonporeinis (JIII) y miasmi kposi, 1o
€ BUIUM 3a pedepeHTHi 3HaueHHA. /lpyruii mo-
3HAYaE JIUIIE Ti/IBUIIICHHSA PiBHSA JIiITiIiB KPOBi, 30-
kpema, xosiectepuny (XC) i tpurninepunis (TT),
BUIIlE 32 ONTHUMAJbHUN piBeHb abo pedepeHTHe
3HaYeHHs TIOKa3HWKa B 11a3mi kposi [13].

Mema pobotu — BUBYNTH piBEHb MOIIUPE-
HocTi Ta ocobsmBocti mepebiry CJI y miteit paH-
HBOTO BiKy 32 JJaHMMU IIPOBiITHUX HAYKOBUX JKe-
peJ1 i BJIACHOTO NMPAKTUYHOTO AOCBIiLY AJIS ITiJBU-
IeHHsT 00i3HAHOCTI MPaKTUYHKX JIKapiB i3 1i€io
[1aTOJIOTi€0.

3a TeMaTHKOIO [IOCJi/KeHHSI B IIONIYKOBUX
6azax BusiBjeHo monan 28 000 mparp, i3 HEUX
npoaHanizoBano 157 pocCJisKeHb JIATUHUIIEO B
nomrykosiit cucremi «PubMed», a me 150 — y
«Google Scholars. 3actocoBaHo TOIIYKOBi €JI0-
Ba: «TilepJiimigemMia», «IiThu», «IiarHOCTUKA».

3a JiTepaTypHUMU JaHUMH, MTPOTSATOM OCTAH-
Hix 10 pokiB 3pocJio 4nc0 BUTIAJKIB cepiieBo-cy-
IUHHOI maTtoJjiorii B AiTell i miaiTKiB, M0 crpwu-
YUHSIE BUCOKUN BiJICOTOK PATOBOi CMEPTHOCTI Y
MOJIOZIOMY Billi 3a PaXyHOK CEpLEBO-CYAUHHUX I
MO3KOBHX KatacTpod. Haykosili cTBepmKyioTh,
110 HaBiTh y Bili 3—4 poku, miJ{ CyKyITHUM BILJIN-
BOM HECIIPUATIMBUX YUHHUKIB yXKe 3’SBJISIOTh-
Cs1 OKpeMi >KUPOBi BKpallJIeHHS B iHTUMi CYIUH,
a caMi aTepoCKJepOTHYHi OJISANIKK II0YMHAIOTH
dbopmyBaTucs na 13—-15-my pori sxkurts [12,15].

CyTTeBy poib y PO3BUTKY CHCTEMHOTO arte-
POCKJIEPO3y Ta TOB’S3aHWX i3 HUM YCKJIAQJ[HEHb
BilirpaloTh AUCIHIIiIeMil, 3-TIOMiXK SAKWAX YiJb-
He Miclle ToCifaloTh CrajkoBi (opMHu HERYTH.
[Mum Tepminom y JiTepaTypi 3a3BWYail 1Mo3Havya-
I0Thb TiABUIIEHHS PpiBHA okpemux kiacis JIII, a
HalOiIbIe KJiHiYHe 3HAYCHHS Ipu IIbOMY Mac
miasunienns pisast XC i TT [3,19].

Ananiz miTepaTypHUX [KEpea 4YiTKO BKasye
Ha paHHi NPOSIBM 3aXBOPIOBaHHSI B IOHAJ I10JIO-
BuHM fiteir Bikom 10—14 pokiB, sKi MpoKUBAIOTDH
y CIIIA [13,19]. PiBenp nomupeHocTi TimepxoJie-
crepuHeMii B I11ii KOTOPTi MAIli€EHTIB 32 OCTAaHHE
NEeCSATUIITTS cTaHOBUTH 6,0% 1 TIpornopItiiiHo 3po-
cTa€ 3a HaMINKOBOI Macu Tina (6,9%) Ta BiacHe
oxupinns (11,6%) [6,14]. Cepen ayrorciii, mpoBe-
nennx B Amownii, giTsam, momepsaum y Bitti 10 1 po-
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Ky, BCTAHOBJIEHO OJIM3BKO TPETHHU iarHOCTHYHIX
3HAXi/IOK y BUIJIALI KUPOBUX IIPOKUJIOK B aOPTi,
i 3,1% Takux 3HaXiZIoK — Yy TIPOCBIiTi KOpOHap-
HUX apTepiil (BusgBieHo y Bimi Bix 1 10 9 pokiB).
[Ipu nboMy 3pocTae YMCJIO BUIIA/IKIB aTepOCKJIe-
po3y — Bixg 50% y Biti 2—15 pokiB g0 85% y Bimi
21-39 pokis [13,20].

Cepen 11 235 pmiteil, BHECEHUX 10 PEECTPY
C/l abo Familial Hypercholesterolaemia Studies
Collaboration (FHSC), 18,8% craHoBIATH
iU TKY BikoM 0 18 pokiB, 3 HUX HE3HAYHO Tie-
peBaxkaioTh miByata (50,2% npotu 49,8%). Ciin
3a3HaunTy, 1o 89,9% namiedTis MarTh reHeTUY-
HO MiATBepKeHUI AiarHOo3 ciMeiiHOi rirmepxoJie-
crepuneMmii, a 10,1% — muire KaiHiYHWI AiarHO3.
nerbest IepeBaXHO NP0 MENIKaHIIB KpaiH i3
BUCOKUM piBHeM KUTTS (92,4%). ¥V i€l x Ka-
Teropii manieHTiB y reHesi 3aXBOPIOBAaHH:A HEIIO-
OIVHOKMMM € YWHHUKUA PU3UKY: TilloJuHaMmidg,
KypiHHS, HAJJUIIKOBAa Maca Tijlla, He3/[0POBUIL
crioci6 xutTs Tomo [4,15,17].

Cepen unHHUX Kjaacudikaimiii rinepmaimigemiit
BPaxXoBYIOTh  (pizuKo-XiMiuHI XapaKTepPUCTUKH
JIIiAiB, 110 Ja€ 3MOry i,[[eHTI/I(biKyBaTI/I OKpeMi
iXHi KJacu 31 CBOIM BU3HAYEHUM CKJAJOM i ciie-
nudivHUME 1isixaMu Metabostizmy. 3o0kpeMa, 3a
0COOIMBOCTAMHU €JIEKTPO(MOPETUYHOI PYXIMBOCTI
po3pi3HsIoTh: Ximomikporu (XM), mo 3asuima-
I0OThCSI Ha cTapti, mpe-B-imimomporeinu, B-mino-
MPOTEiHH, SIKi 3aiiMaiOTh IMMPOMiKHE CTAHOBHIIIE, i
a-JINOMPOTEiHN SIK HANOIIbIT PyXxJauBa (pakilis
JIII. 3anexuo Bin mogminy JIII mpum yabrpareH-
TpudyryBaHHi Ta Bij IXHBOI TUTOMOI MIiJIBHOCTI
BUILIAIOTH: XM, JimompoTeinun mayxKe HU3bKOI
ntisprocTi (JITIHII), susbkoi (JIITHII) i Bu-
cokoi (JITIBIIL) miisprOoCcTi. O6MABI Kaacudika-
1ii MaioTh Taki BixgmoigHocTi. Taxk, mpe-B-imo-
npoTeinu, B-TmonpoTeinn i a-JTinonpoTeiHn Bi/l-
nosigarots JIIIIHII, JITTHIIL i JITIBIIL. IIpu
npomy XM i JITIAHII mictaTh y cBOEMY CcKaii
Haibigpmy kimpkicte TT, JIITHIL - XC, a
JITIBILL - docdonimiais. Pizumisa mixx JITIBIIT i
JITTHIII mossdrae B iXHiX aHTAroHiCTUYHUX BJja-
ctuoctax: JIITHIIL nepenocars XC y kaiTunu i
€ areporenuumu, a JIIIBII 3xiticHIOI0TE 3BOPOT-
He TpaHcrnoptyBanug XC BiJi KJITUH 10 TTEYiHKH,
Jle OCTaHHiil TpaHChHOPMYETHCA B KOBYHI KHUC-
goru [1,21]. Mera6omism JITI, sk Bigomo, pe-
aJIi3y€EThCS IBOMA NIJISXaMU: €K30TeHHUM (4epe3
BXKUBAHHS B 1KY JOCTaTHBOI KiJTbKOCTi KUPiB)
Ta eHjoreHHUM (cuHTe3 y nedvini). Jlimiam, ski
MOTPAIISIIOTh /10 OPTaHi3My 3 XapuyoOBUMHU IIPO-
IyKTaMu, mpencraBjieni mepeBaxuo TI, axi y
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KJITHHAX CJAU30BOI 0OOJIOHKU KUIIEYHUKA 3alia-
koByioThcst y XM. Cepesl HaliBaXKIUBINTUX amo-
nporeiniB y XM Buminsgiors: amonporein C-II,
artoriporein B-48 Ta anonpotein E. Hagani XM,
36arauyeni TT, norpamistiors y JgimMdy 10 TpyaHOT
IPOTOKH, a 3TO/IOM — y vena cava, Jie NOCTiiHO
IUPKYJIOI0TH. 3a JI0MOMOTOIO JITIONPOTEeiH-JIina-
3u Ta BiacHoro amomnpoTeiny C-1I XM mpukpi-
IUIIOIOTBCS /10 €HJIOTeNiI0 CyAUH Yy JKUPOBIiil i
M’I30Bill TKaHWHAX Ta 3BiIbHAIOTH 11, posmie-
IJIEHI [0 MOHOIJILEPUAIB 1 BIIBHUX KUPHUX
kucaor. Kiaipenc XM Moke OyTH HOPYLIEHHUM,
IKNI0 € JnedeKTn Ha PiBHI BUINE3raJlaHOTO aIlo-
npoteiny C-II. Monorminepuan ta BiibHI KHUp-
Hi KHCJOTH 30€piraloThCsi B KUPOBiil TKaHWHI
SIK TOTEHIIiITHE JPKepeso eHeprii AJs BCbOro op-
raHi3aMy, OCKiJIbKM 3 HUX 3aBXK/]U MOKHA PECHH-
TesyBaTu HeoOXimHi aasg 1poro TT. OxpiM 11b0-
ro, aJuIONUTUA 3aCTOCOBYIOTH T s cuHTE3y
OpraHes i CTPYKTYPHUX KOMIIOHEHTIB MeMOpaHu
kaituH. Ak Tinpku XM 3BiabHA0OTHCS Big TT,
BOHM CTalOTh PeMaHEHTHUMM YacTKaMM i IifJjs-
raloTh MOJAAJIbIIOMY MeTabosi3My B medinii. TyT
cunresyiorbest JITIJHIIL i JITTHIIL 3a Gesmo-
cepeZiHbOl ydacTi 3rajlaHuxX BUINE AIOIPOTEIHy
C-IT Ta amompoteiny E. 3axonsieHHs ocTaHHiX
Makpodaramu Ta riaaJKoM sI30BUMU KJIITUHAMU €
HEperyJabOBaHUM IIPOIIECOM, TOMY BOHH 3TOJOM
MepeTBOPIOIOThCA Ha omacucTi KiaitTunu. Yepes
BTPaTy 3aXWCHUX BJACTUBOCTEH HUPKYJIIOIOYUX
y miaasmi antuokcumantis JIITHII[ wabysatorsb
MAaTOTEHHUX BJIACTUBOCTEW: PAHHE YIITKOJKEHHS
€HJI0TeJIi10, MiclleBe ITOpPYIIeHHs 3TOPTYBaJbHUX
BJIacTUBOCTEN KpOoBi Tomo [18,21,22].
Bignosiguo o kmacudikanii D. Fredrickson
(BOO3, 1970), Buainsgiors 'sITh OCHOBHUX THIIiB
TJIIT i3 BpacTuBUMU KOKHOMY 3 HUX CIiBBiTHO-
HmieHHsIMM pizHux KiaciB gimigis i JIIT [5,7,16].
linepnininemia V tuny — 1e 3mimana gopma
[JIIL: rinepxisiomikponemiss i rinepripe-B-mimno-
MPOTEiHeMis i BiIIOBIAHO — BUpaKeHA TillepTpu-
rainepujeMia i nomipHa rinepxosiecTepuHeMid.
[JIIT I, TIT i V TumiB TpamisitoThes BKpau pif-
ko, npuuomy [JIII T i V TuniB € npuramanau-
MU BJIACHE TIeiaTPUYHOMY XBOpPOMY. bimbIricTh
[VIIT putsadoro BiKy HaiexaTb /0 TEPBUHHUX
MOJIITEHHUX JMUCTINONpoTeineMill. ¥ TakuX BU-
najikax CHaJkoBa CXWJbHICTb JIO 3aXBOPIOBAHHS
BU3HAYAETbCA CYKYIIHICTIO TEHIB, inenTudgikaris
SKUX € 3a3BUYail JJOCTATHHO MPOOIEMATHIHOIO
[2,8,13]. Cimeitna I'JIIT V Ttuny 3a Dpixepikco-
Hom: Bmict TT >1000 mr/nn (11,3 mMmosb/m) i
noMmipHa rinepxoJsiecrepunemisi. [leppuHHI MOHO-
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reqni I'JITI mHamexars 10 CIAAKOBUX FeHETUYHUX
3aXBOPIOBAHb 3 AyTOCOMHO-IOMIHAHTHUM 200 pe-
I[ECUBHUM TUIIOM ycIaJiKyBaHHs. [laTorHoMoHiu-
HOIO O3HAKOIO0 TeTepPO3UTroTHOI (GopMu ciMeiHol
[JITI € kcantomatos, TOOTO Bifkiaments edipis
XC y cyxoxkunnsx. Cuazapom ciMmeitnoi ximomi-
KpoHeMii dK yiKe 3a3Hadasiocsd, € piakicHuM, i
MaHidectye B AUTUHCTBI. [lyg KiiHikM ciMeiiHOT
[JIIT V tuny 3a @pigepikconomM xapakTepHi: Ha-
nagonoAioHmii abaoMiHaabHMiE Oi/b, IPOSIBU TO-
CTPOrO MMaHKPEATUTy, CILJICHOMeTaJlid, JieMid Ccy-
JIMH CITKIBKM OYel, KCAaHTOMM Ha IIKipi Tpynei,
cimHmIh, KiHIiBOK. BimsnawyaeTbcs XioMikpo-
HEMIUHWIT CMHIPOM y BUTJISIAI HYZOTH, OJIIOBaH-
H#, 3aUIIKW; iHOAI MOKJIMBI HEBPOJIOTi4HI PO3-
Jaau (BHUKEHHs I1aM’sTi, pO3yMOBUX 31iOHOCTEI,
nempecist). KpoB y Takux BUTMagKax € XiJTbO3HOIO
3a paxyHOK 3pocTanHs KoHIeHTpaiii XM y cupo-
Barti kposi [9,10,17].

Hamy ommcano i mpoanasizoBaHo KJiHid-
Huii Bunagok CJl y ANTUHYM TPYJHOTO BiKy, 4nii
ciMeliHMII aHaMHe3 IPOCTEXKEHO BXKe /aBHO, y
JiTepaTypi BUCBITJIEHO CXOXKi KJIiHIYHI MPOABUA B
fioro aBoOpigHOTO Oparnka [11].

HocmigxeHHss BHKOHAHO BiZ[ITOBiJTHO /10 ITPWH-
nuniB l'eabcincbkoi aeknapariii. Ha mpoBemeH-
HS JTOCTIiJPKEHHST OTPUMaHo iH(OpMOBaHy 3Tojly
0aTbKiB IUTHHU.

KniHiyHuia BUNnapok

Hapeneno kriniuHMil BUTIAZOK paHHbOI MaHi-
decranii C/I B 1,5-micssunoro nemonisitu. /lu-
TUHY TocmitasizoBano 0 cramionapy KHII
«IBano-@MpankiBcbka obJjacHa IUTSAYA KJIHIY-
Ha Jikaphs IBano-MpankiBchbKOi 0bJacHOi pa-
nu» y Bini 1 micansa 17 guHiB 3i ckapramu maTepi
Ha: MiJBUIIEHHS TeMIlepaTypu Tija AUTUHU [0
39°C, B’suricTh, BUCHMIIAHHS Ha IIKipi 06Jn4us,
Tyy6a, KiHI[IBOK. 3 aHaMHE3y BiOMO, 1[0 XJIOTI-
YUK XBOPIi€ BIIPOMOBXK 5 MHIB, BifKOJM 3’sIBH-
JIUCHh O3HAKW TapsSYKW I09aJi0 TONTUPIOBATUCS
BUCcHIIaHHs Ha mKipi. Ha apyry mo06y Bix mouar-
Ky 3aXBOPIOBaHHSI MaJjloKa TOCIITali30BaHO /0
nefiaTPUYHOTO BijilileHHs paliloHHOI JiKapHi, /e
BUCUIIAHHSA PO3I[IHEHO, K TMPOSB BE3UKYJIOIY-
CTY/I603y. XJIOIUUKY HMPU3HAYEHO aHTHOIOTUKO-
teparifo. Ha TpeTto 100y niepeGyBaHHsS B paiioH-
Hill JikapHi piBeHb TeMorynobiHy 3pic i3 110 r/x
no 280 t/n, mo cTajso mijcTaBoOO MJS TepeBe-
JIeHHS JUTUHU 10 00JIaCHOTO LEHTPY.

Xmomuuk HapoauBcs Bif I BariTHOCTI, sKa 11€-
pebirana 6e3 cyTTeBHX ycKjaaaHeHb. [lomorm —
nepini, Ha 41-My TUKHI rectarlii, oflHaK 3acTo-
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COBYBAJIACSl CTUMYJIALISL II0JIOTOBOI JisIJIbHOCTI.
Maca Ttina ma MomeHnT Hapomxkenusa — 3700 r.
3 mepuiux AHIB KXUTTS Ha 00aMY4i Oyiu MHO-
JKMHHI aKHe HOBOHAPOIXKEHOTO, Mijii. ¥Ympo-
JIOB3K TIEPIIOTO MiCSIs JKUTTs Ha MIKipi Tyay6a
MoYayIv 3’SIBJSAATUCS MOOJMHOKI eJleMeHTH BUCHU-
nants. [TommpenHst BUCHTIAaHHS Ha TYJIy0 i KiH-
IiBKU BiJ3HA4YaJI0Cd B)Ke Ha TJIi JIMXOMaHKU.

Xyomyuk 1epebyBaB Ha TPYAHOMY BUTOIO-
ByBaHHI 10 rocmitamizamii 10 00J1acHOTO JKy-
BasibHOrO 3akiany. Ilicas yrounenusi reneaso-
riyHOTO aHaMHe3y 3'SCOBaHO, IO B TPOIOPiTHO-
ro cubca 6atbka JUTHHU BepU(DIKOBAHO CiMeNHY
rinepainizemito V tumy B llenTpi opdannux 3a-
XBOpIOBaHb Ta reHHOi Teparii Hamionanproi 1u-
Ta4oi creniamizoBanoi JjikapHi «OXMAT/INUT»
M. Kuesa, gxa manidecrtyBana y Bini 4 poku. Ilifg
yac OrJigay Ha MOMEHT TrocHiTamii3allii 3arajabHuil
crad auTuHu OyB TskkuM. CBioMmicTb 30epesxe-
Ha, peakiliss Ha orJisiy azexkBaTHA. HasgBHi 30poBe
i cayxoBe 3ocepemxenHs. [imomnnamisi, M’s30Ba
mcToHis, rimopeduekcis. Coamszosi O, MmKipa
i3 cipyBaTuM BiJTiHKOM. 3arajibHa MaCTO3HiCTb.
Ha mkipi o6imyus, Tysy6a, KiHIIBOK — po3cisHi
kcarnTomu poamipom o 0,4-0,5 cm (puc.).

AyCKyJbTaTUBHO HAJl JIETEHSIMU — BE3UKYJISIP-
He auxaHHA. ToHU cepiid sicHi, puTMiuHi. JKuBit
mimy i, uyTauBuil 3a manbnaiii. Ilevinka —
+1,5¢Mm, cenesinka — +0,5 cm. CevyornyckaHHST 70-
craTHE. BUIOpOKHEHHS >KOBTOTO KOJIbOPY, O/I-
HOpijIHe, 6e3 TOMIIIOK.

3a TUKIeHDb NepeOyBaHHs B IUTSUOMY CTaIlio-
Hapi 06J1aCHOTO IEHTPY PiBEeHb TeMOTJIOOiHY 3HU-
3uBcst 3 270 r/n no 126 v/, epuUTPONUTH ITi/[BU-
munuca 3 3,37x1012 go 4,06x1012. 3a ganumu
JIIiIOTPaMU ~ BUSIBJICHO — TilIePTPUIJIiLEPUACMIIO

(TT - 39,98 moab/a, HopMa — 10 4,39 MMOJIb/JT)
i rinepxosecrepuremito  (3arampamit XC -
12,85 mmib/m1, HOpMa — 710 5,34 Mmoutb/a). Tmimi
MOKa3HUKMU JiimmigorpaMu — 6e3 3MiH (X0JecTepuH
JIITHIIT - 2,07 MmMomb/1, HOpMa — <3 MMOJIb/T;
xonecrepun JIIIBIIL — 3,44 mmonb/m1, HOpMa —
>1 MMoJIb/MT; iHIEKC aTeporeHHOCTi — 2,74, HOp-
Ma — 2-3; xosectepun ne-JITTBII — 9,41 mmoub /1,
HopMa — <3,8 mMmoub/J1; Jimasa Kposi (sabo-
patopia <«/IIJIA») - 260 Op/n, HOpMA — 1O
48 OJ1/n. KpoB nipu aHastisi — 06’€KTHBHO XiJIbO3HA.

[TeuinkoBi Mapkepu: asaniHamiHoTpaHcdepasa
(AJIT) — 14 O/l /n, Hopma — 1o 45 O/l /m1; ACT —
51 Opn/a, Hopma — <69 Og/u; anpObymin — 41 1/,
HopMa — 30-46 r/m OumipybiH 3saraibHUN —
12,3 MKMOJIb/7, HOpMAa 2,2-11,8 MKMOJIB/JT;
Gimipy6in mpsmmii  — 2,8 MKMOJIb/JI, HOP-
Ma — 0-4,3 MKMOJb/oT; GinipyOiH HempsiMuii —
9,5 MKMOJIb/J1, HOpMa — 710 16,2 MKMOJIB/T; g-TJTy-
taminTpadcrenTuaaza — 51 On/n; HOpMa — [0
204 Op/n; 3arabuuii 6imok — 51 /71, HOpMa —52—
72 tv/m; nyxna docdaraza (JID) — 161 Oxn/m,
HopMa — 163-427 Onu/n; TumosoBa npoba —
179 Ox S-H, wopma — 0-5 Ox S-H; JIAT -
245 Op/n, nopma — 120-246 Opn/n. 3a pmanumun
YJIbTPa3BYKOBOI'O JIOCJIJPKEHHS OpraHiB 4epeBHOI
MOPOKHUHU BUSIBJICHO, IO TeYiHKa pO3TalloBaHa
THOBO, Ha 1,5 ¢M BHCTymae 3-mig Kpaio pebep-
Hoi myru. IlpaBa mong — 66 mm, jiBa — 34 MM
(y mexkax BikoBoi nopmm). I[lapenxima nHe3Hau-
HOo migBumenoi exorennocti. sKoBumi xomm me
yitisibHeHi. sKoBunmii Mixyp ckopodenwii. Iliz-
IIIYHKOBA 3471032 Bi3yasi3yeTbcs Ha BCbOMY IIPO-
ta3i. [lapenxima — 3Buuaiinoi exorenHocri. Ce-
nesinka — 59x27 mm (HOpMa — 45%24 MMm) 306iJb-
IIeHa, CTPYKTYPHO OJHOPiIHA.

Puc. KcaHtomun Ha Tyny6i manioka B nepluy Ao06y rocnitanisauii go ctauioHapy
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B gakocti sikyBaHHSA BiiMiHeHO TpyaHE TO-
NyBaHHs. XJIOIIYWKA TIEPEeBe/ICHO Ha BUTO/IOBY-
BaHHsI CYMIIIIITIO 3 BUCOKUM Tifposizom Oinka i
Mi/IBUIIIEHUM BMiCTOM CEPEeIHbOJIAHITIOTOBUX TPH-
[JILEepUIiB, SAKi TPAaHCIOPTYIOTbCA 3 KUIIEYHUKA
Gesnocepesiibo B IediHKy 6e3 yrBopeHHs XM y
KkuikoBoMy etmitenii. IIpoBemeHo e3iHTOKCHKA-
nitiny indysiitHy Tepariio, Mpu3HAuYe€HO HiKOTHU-
HOBY KHCJIOTY, yCepeAuHy — TIpernapaTr ypcoje-
30KCHUXO0JIEBOI KUCJIOTH.

3a yac niepebGyBaHHs B CTalliOHAPi CTAH XJIOI-
YyuKa IOJIMIINBCS, MT0XKBaBilllaja CIIOHTaHHA MO-
TOPUKA, CTaau OUIBII POKEBUMH MIKipa i cim-
30Bi, 3HHMKJIA 3arajijbHa MHacTO3HiCTh, KiJBKICTh i
pO3MipHd KCAaHTOM 3MEHIIWJINCH, HOPMATi3yBaBCs
piBeHb TeMOTJIOOIHY.

[MTicass Bumucku 31 cramioHapy mepeOyBaB
il crocTepekeHHAM TefiaTpa, reHetuka. IIpo-
BejleHO JTa0OpaTOPHUIT KOHTPOJIb JIIiI0TpaMu,
TpaHcaMiHa3, ejacta3u kany. Tak, y Bimi 9 mi-
ca1iB y 6ioxiMiyHOMY aHaJi3i KPOBi piBeHb aJib-
6yminy cranoBus 69 r/a (Hopma — 30-46 /1),
3arajibHuil  Oimipy6iH 1,7 MxMmousb/n (HOp-
ma — 2,2-11,8 mxmoan/mn), AJIT - 32 On/n
(nopma — no 45 O/l/n), ACT - 74 On/n (Hop-
Ma — <69 Opn/n), JIO - 274 On/n (Hopma —
163-427 On/n), JIAT — 370 Ox/n (Hopma — 195—
349 Opu/n), TumoioBa poba — 44,0 Ox S-H (Hop-
ma — 0-5 OxS-H), nimaza — 25 Ox/n (Hopma —
22-48 O/l /m). 3aranbHUI X0JE€CTEPUH CTAHOBUB
10,84 mmonan/n (Hopma — 2,84-5,98 mmob/1),
xonectepun JIIIBII - 3,70 mmonns/n1 (HOpMa —
>1,0 mMmonb/n), xonectepun He-JIIIBII — 8,28
(sopma — <3,8 mmoan/n), T — 11,88 (Hopma
- 0,45-2,85 mmoub/a). BogHouac HactyiHe 06-
cTexkeHHs y Billi 18 MicsIiB BUSBUIIO 3HUIKEHHS
xonectepuny JIIBII no 0,52 mmosb/7 i migBu-
mennss TT go 45,50 mmosb/n. DekanbHa enac-
taza craHosusia 52,02 mxr Ea/r kamy (Hopma —
>200 mkr En/t kany).

JluTuHy CKepoBaHO JJist 100OCTEKEHHST, YTOY-
HEHHA AiarHo3y i BU3HAYEHHA I[IOJAJIbIIOL TaK-
TUKK JikyBaHHSA n0 lleATpy opdanHUX 3axBO-
pioBanb Ta reHnoi tepanii Hamionanbaoi auts-
yoi cnemiamizoBanoi mgikapai «OXMATAWUT»>
M. KueBa, y kil miaTBepKEHO /iaTHO3 ciMeii-
Hoi rinepiinonporoinemii V tuny 3a @pinepik-
COHOM.

Otxe, y HaBeJeHOMY KJiHIYHOMY BHUHIAJ-
Ky 3aXBOpIOBaHHS MaHidecTyBalo 3 THUIIOBUX
U TinepJinmijieMii KCAaHTOMATO3HUX BUCHUIIAHD,
BUPaXKEHOI rineprpuriinepujemii, mnpomipHOI
rinepxojectepueMii, AKi He Maad TEHAEHIil
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110 3HVKEHHS BITPOJIOBXK TIEPiOly CIIOCTepesKeH-
Hs. BopHovac BUSAB/IEHO 3pOCTaHHS IeYiHKOBUX
Oioximiunnx noxasHukis, Takux axk ACT, JIAT,
THUMOJIOBA 1Ipo0a, a 3HWKEeHHs PiBHSA (eKaabHOI
efacTa3m BKadye Ha (OpMyBaHHS MOYATKOBUX
O3HAK E€K30KPUHHOI HEJAOCTATHOCTI IiIIJIYHKO-
BOI 3aJI03M1.

OGroBopeHHs

CimeitHa auciinigemiss € CKIagHOK0 podJie-
MOIO He Jiullle /Ui IejiaTpa, aje i /Ui HeoHa-
TOJIOTA 3 OIVISIAYy Ha BiIHOCHY PiKICTbH IATOJIO-
rii B miii Bikosiit rpymni (1% Bumankis) i morany
obi3HaHicTh KiiHiNKUCTA 31 3rajlaHUM MATOJIOTIY-
HuM ctaHoM [1,4,7]. Y mboMy KOHTeKCTi iieTsb-
¢4 1 Ipo BYACHE BCTAHOBJIEHH:A JiarHosy, i mpo
aJleKkBaTHO WinibpaHuil pekuMm Tepamii B Ta-
koi koroptu namientiB [1,6]. Haituactimmumu B
MPaKTHIli TefiaTpa, BiAMoBigHO /10 Kaacudikarii
3a Dpenpikcornom, € I Ta V tunum mgucmuinigemii
[5,6]. ¥ naBemenoro namu XBOPOTO 3 MOMEH-
Ty HapoOJUKEHHA Bij3Hayajacsd XiJAbo3Ha KPOB, a
6ioxiMiuamit Ipodisp 30iraBcst 3 TAKMM CaMUM,
K TNpU Trineprpuriinepuaemii V Tumy, 3o0kpe-
ma: Bucokuit piBenp XM i JIIIJITHIII, a Takox
XC, Ha Tai 3HAYHO TOPYIIEHUX PEOJOTIYHUX
BractuBocTteir Kposi. Cuifi 3a3HaUUTH, 1O TPO-
SIBU CiMeWHOI TpurjainepujieMii B 1mizomy cBiTi
TPaKTyIOTbCs SIK 3pocTanHHd piBHsA TT' y mmaswmi
KpoBi moHan 95-if TepIeHTu/b, TPUTAMAHHUI
KOHKpeTHi# BikoBiii rpymi Ta crati [8,9]. Ile mo-
MOMOKE YHUKHYTH PO3GIKHOCTEH i TOMUIOK Y
TPaKTYBaHHI OKPEMHUX IapaMeTpiB Jiliforpamu.
To x Ha pomy ciif cokycyBaTu yBary KJiHi-
IUCTY, 9K i Ha HOBiTHiX MPOTOKOJIaX, SKi MOCTili-
HO PO3POOJILIOTHCS, YAOCKOHAMIOIOTHCS 1 ITi/Is-
raroTh ONTUMI3allii.

CrioctepekeHHS OCTaHHIX POKIB CBi4aTh,
mo B pasi 3pocranus piBas T >11 mmomb/n
(>1000 mg/dL) imMOBipHiCTh PO3BHUTKY TOCTpPO-
ro TilnepsinifeMiYHOro IMaHKPEeaTuTy 3pOCTaE B
pasu [Rajesh K. Srinivas, 2021]. ¥ naBemenomy
BUTIAJIKy PO3BUHYJNCA ITOYATKOBI IIPOSIBU I[bOTO
3aXBOPIOBaHHS.

Ha tyny6i Ta KiHmiBKax y TakuX Iaili€HTIiB
3a3BMYail BiZI3HAYAIOTHCS KCAHTOMHU, a TaKOXK
MABUTIEHHS B MIJSAHIT AXIJJIOBUX CYXOXKHJI-
KiB, CYXOXMJIKiB M'SI3iB-PO3TMHAYIB BEPXHiX KiH-
miBoK. BusBieno Ttakox crerudiyHi ypaskeH-
HS IIKIpM B 30HI JHKTHOBUX i/a00 KOJIHHUX
cyrno6iB, a Takox cimHuib. HaBemenwit Hamu
XBOpUM MaHiecTyBaB i3 BUPa3HUX CHUMIITOMIB
iHTOKCHKaIlii, TOIBM MHOKMHHUX KCAaHTOM, SKi
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HOMIMPIOBAJINCS Ha TJIi HapocTaHHs (heGpuiib-
HOI TeMmmepaTypu Tijia. 3Bepra€e Ha cebe yBary,
1[0 BUCUIIAHHA B XJIOMYMKA CIIOYATKYy HarajyBa-
JIO TaKWil caMuii TPU BE3UKYJOIYCTYJIbO3i, M0
CYTTEBO YCKJIAJHWUIO II0YaTKOBE JiarHOCTYBaH-
Hs IbOTO MaTojoriyHoro crany. Hositai mocuri-
JUKeHHS TaKOX BKa3yloTh Ha WMOBIpHI ypaskeHHS
BHYTPIIIIHIX OpraHiB (cepiis i OCHOBHUX CY/HH).

JlitepaTypHi /laHi ocTaHHI POKiB 3aCBiTUyIOTh
Manidpecrarniio C/[ 3 o3HaK €K30KPUHHOI TaHK-
peaTuyHol HeZOCTATHOCTI, XPOHIYHUX IMOPYUIEHb
xuBaeHHd. CaMe 11i 03HAKU B JAMHAMIII criocTe-
peKeHHsT BITPOJIOBXK OCTaHHiX 9 MicAIliB BigsHa-
YaJIucsa B HaBEIEHOTO XBOPOTO.
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