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Peztome. Cmamms npucesyena aKxmyaibHOMy NUMAHHIO 8 nediampii - CuHOpomy 2enamome2aiii npu pioKicHil
namonoeii 0OMiHy peuoeur — MyKonoicaxapuoosi I muny.

Mema. Buguumu mMoxcaueocmi panHvoi 0iaeHOCUKYU CUHOPOMY 2enamomeanii sik 00H020 3 HAUBANCTUBIULUX
KNHIYHUX Npossie MyKkonoricaxapudoz I muny ma eusHauyumu pauHi OlacHOCMuuHi Kpumepii nepebizy
3aX680PI0BAHHS.

Mamepianu ma memoou. Pempocnekmugene KiiHiune 00cniodicents 24 dimeii 3 mykononicaxapudozom I muny,
AaKi oyau diaenocmosari 8 Yrpaini 3a 17 pokis (3 2004 no 2021 pik). [layienmam npogoounocs nogue KOMNieKCHe
00CmedIceH st NPOSBIE 3aX6OPIOEAHHS MA NPOBOOUTIOCH BUSHAYEHHS aKmMueHocmi (hepmenmy o-L-ioyporioasu 6
J30COMAX NeUKOYUMi6 3a 00NOMO2010 OIOXIMIYHO20 MeMOQY, O0CIIOHNCEHH PIBHS eKCKpeyil 2IH0K03aMIHONIKAHI8
i3 ceuero.

Pesynomamu. Ilpoananizoeano KIiHIYHY CUMRMOMAMUKY mMa pe3yrvmamu odOcmedicenns y 24 Oimeil 3
diaeHocmosanum mykononicaxapuoosom I muny 6 Vkpaiui. Ilposedene KommniekcHe oOCMeNCeHH GUABUIO
3HAYHY YACMOMY CUHOPOMY 2enamome2dnii ceped X8opux O0aH020 OO0CAIONCEHHs, NOEOHAHHA U020 3 [HULOKO
KAiHIuHOW cumnmomamukoro. Cunopom eenamomezanii ceped oimeil 6yno eusigieno y 79 %, wo noconysanocs 3
iHWOM KIIHIYHOW CUMNMOMAMUKOK MYKONOACAxapuoosy, die HIKOIU He CIY2Yy8an0 NPUHUHOK HePEUHHO20
obcmedicenHs  nayieHma ma Kuowosum cumnmomom. Hatiuvacmiwe eenamomezanisi cnocmepicanace 8
CUMNMOMOKOMNILEKCI 3 KOHMPAKMYPAMU | MY20PYXIUGICIIO CYen00i8, SUKPUGLEHHAM XpeOma, YpalceHHIM
KIANanHo2o anapamy cepys ma nynkogumu xuiamu. Ha eiominy 6i0 pamniwe onucanux 0ocaiodceHb CUHOpom
eenamomezanii nuwe y 20 % noeouysasca 3i cnnrenomezanicro. Ilpogedeni Oioximiuni 00cniodHcenHs He eUAGUNU
nopyutenv yuryii neuinxu. A maxooic O6y8 suaeieHUll NPAMULL 63AEMO38 130K MIJIC CIMYHEeHeM 2enamomezanii ma
BUPAZHICTNIO GUOLNIEHHSL 2TIIKO3AMIHONIKAHIE.

Bucnoeku. Cunopom 30invulenHs neuinky npu 6a2amvox 3ax80P0SAHHAX OUMAY020 GIKY, 8KIHUAIOUU OPPAHHI
MemaboniuHi 3axX60PHOBAHHS, 3ATUUAEMbC HeOOOYiHeHUM 0Ia2HOCMUYHUM Kpumepiem. Busenenns cunopomy
eenamomezanii mModxce cnpamyeamu Oia2HOCMUYHUL NOWYK JIKAPA-NPAKMUKA HA SUKIIOYEHHS CNAOKOBUX
nopyuieHb 00MIHY pedosuH, 8 MOMY YUCIi i MyKonoaicaxapuoos. Panne suasienns y dimeti makozo cKiaoHo2o i
MANCKO20 3AX80PIBAHHSA, K MYyKonoaicaxapuoos I muny, 00360iumv 64ACHO PO3NOYUHAMU JNIKYBAHHA MdA
sanobicamu iHeaniouzayii ma panHit cmMepmi.
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CIIOCTEPIraeThCsA JIOBOJII 4YacTO 1 € OJHHM 13

Beryn . o ' CHUMIITOMIB SIK TOCTPHX, TaK 1 XpOHIYHUX XBOPOO.
CunznpoMm  30iMbIIEHHA  PO3MIpIB  MHEUIHKH RBig ¢ HecleLM(IYHOI0 O3HAKOID 1 MOXKeE
(remaTomeraris) B AUTAIOMY BUIL  ppencraBisTu Ge3mocepeiHbo 3aXBOPIOBAHHS
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caMol MeUiHKH, a TaKoX OyTH HACIIAKOM SKOTOCh
reHepaiizoBaHoro mnporecy [1]. Onucano m’sTh
MEXaHI3MIB PO3BHUTKY TemaToMeraiii, a came:
3amaJieHHs  (HampuKIag, BIPYCHI TeHaTHTH),
MOPYUICHHsT HAaKONWYEHHS (30Kpema, XBopoOa
Binbcona), iHdumbTpamis (KicTO3HI XBopoOH
MEYiHKM), CYIMHHI 3aXBOPIOBaHHSA (HAIMPUKIAJ,
TpomM003 MEeYiHKOBOT BCHH, cepiieBa
HE/IOCTATHICTB), OOCTPYKIil »KOBYHHMX XOJiB
(30kpema OimiapHa aTpesis, Toio) [2].

Opniero 3 0araTbOX NPUYMH TeMaTOMeraiii €
CHaJKOBI OpYIICHHsI 00MiHYy peuoBuH. TpuBanuii
yac XuOHAa JyMmMKa [IOJ0 PIAKICHOCTI Ta
BIICYTHOCTI ~Tepamii 3aluiiana If0 TpyIy
3aXBOPIOBaHb 11032 HAJIGKHOI YBaru MPaKTUYHHUX
JIiKapiB 1100 MPHUIILILHOT JIarHOCTUKH.

Bpomxkeni mnopyimieHHsST OOMiHY PEYOBHH, SIK
MPaBWJIO, BHUKJIMKAHI YacTKOBOIO ab0 MOBHOIO
BTparor0  (yHKmii omHOro 3  (PepMEHTIB,
kodakTopa abo  gomomikHOro  Oinmka i
XapaKTePU3YIOThCSA IUIO0 HHU3KOK  KIIHIYHUX
MpOsBIB, SKI MPU3BOMAATH JI0 MPOrPecyrouoi
MYJIbTHCUCTEMHOI XBopoOu [2]. o miei rpymu
3aXBOPIOBaHb HaJIekaTh XBOPOOM HAKOMHYEHHS

(xBOopoba lome, MYKOTIOJTICaXapuI03H,
MaHHO3UJI03H, XBOpoOa HimMmana-ITika,
HEJOCTaTHICTh KHCJIOI Jinasu), MOpPYLIEHHS

0OMiHY BYTTIeBOAIB (TJIIKOTEHO3H, TallaKTO3eMis),
IHIII TUIIK TOPYLIEHHS OOMIHY pedOBUH (IepiluT
ol-aHTUTpUIICUHY, XBOpoOa Binbcona-
KonoBanioBa, remoxpomaros). Knacuuni nposiu
0araTb0X 3 IIMX 3aXBOPIOBaHb MOXYTh OYTH
BITOM1 I MPaKTUYHUX  JIKapiB, ane
HecneudigHICTh abo MOHOCHUMITOMHICTh
MOXYTb CTaTH HapLKHUM KaMEHEM B JI1arHOCTHII
JaHUX MATOJOTIYHUX CTaHIB.

besnocepennbo remaToMeraiis Moxe OyTu
NepIiiM Ta €IUHUM CHMITOMOM MPOTATOM
TPHUBAJIOTO Yacy, a MOKE TIOETHYBATHUCS 3 1HITUMH
cuMnToMaMu (AUCMOPPCUHAPOM, 3aTpUMKa abo
perpec po3BUTKY), AIKi B CBOIO YEPTY MOXKYTh OyTH
HE3HAYHUMH ab0o0 30BCIM HE BHUPaXKECHUMU
(HampukJiaa BTpaTa amneTuTy, BTpaTa MacH Tija,
MIISIBICTB) @ MOXYTh OYTH TIOB’SI3aHUMH 3
NopymieHHsIM (QYHKIIi TeYiHKH  (KOBTSHHUIIA,
acuut) [1-2].

Myxkomnonicaxapunozu (MIIC) - me Benuka
rpyna JIi30COMHHX  XBOpOO  HaKOMHYCHHS,
MPUYMHOIO SKUX € HEJAOCTATHICTH JII30COMHHX
(dhepMeHTIB, siIKa B CBOIO 4Yepry MPU3BOAHUTH JIO
30IMBIICHHS ~ KUTBKOCTI  TIIKO3aMiHOTJIIKaHIB
(AT"). besnocepennbo ['Al'm mpeactaBisitoTh
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co00I0 BENMKY Tpymy JiHIMHHUX MOJicaXxapuis,
a00 3a 1HIIOK HA3BOIO MYKOIIOJICaxapuIiB, sKi €
CTPYKTYPHUM KOMITOHEHTOM CIOJYYHOT TKAaHUHHU.
3a XIMIYHOIO OyIOBOIO iX PpO3MOAUISIOTH Ha
ria;ypoHOBY KHCJIOTY, remnapancyiasgar,
XOHJIPOITHHCYIb(DAT, nepMmataHcyiabdar 1
KepaTaHCybdar. Pi3ni TUTIN I'ATl'iB
PO3PI3HIIOTHCS 3a (h13UKO-XIMIYHUMU
BJIACTUBOCTSMHU Ta PO3TAIOBYIOTHCS B PI3HHX
tkanuHaXx. Koxen ['Al’  Bimirpae  cBoO
¢izionoriyHy  poib  Ta  EKCHPECYeThCS Y
cnenudigHnx TKaHMHaX [3]. Taxk
XOHAPOITHHCYNb(]AT 3yCTPIYaEThCA MEPEBAKHO B
KICTKOBIH Ta XPSIIOBii TKaHHHAX,
nepMataHcyiabGaT HasBHUA Yy IIKIpi, Xpsmax,
CYXOXKHJIKaX, KPOBOHOCHHUX CyJIMHAX Ta KiIanmaHax
cepls, KepaTtaHCyab(aT MICTUTHCS B POTIBII OKa,
KICTKaX, XpsIIOBii TKaHUHI, a TernapaHcyibdaT €
KOMIIOHEHTOM MeMOpaH HEpPBOBHUX KJIITHH Ta
TKaHUH MO3KY.

Ha cporogni Bimomo 11 THmB ngedinuTis
TMi30COMHUX (DepMeHTIB, 110 OepyTh y4dacThb B
nerpananii I'Al'iB, Ta Bugusirots 7 Trmis MIIC.
[4-7]. PozBurok MIIC [ Tumy CHOpUYHHSETHCS
neginutom ¢pepmenty a-L-inyponinasu (IDUA)
[7-8]. B cepenapomy mommpenicts MIIC I B cBiTi
ckiaamae Big 0,69 mo 3,8 ma 100 000
KUBOHAPOKEHUX AiTel [7-8]. 3a maHuMU paHilie
MPOBEACHUX Ta OMYyOJIKOBAHMX JOCITIKEHb B
VYkpaiHi piBeHb IHOTO NMOKa3HKKa ckianae 0,18 Ha
100000 >xMBOHAPOKEHHUX MITEH, IO 3HAYHO
HWK4Ye cBiToBoro piBHa [9]. MIIC I
YCIIAJAKOBYETbCS 32  ayTOCOMHO-PEIECHBHUM
THIIOM, 1 Ha CHOTOJHI OIKMCaHO Bxke Oinbine 100
pizaux Myranii reny IDUA [10]. OcHoBHUM
Matepianom HakonudeHHs npu MIIC crnyxarts
I'AT'u. 3umxenHs abo BIACYTHICTh aKTUBHOCTI -
L-inypoHinazn TOpU3BOAUTH 10  aKyMYJSIii
cnenudiuaux ['Al'iB, a came remapany Ta
JepMaTaH-cynb(ary B pi3HUX KIITHHAX, TKAHWHAX
1 opraHax, IO Ma€ HACIIJAKOM PO3BUTOK
Halpi3HOMaHITHIIINX KIIHIYHUX IPOSBIB,
nourHatouu Bia ypaxkeHHs IITHC Tta 3akinuyroun
MYJIBTHOPTaHHUMH ypaKeHHAMHU [4-7].

3a peHOTHIIOM 3T1THO MPUUHATOI KiIacupikawii
MIIC I Tuny noAisitoTh Ha TPU OKPEMI THUIIH:

- MIIC II' (cungpom I'ypnepa 3 TSKKUM
(heHoTUIIOM)

- MIIC II'/III (cungpom [I'ypnepa-lllaite 3
MPOMIKHUM (HDEHOTHUIIOM)

- MIIC I (cungpom Illaite 3 ocnabieHUM
(dheHoTumnom).
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MIIC I tuny [D'ypnep nebroTye y niteil B
paHHBOMY Billi, IIBUJKO MPOTPECYE 3 YPAKEHHSIM
ITHC Ta 3a BiACYTHOCTI JTIKyBaHHS PU3BOUTH J0
paHHBOI CMEPTI 3a3BUYAN MPOTIATOM MEPIIUX JTBOX
JeCSITHPIY.

Tun I'ypnep-Illaiie MIIC I nepebirae nabararo
MOBUTBHIIIE. Y TakuX [IT€d A0 Tporecy He
sanyqaetbest LITHC, 1 BOHM MOKYTh MaTH MOMIpHI
CHUMIITOMH 1 HOPMAJIbHY TPUBAIICTh JKUTTSL.

Y  mamientiB 3 MIIC 1 tumy [laiie
3aXBOPIOBaHHs Mepedirae Jayxe MOBUIBHO 1 0e3
sanmyaenHs [[HC. TpuBamicts iX KUTTA €
HOopManbHOMO [10-11].

Yactumu o3znakamu MIIC I tuny € rpy6i pucu
00JIMYYsl, TeNaTOCTIIEHOMETaMisl, TYyTOPYXJIUBICTh
Ta KOHTPAaKTypH Cyrio6iB, aedopmariis xpedTa
(xiho3, cKoOMiO3, IicTE3), ypPaKECHHS ceprs i
MOMYTHIHHSL POTIBKA 3 aOCOJIOTHO pPI3HUMU
CTYNEHSMH TsOKKOCTi. Bimomo, mo MIIC
nepebirae 3 TOCTYNOBMM 3aJly4€HHSM BCiX
OpraHiB 1 CHUCTEM 1 MOXE CYIPOBOKYBATUCS
dbopMyBaHHSIM  TPOTpPEeCcyrouoi  KOTHITUBHOI
HEJO0CTAaTHOCTI 200 11 HEe PO3BUBATH B 3AJICKHOCTI
BH/I TUITY 3aXBOpPIOBaHHs [12].

OcnoBuumu KiiHiYHUME niposiBamu MITC [ tumny e:

1. JIuusoswuii qu3mopdizm. [Tpu MIIC I Tumy
I'ypnep BiH HaliOuibllle BUpaXXeHWI Ta Maibxe
HenoMiTHui npu  MIIC 1 tunmi Hlaife.
[TposiBISIETBCS  BUCTYMAIOYMM  BIIEpe] JIOOOM,
HU3BKO PO3TalIOBaHUMHU O6poBamu,
rineprenopu3MoM (30UIbIIEHHS BIACTaHI MIXK
BHYTPIIIHIMU KyTaMH O4Ye€il), IIUPOKUM TLITACKUM
C1JIOTIOX10OHUM HOCOM, MaKpOTJIOCI€TO,
MPOrHATU3MOM (BUCTYMAIO4Yi PUCH  OOIHYYS),
TYCTHM Ta J>KOPCTKHM BOJIOCCSIM, KOPOTKOIO
HIHELO.

2.  3arpuMKa 3pocTy

3. VYpaxeHHS oyell y BUIVIAIM MOMYTHIHHS
POTiBKHM, TINEPMETPONIYHOIO  ACTUTMaTHU3MY,
KepaTury, TJIayKOMH, JlereHepaTUBHOT
peTuHOoMnaTii Ta arpodii 30poBOro HepBa.

4.  TlopyueHHs 3 60Ky IUXaTbHOI CHCTEMH SIK
Hachigok gnedopmariii Tpaxei Ta OpOHXIB 1
HakonuueHHs ['Al'iB B cinu30Biid  00OJOHII
IUXAIBHUX MUISAXIB, MI0 TPOSBISETHCS TYIHUM
IIYMHUM JUXaHHSAM, 3MIHEHHM JI0 TpyOoro

rojJIocoM, emi3ojaMu  OPOHXO00OCTPYKTHMBHOIO
CHHIPOMY, HIYHHMH aITHOE.
5. Yacti anmeHOimWTH, CepedHi OTHUTH,

MOTIPIIEHHS CIyXy, TakKi SK KOHIYKTUBHA Ta
HEHpOCeHCOpHA TyrOBYXiCTh
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6. Opranomeranis (remaromeraitis i
CIUICHOMETaJIis1), MTaXBUHHI, MMaX0Bl KWJIU Ta KWJIN
615101 niHIT )KMBOTA, racTPOIHTECTIHAIBHI MPOSBU
(mapelHui CHHAPOM, MepioAUYHE OTIOBaHHS).

7. VYpaxenns cepus: (opmyBaHHS  Baj
KJIAMIAHHOTO  amapary YW rinepTpodidHoi
KapaioMionarii.

8.  Ypaxkenns kictok (ki¢o3, CKOIi03, JTiCTE3)
1 cyrno6iB (maucriasis KyJbIIOBHX CYTJIO00iB,
TYrOPYXJHUBICTh a00 KOHTPAKTypU BEIUKHX
Cyro6iB 1 cyrno6is kucti) [13].

Hiarnoctuka MIIC I tunmy Brimroyae B cebe
MpOBEACHHS JOCHiKkeHHs ekckperii ['AliB 3
iXHIM (ppaKIiOHyBaHHSIM, BU3HAUEHHS aKTUBHOCTI
eH3uMy  (J1i30COMHOTO bepmenty a-L-
IIypoHia3u) B JIEMKOLMTAaX Ta MPOBEICHHS
MOJICKYJISIPHOTO JIOCITI JKEHHSI.

B wnam w4ac panHs giarHoctuka MIIC
3aJIMIIAETHCS HEBHUPIIICHOIO po0IeMoro
MIEPEeBAKHO Yepe3 Te, M0 (EHOTUIIOBO MALIEHTH 3
HApO/DKEHHS HE MAIOTh KITIHIYHHX MPosiBiB. OTXKe,
y Oinpmocti giteir MIIC TpuBanmii 4ac
3aJIMIIAETHCS HEA1arHOCTOBAHUM JI0 THX ITip, TIOKH
KOJIM  TOYHEThCA  KJIiHIYHA  MaHidecTalis
3axBoproBaHHs [ 14]. 3 vacoM Maiike BCi MallI€EHTH
GbopMyIOTh 3HAYHI TSDKKI Ta IHBaJIIIU3YIOUl
nposiBu  xBopobu. Tomy SKIIO BYacHO He
pO3MOYaTH JIKYBaHHS, Il MAI[lEHTH MOMHUPAIOTh
MIPOTATOM MEPIINX POKIB KUTTA (TSDKKI BapiaHTH
MIIC I Tumy) abo uepe3 nekinbka JecsTHIiTh [15-
16]. PO3BUTOK Cy4acHHX TEXHOJIOTIHA O3BOJIUB
BIPOBAIUTH €(PEKTUBHI METOJIU MATOT€HETUYHOL
tepamnii. Ha cborogni y namienris 3 MIIC 1 tuny

3aCTOCOBYETbCS  (pepMEHTO-3aMiCHa  Teparlis
(®3T) abo TpaHCIUTAHTAIliI TEMOMOETHYHUX
ctoBOypoBux kimituH (TI'CK). Pesynbratu
JTOCITIJPKEHB ITOKa3aJIH, 10 TaKi METO/IH JIIKyBaHHS
J03BOJISIIOTh ~ YHNOBUIBHUTH ~ NPOTPECyBaHHS
xBopoOwu [11,16].

Mera

BuBUNMTH MOXJIMBOCTI pPaHHBOI J1arHOCTHKHU
CHUHJIpPOMY  TemaTroMeranii sk  OJHOTO 3
HalBaxMBiKX KIiHIYHUX nposBiB MIIC I tumy
Ta BHU3HAUUTH paHHI JIarHOCTUYHI KpuUTepii
nepediry 3aXBOpIOBaHHS.

MarepiaJjin Ta MeTOAU AOCTiKEHHS

PerpocriekTuBHE KITiHIYHE AOCHIKEHHS 24
niterr 3 MIIC 1 tumy, sxi Oynu JiarHOCTOBaHI B
Vkpaini 3a 17 pokiB (3 2004 mo 2021 pik).
JlocmiKkeHHsT TPOBOIUIIOCS Ha IMiJICTaBl aHAJI3y
MIepBUHHOI MeANYHOT ToKyMeHTallii B L{eHTpi
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crieriaaizoBaHol JiKapHi (HAC)
«OXMATIAWUT».  Pesynmbratd  AOCHIIKEHHS
TO3BOJIMJIM  BH3HAYUTH  YacTOTy  CHHIPOMY

rernaToMeraigii B CTPYKTypl OCHOBHHMX IHpOSIBIiB
3aXBOPIOBaHHS TOPIBHIHO 3 IHIMUMHU KITHIYHUMHA
nposisamu MIIC, B ToMy uucIi cruieHOMeraiii, Ta
OIIIHUTHU 30UIBIICHHS PO3MIpIB MEUYIHKH B SKOCTI
KIIIHIKO-1HCTPYMEHTAIILHOTO MapKepy XBOPOOH.
[Tamienram 3 MIIC I Tuny npoBoAMIOCH TOBHE
KOMIUICKCHE OOCTEXKCHHsI, BKIIOUAIOYN aHAMHE3,
KIiHIYHE OOCTEXEHHS, a TaKOXX HJOCHIIKEHHS

MEYiHKK 32  JIONOMOTOI  YJIBTPa3BYKOBOT
JIarHOCTHKH, emacToMeTpii, OLIIHKU
(bYyHKIIIOHATIBHOTO CTaHy MEeYiHKH
(mpoteiHorpama, KOaryJsIidHUN  MOTEHIial,

XOJIECTEpUH Ta Jimigorpama) 3a TpagulliiftHIMHU
METO/IaMH, BU3HAYCHHS HASIBHOCTI CIUIEHOMETaJIil
B MTO€THAHHI 13 CHHAPOMOM 301TbIIICHHS IEYiHKH.

BciM marieHTaM NpOBOAMIIOCH BU3HAYCHHS

aKTUBHOCTI  QepmeHty  o-L-imyponimazu B
Ji3ocoMax — JICHKOUMTIB 32 JIONIOMOTOIO
010XiMIYHOTO  METOXy, JOCIHIDKEHHS  PiBHSA

exckperii ['Al'iB 13 ceuero Ta moBHe JIHK
00CTeXEHHS TeHYy IDUA METOJIOM
aBTOMAaTUYHOTO ceKBeHYBaHHs 3a CeHrepoM [18].

st CTaTUCTHKU BUKOPHUCTOBYBAJIUCH
CTaHJApPTHI METOJU OIMHUCOBOI CTATUCTHKH 3a
JOTIOMOTOI0 ~ TMaKeTa TMPUKIAIHUX  [porpam
Statistica 7.0 Ta MS Exel.

82

AxkmyaavHi npo6aemu cydacHoi meduyuHu. Bunyck 8, 2021

Pe3yabTaTi Ta IX 00roBOpeHHs

B nmocmimkenHi B3s10 ydacts 24 mamienrta (12
niB4aTok Ta 12 XJON4YMKiB), B SAKHX OyB
miarBep/ukeHuit  miarno3 MIIC I Ttuny B
reaetnuHii maboparopii HACJT «OXMATIAUT»
BrpoaoBx 17 pokiB (3 2004 mo 2021 pik). s
MIATBEPDKEHHS J1iIarTHO3y BHKOPUCTOBYBAIOCH

BH3HAUYCHHS aKTHUBHOCTI O-L-imyponimazu B
JEeWKOIUTAX, Ta MOBHUM aHaui3 reny IDUA.

3a ¢eHoTunom 3axBoproBaHHsA 11 giTei
(45,8 %) mamu TKKY (opMy 3axBOPHOBaHHS
MIIC I tuny I'ypnep, y 2 mnauientiB (8,3 %)
Big3HaueHo npomikHuil ¢enorun MIIC I tumy
I'ypnep-1llaiie Ta B 11 xBopux (41,6 %) — MIIC 1
tun [laiie.

Cepenniii Bik miarHoctuku narieHTiB 3 MIIC I

TUIy cKjIaB 5 pokiB (Memiana 3p. Imic T4p.10mic.)
Haitmononmomy MAIIE€HTY Ha MOMEHT
JIarHOCTHKY OyJ10 8 Mics1iB, a HalicTapmomy — 15
pokiB. CepeHiil BiK iHTEpBaly HOMDK IEPIIUM
CUMIITOMOM Ta  MOMEHTOM  BCTAHOBIJICHHS
niarHo3y ckimaB 3 poku 6 wmic. HaiiGinbimii
inTepBai OyB y namienta 3 MIIC I tunom [aiie —
11 pokiB 6 mic., a Haiimenmmii 'y MIIC I Tuna
I'ypnep-Ilaite — 3 mic. (Tabim. 1)

Cain 3ayBakutH, o TsoKkUi penorun MIIC 1
tuna ['ypriepa aiarHoCTyBaBcsl paHillle 3a THUIIU
[Maite uyu I'ypnep-lllaiie, mo He cCymnepeyuTsb
CBITOBUM JaHUM 13 3arajibHOro pETiCTpy
narienris 3 MIIC 1.

Tabnuysa 1. Bix nayienmis 3 mykononicaxapudosom I muny na momenm 6CmanosieHHs 0ideHO3)
Table 1. Age of patients with mucopolysaccharidosis type | at the time of diagnosis

Tun Kinbkicts | Bik Ha MOMEHT BCTaHOBIICHHS IHTepBan BiJ yacy MOSBY MEPIIOTO
niarao3y (poku, micsiiri)) CUMIITOMY JI0 BCTAHOBJICHHS JIIarHO3Y
(poxwu, micsiri)
Cepenniii | Min Makxkc Cepenniii Min Makc
T'ypuiep 11 1p10m 8 M 4p8 ™M 1p 5m 4 m 4p 6M
[Taiie 11 9pdwm 2p9m 15p S5pllwm 0 11p6bwm
['ypnep-laiie 2 2plwm 9m 3y5m 2piw™m 3M 3p 2m
3aranbHa 24 5p 8™ 15p 3pbwMm 1wm 11 p 6Mm

[TpumiTka: n — KiIBKICTh, MiH — MiHIMAJIBHHH BiK TPOSIBY, MaKC - MAKCHMaJIbHUI BiK IIPOSIBY
Notes: n — number, min — minimum age of manifestation, max - maximum age of manifestation, y — years, m - months

[lepmium cumnromoM y aiteid 3 MIIC 1 Tumy
Haifuacrime Oyna TyropyxJMBiCTh cyrio0iB (37,5
%), rigpouedamis (12,5 %), aucnazis
KYJIBIIOBUX CyriobiB (8 %), 3aTpuMKa MCHXO-
MOBHOTO PO3BHUTKY (8 %), nedopmaris xpedra (8

%), otutu abo cuuycutH (8 %), MymKoBa Ta
rmaxoBa kuiiv (4 %).

Cepen martientiB 3 aiarHoctoBanum MIIC
TUIy CHHJIPOM TenaToMeraiii Oyyio BUSBICHO Y
79 % (n = 19). I3 aux 5 xBopux (21 %) mamm
BHUpa)XKeHE 30UTbIIEHHS MEYiHKHU - Ha 3-5 CM BiX
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HopMH, y 14 mamientiB (58 %) meuinka Oyna
30uIbIIeHa 70 2-X ¢M, a 5 mited (21 %) B3arani He
Maid cuHApoMy rematomeranii. Ilpu npomy
BOKJIMBO 3ayBaXUTH, IO Y JBOX CHOCIB i3
cunapomoMm Illaile cunapoM remaToMmeranii
IMOBIPHO HE BCTUT PO3BUHYTHCH Yepe3 MOYaTOK
bepmenT-3amicHOT Teparmii.

Cepen ycix mamieHTiB YKpaiHH 3 JOBEICHUM
MIIC I tumy Oyab-KOro (EHOTHIy CHHAPOM
cruieHomeraiii 0yB BusiBinenuit auie y 20 % (n =
5) mireii. CruieHOMeramisi B >KOJHOI TUTUHU HE
MposBIsIach K OKpeMHil cumnToM, a Oyna
HasBHA JWMIIE B TOETHAHHI 31 30UIBIICHHSIM
MeYiHKU. Y TOW e Yac y OUIbLIOCTI Malli€HTiB
rernaToMeraiis Oyia NOCTIHHUM CHMITTOMOM, ajie
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JWIIe pa3oM 3 IHIIOK CHUMITOMATHKOIO:
TUCMOP(IYHUM  CHHAPOMOM  (3MIHOIO  Ta
orpyOiHHSAM puc 00JMYYs, TIMEePTEIOPHU3IMOM,
MaKpOIJIOCIEI0), TYTOPYXJIUBICTIO 9u
KOHTpaKTypamu CyIJIo0iB, MHOXXUHHUM
TI30CTO30M BENUKHX Cyrio0iB. Haituacrime
criocTepirajgocs  ypakeHHS  MiX(aTaHTOBUX,
JMKTbOBUX, KOJIHHHUX, TOMLUIKOBO-CTOIHUX Ta

TIe4OBUX cyrno0iB. Haifuacrime rematomeranis y

mited 3 MIIC 1 Ttuny Big3Hayamacs B
CUMITOMOKOMIUIEKCI 3  KOHTpPAaKTypamMH 4Yu
TYTOPYXJIMBICTIO  CYIVIOOIB,  BHUKPHUBJIECHHSIMHU

xpe0Ta, ypaKeHHSIM KIIAIIAaHHOTO arapaTy cepis i
MYNIKOBUMH KuiiaMu (Tab. 2).

Tabnuys 2. Cunopomoromniekc cenamomezanii ma iHwux cumnmomis npu MIIC 1
Table 2. Hepatomegaly syndrome and other symptoms of mucopolysaccharidosis type |

Cumrirom YacroTa mposiBiB cepen yeix YacroTa mposiBy B
MalicHTIB CHMIIOMOKOMILIECI 3
rernaToMeraiieio
Jlucmopbeunapom 46% (11/24) 47% (9/19)
CrutenoMerais 20% (5/24) 100% (5/19)
TyropyxamBicTh/KOHTPAKTYpH CyrII00iB 96% (95/24) 95% (18/19)

YpakeHHs! KJIallaHiB cepIist

75% (18/24)

74% (14/19)

IlynkoBa yu naxoBa Kujia

58% (14/24)

74% (14/19)

[ineprpodivnuii actirMaTu3m 29% (7/24) 37% (7/19)
TToMyTHIHHSI POTiBKH 38% (9/24) 42% (8/19)
[MpumiTka: n — KUIBKICTh
Notes: n — number
Sk MepBUHHUN CUMIITOM CUHAPOM  HaBeJAeHi B TaOnuil 4, To MpoBeaeH] O610XiMiuHi

refnaToMeraiii He CIOCTepiraBcsi HI y OJHOTO
Malie€HTa Ta He CIyTryBaB MPUYHHOIO MMPOBEIACHHS
MEPBUHHOT J1arHOCTUKH.

1o CTOCY€EThCS MMOKAa3HUKIB,
XapakTepu3yloTh  (QYHKIIO  TEYIHKH,

K1
1110

TOCITIPKEHHSI HE BUSIBIIIA OY/Ib-SKUX BIJIXUJIEHB
y piBHSIX allaHiHaMiHOTpaHcdepasH,
acnapraramiHoTpaHcdepasu, OuUIKy, OLTIpYyOiHY,
abOyMiHY, XOJIECTEpUHY Ta III0KO3H (Tabu. 3).

Tabnuys 3. bioximiuni nokasnuxu nayienmie 3 MIIC I muny (n = 24)
Table 3. Biochemical parameters of patients with mucopolysaccharidosis type I. (n = 24)

IToxasHuk IToxa3Huk Hopma
(£0)

Aunanin aminorpancdepasa (ALT, U /L) 24 (+25) Ho 52
Acnaprar aminorpancdepasa (AST, IU /1) 27 (+23) Ho 54
3araneHuii 6imipy6in, pmol / | 8,4 (+7,4) 5,5-20,0
3aranpHuii 6iok, g/l 73 (+6,5) 52-85
Anp6ymin, g/l 47,25 (+2,0) 34-50
3aranpHuii XonecTepuH 4,2 (+1,2) 2,8-5,5
[moxo3za, mmol / | 3,8 (+1,2) 3,3-5,5

IMpumitka: AJIT - ananinaminotpancdepasza; ACT — acnapraraminoTpandepasa;
Note: ALT - alanine aminotransferase; AST - aspartate aminotransferase;

HasBHICTD uuM BiICYTHICTb OpraHoMeraimii Hisik

HE  KOpelmoBaJla 3  TSDKKICTIO  TIPOSBIB

3aXBOPIOBAHHS YU PIBHEM OCTaTOYHOI aKTUBHOCTI
o-L-11ypoHi1a3u B JIEHKOITUTAX.
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Takox Oyna mpoaHami3oBaHa BUPA3HICTh
CHUHPOMY I'eraToOMEeTrajii B 3aJIe)KHOCTI BiJl piBHS
exckperii [Al'iB i3 ceueto (tabm. 4). [Tpu anamisi
OyB BHSBJICHUN TPSIMHH B3a€EMO3B’SI30K MIXK
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CTYIEHeM  TelaTroMeraigii Ta  BHPA3HICTIO
BUIUIEHHSI I'ATl'iB, JIOCTOBIPHICTh 4oro
miATBepKyeThcst KputepieM CrpromeHTa (p =
0,048).

Tabnuys 4. Xapakxmepucmuka cenamome2anii y nayicHmis 3 Mykononicaxapuoozom I muny
Table 4. Characteristics of hepatomegaly in patients with mucopolysaccharidosis type |

Bik BcTaHOBIEHHS Tenaromerais

Ne Tun ZiarHo3y KIIEI T'AT'iB
(sm)

1 H 2y 8m +5 1,96
2 H 10m +4 5,95
3 H ly 11m +4 3,28
4 H/S 9m +4 4,2
5 H ly9m +3 2,68
6 H 11m +2 0,61
7 H 2y 5m +2 3,87
8 H 8m +2 unknown
9 H 1y 8m +1,5 3,00
10 S Oy +1,5 1,33
11 S 7y 6m +15 3,28
12 S 13y +1,5 1,33
13 H 10m +1 4,84
14 H/S 3y 5m +1 2,48
15 S 2y 9m +1 1,43
16 S 14y +1 1,86
17 S 7y +1 2,00
18 S 15y +1 0,97
19 S 11y +0,5 2,33
20 S 4y - 1,62
21 S 5y - 2,12
22 H 4y 8m - 1,56
23 H 2y - 2,83
24 S 14y - 41

[pumitka: I'-cuagpom [yprepa (Baxkuit ¢penorun), lI-cuaapom [aite (m’sixmit penorun), I'/1L -curnpom I'yprep-1laiie
(momipuuit penorun); KIIE TAT'iB — koe]ilieHT miIBUIIEHHS eKCKPEIlii TTiKO3aMiHOTIIIKaHIB

Note: H - Hurler syndrome (severe phenotype), S - Sheier syndrome (mild phenotype), H/S - Hurler-Sheier syndrome
(moderate phenotype); KIGE GAGs - coefficient of increase of glycosaminoglycan excretion; y — years; m — months

Hamu Takoxx Oysn0 mpoaHami3oBaHO KOTOPTY
JiKapiB 3a CIEIIaJbHICTIO, SKi CKEpOBYBAaJIU
TMAIIE€HTIB JJIs MpoBeaeHHs AiarHocTuku Ha MIIC.
Cepen HHUX TPEBATIOIOTH JIKAPi-TEHETHKH, SIKi
ckimagatotb 50 % Bim yciei iX KUIBKOCTI. Ause
OCTaHHIMM  POKaMH  CIIOCTEpIraeTbcs  YiTKa
TEHJIeHIIis1 30UIbIICHHS CKEpyBaHb Bl NeAiaTpiB
(20 %) Ta mikapiB BY3bKHX CIIELiaJIbHOCTEH:
HEBPOJIOT1B Ta Helpoxipypris — 20 %, kapAioJoriB
Ta KapaiopeBmarosioriB — 8 %. MoxnuBo 1e
CBIUUTH PO OUIbIIY OOI3HAHICTH cepell JiKapiB
pisHoro ¢axy mnpo [gaHe 3axBOPIOBAHHS Ta
JOCTYITHICTh MOTO JIIarHOCTHUKH.

MIIC I Tumy € piiKiCHUM 3aXBOPIOBAHHSM, SIKE
BIIHOCUTBCS 1O TPYyHH JII30COMHHUX XBOPOO
HaKONMWYeHHA. BOHO Mae IMMUPOKYy KIIHIYHY

KapTUHY TMposiBIB Ta BIKY MaHiecrarii.
EdexTuBHICTD TNPOBEACHHS JIKYBaHHSA MPSIMO
3aJIe)KUTh Bl BUACHOI J1arHOCTUKH Ta CTYIEHEM
MIPOrpecyBaHHs 3aXBOpIOBaHHA. Tomy Oynb-sKi
KJIIOYOBl CHMITOMH Ta pPO3pOOKa alropuTMmy
panHboi miarHoctuku MIIC 1 tunmy OynyTs
BAXJIMBUMH Y BUKOPUCTAHHI JIKapsIMH 3arajibHOi
MIPAKTUKH.

Hamu BuAigeHO Takui BaXKIUBUH CHMIITOM
MIIC, sx cunzpoMm remaromeranii. BussieHnHs
30IBIIEHHS PO3MIpIB MEYIHKM Yy JWUTUHU HE
norpeOye MPOBEACHHS JOPOrOBapTICHUX Ta
BHCOKOTEXHOJIOTTYHUX MaHITYJIAIIH 1 TEXHOJIOT1H.
3BUYAHUNA  PYTUHHUM  OMVISiA  JUTUHU — HA
npodiTaKTHYHOMY TPUHOMI MOXKE 3aro0irTu
TSOKKUM HACITiJIKaM CIIaJIKOBOi XBOPOOH.
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Yacrora nposisy MIIC I Ty He 3a1eXUTh Bix
CTaTl TaK e, K 1 pO3MOIi KJIIHIYHUX TPOSBIB Ta
TUny 3axBopioBaHHs. Koropra mnamieHTiB 3
niarHocroBanuM MIIC 1 tumy B VYkpaini 3a
po3mnoaiioM TSKKOCTI1 3aXBOPIOBAHHS
BIIpI3HAETBCA BiAg 3aranbHuX ganux. Cepen
yKpaiHchkuX niTeil BimcytHs mnepeBara MIIC 1
tuny ['yprep, a BiH 0JJHAaKOBO 4acTO OMHCaHUH 3
MIIC I tunowm Illaiie. Ile iMoBipHO MOXe OyTH
MOB’SI3aHO 3 TMOIIMPEHUM TE€HOTUIIOM Cepell
YKPaiHCBKOT'O HaCEJICHHS.

Bupasnicte remaromeranii B CBOIO 4epry
OpsMO  3aJISKUTh BiJl CTYHEHS HAKOIMYEHHS
I"'AT'iB, 1110 MO>KHA OLIIHIOBATH TIO PiBHIO €KCKpeIii
KHCJIMX MYyKOMoJlicaxapuIiB i3 ceuero. Lle Hamae
MOJKJIUBOCTI Tepen0adynuTy 1 CTYHiHb BUPA3HOCTI
COMaTHYHUX NPOsBiB. B yMoBax, Koim HEOOXiTHO
NpUMaTi MIBUIKI PINIEHHS IIOAO MOAATbIION
TaKTUKH JIKyBaHHS (IPOBEIEHHS TpaHCIUIAHTALii
reMOIMOETUYHUX  CTOBOYpOBUX  KJIITHH YU
nposeaeHHs @3T), a mpoBeIeHHS MOJIEKYIISIPHOTO
JNOCHI/DKEHHST ~ MOXKe  3aiimMaTh  TpHUBaJIUN
JOPOTOIIIHHMIA Yac, JaHl 3HAHHS JIOMOMAararTh
CIPOTHO3YBaTH NOJANbIINK Tepedir XBopoOH i
NPUAHSATH BaXKJINBE PIlICHHS.

Ha BimMiHy BiJ] IOTIEpEIHIX CIIOCTEPEXKEHD [ 15]
CHHJIPOM CIUICHOMETaJlii He € YaCTHUM CHMIITOMOM
MIIC I tuny Ta HIKOJM HE CIOCTEpiraBcs Yy
MalieHTiB  OKpeMo Bix remaromerami. Tox
HasBHICTb HE BHPAXEHOI CIJIGHOMerauii B
KOMOIHAIT 3 TeMmaToOMEeTali€l0 € MOXJIUBUM
J1arHOCTUYHUM  KpUTEpieEM s MPOBEACHHS
mudepeHIliiHOl T1arHOCTUKUA. AJle BaXJIMBUMU
mapkepamu Juia nigo3pu Ha MIIC I tunmy Oyne
MOETHAHHS JIEKUIBKOX TMPOSIBIB: KOHTPAKTyp 4u
TYTOpPYXJIUBOCTI BEJITUKHX Cyrio0iB 3
rernaromeraiieto (95 %), ypaxkeHb KilanaHiB cepus
3 renaromeraniero (74 %), HasgsBHICTh MMAaXOBOI YU
MynKoBOoi Kwin 3 remaromeramiero (74 %).
[loemHanHs 1UX CHMITOMIB Ma€ CIyr'yBaTu
BAXJIMBUMH KpuTepismu ans nigo3pu Ha MIIC 1
TUITY.

BucHoBku

Cunapom rematomeramii mpu  Garatbox
3aXBOPIOBAHHSX 3AJMIIAETHCS HE BPAXOBAHUM B
I1aHi PaHHBOTO KpUTEPIiIO IIEPBUHHOI
TIarHOCTUKU ~ CHAJKOBUX IOPYIIEHb OOMIHY
pedoBuH Ta Oe3nmocepennbo MIIC 1 Tumy.
[TpoBenene AOCHIKEHHS BUSBWJIO, IO 3HAYHA
KUIBKICTh TAIEHTIB y CTPYKTYpl KIIIHIYHOTO
CUMIITOMOKOMIIJIEKCY Ma€ renaromeraiito. Pazom
3 TUM Yy TIpOBEJCHOMY CIIOCTEPEKEHHI He
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BUSIBJICHO JKOJHOTO TAIIEHTa, HASBHICTH B SKOTO
30UIBIICHHS TI€YIHKKM HACTOPOXKWJIO O 4u
30pIEHTYBAJIO JIKapiB CIMEHHOI MNPaKTHKH YU
nexiaTpiB B HanpsaMmky migo3pu Ha MIIC Ta
CMOHYKAJI0O CKepyBaTW IUTHHY 10 (axiBLiB 3
MeTa0OJIIYHUX XBOPOO IS IOJATKOBUX
OOCTeEHb 3  METOI  BHUKIIOUEHHS YU
M1 ITBEPHKEHHS 1Ti€1 TATOJIOT 1.

Ha BigMmiHy Bij 3araJbHOONMUCAHHUX KITHIYHHX
nposisiB MIIC I tuny [6,7,12,15] criieHOMerais
y apiteit Ykpaiau, mo crpaxaaots Ha MIIC I,
BUSBJISIETCS BKpald 3pika 1 HIKOJIH  SIK
MOHOCHMIITOM. Y TOW € dYac HeoOXiTHO
3BEpHYTH YBary JIiKapiB Ha TMO€JHAHHS TaKHX
CHUMIITOMIB, SIK:

- ypaxeHHS  cyrnobiB  (KOHTPakTypH,
TYTOPYXJIUBICTh, apTPaTii) Ta remaToMeranii

- ypaXeHHS  CepUEeBUX  KIalaHiB Ta
rernaToMerainii

- MyMKOBOI KWJIM Ta TelaToOMeranii.

- ypaxXeHHs poriBku (TOMyTHIHHS,
rinepMeTpoIiyHuN ACTUTMaTH3M ) Ta
rernaToMerainii

- IMCMOP(IYHOTO CHHIPOMY 3 T€TIaTOMETalier0

Cungpom renatomeraii y aireid 3 MIIC I tuny
HE TPU3BOAUTH 10 MOpYUIEHHs (QYHKIIT NeYiHKU
Ta HE MOoTpedye TMpOBEACHHS crenugiyHoi
renaTopoOTEeKTOPHOT Teparii.

Bupaxena renaromeranis Ouibiie 3-X cM MOXKe
OyTH paHHIM J1arHOCTUYHUM MapkepoMm aist MIIC
[ Tuny I'ypnep.

PanHe BUSIBICHHS y MAlli€HTIB TaKOI CKJIATHOT 1
TsoKkkoi Hemyru, sk MIIC, 103BOIMTH BYACHO
pO3MOYaTH JIKYBaHHS Ta 3am00IrTH 1HBaiAU3aIii
Ta paHHBOI CMEPTI AITEH.
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HEPATOMEGALY SYNDROME IN MUCOPOLYSACCHARIDOSIS AND TYPE IN
CHILDREN OF UKRAINE: FEATURES OF CLINICAL CHARACTERISTICS

Samonenko Nataliia, Okhotnikova Olena, Gorovenko Nataliia
Mail for correspondence: Natalisam@gmail.com

Summary. The article is devoted to a topical issue in pediatrics - hepatomegaly syndrome in a rare metabolic
pathology - mucopolysaccharidosis type I.

Goal. To study the possibilities of early diagnosis of hepatomegaly syndrome as one of the most important clinical
manifestations of type | MPS and to determine early diagnostic criteria for the course of the disease.

Materials and methods. Retrospective clinical study of 24 children with type | mucopolysaccharidosis who were
diagnosed in Ukraine for 17 years (from 2004 to 2021). Patients underwent a complete comprehensive
examination of the manifestations of the disease and determined the activity of the enzyme a-L-iduronidase in the
lysosomes of leukocytes using a biochemical method, the study of the level of excretion of glycosaminoglycans in
the urine.

Results. Clinical symptoms and examination results in 24 children diagnosed with type | mucopolysaccharidosis
in Ukraine were analyzed. The conducted comprehensive examination revealed a significant frequency of
hepatomegaly syndrome among patients of this study. Its combination with other clinical symptoms.
Hepatomegaly syndrome in children was found in 79 %, which was combined with other clinical symptoms of
mucopolysaccharidosis, but never was the cause of the initial examination of the patient and the key symptom.
Hepatomegaly was most often observed in the symptom complex with contractures and stiffness of the joints,
curvature of the spine, lesions of the valvular apparatus of the heart and umbilical hernias. In contrast to the
previously described studies, only 20% of hepatomegaly syndrome was combined with splenomegaly. Biochemical
studies did not reveal liver dysfunction. There was also a direct relationship between the degree of hepatomegaly
and the severity of glycosaminoglycan secretion.

Conclusions. Liver enlargement syndrome in many childhood diseases, including orphan metabolic diseases,
remains an underestimated diagnostic criterion. Detection of hepatomegaly syndrome can direct the diagnostic
search of the practitioner to exclude hereditary metabolic disorders, including mucopolysaccharidosis. Early
detection of such a complex and severe disease in children as mucopolysaccharidosis type | will allow to start
treatment in time and prevent disability and early death.

Key words: Mucopolysaccharidosis, hepatomegaly syndrome, glycosaminoglycans, Hurler, Hurler-Sheier,
Sheier

For citation: Samonenko N, Okhotnikova O, Gorovenko N. HEPATOMEGALY SYNDROME IN
MUCOPOLYSACCHARIDOSIS AND TYPE IN CHILDREN OF UKRAINE: FEATURES OF CLINICAL
CHARACTERISTICS. Actual problems of modern medicine. 2021;8:79-88. DOI: 10.26565/2617-409X-2021-
8-08.

Information about author

Samonenko Nataliia, PhD student of the
Department of Pediatrics Nel of the National
University of Health of Ukraine named after
P.L. Shupyka, Kyiv, Ukraine, address: street
Dorogozhytska, 9, Kyiv, Ukraine 04112

e-mail: Natalisam@gmail.com

https://orcid.org/0000-0002-6927-3301

Okhotnikova Olena, MD, PhD, Professor,
Head of the Department of Pediatrics Ne 1 of
the National University of Health of Ukraine
named after P.L. Shupika, address: street
Dorogozhytska, 9, Kyiv, Ukraine 04112

e-mail: eokhotnikoval7@gmail.com

https://orcid.org/0000-0003-2498-0560

Gorovenko Nataliia, MD, PhD,
Correspondent Member of the National

Academy of Medical Sciences of Ukraine,
Professor, Head of the Department of
Medical and Laboratory Genetics of the
National University of Health of Ukraine
named after P.L. Shupika, address: street
Dorogozhytska, 9, Kyiv, Ukraine 04112
e-mail: medgene2010@ukr.net
https://orcid.org/0000-0003-4227-7166



88
ISSN 2617-409X AxkmyaavHi npo6aemu cydacHoi meduyuHu. Bunyck 8, 2021

CHUHIPOM I'ENATOMET AJIUU ITPU MYKOIIOJIMCAXAPUJIO3E I TUIIA ¥ IETEA
YKPAUHBI: OCOBEHHOCTH KJIMHUYECKOM XAPAKTEPUCTUKHA

Camonenko H. B., Oxomnuxosea O. M., I'oposenxo H. I".
[Moura mns nepenucku: Natalisam@gmail.com

Pestome. Cmamvs nocesaujena akmyaibHOMy 60NPOCy 68 NeOUampuu — CUHOPOMY 2enamome2anruy npu peoxou
namono2uu 06MeHa seuecms — Mykonoaucaxapuoose I muna.

Lenv: usyuums 603MONCHOCMU paHHEN OUASHOCMUKY CUHOPOMA 2eNAMOMe2anuu Kak 00H020 U3 BANCHElUUX
KAUHUYECKUX NpOosigienull myKonoaucaxapuoosf I muna u onpederums pannue OouacHocmuveckue Kpumepuu
meyenust 3a0071e6aHUSL.

Mamepuanvt u memoowvt. Pempocnexmusnoe xnunuueckoe ucciedoganue 24 demeti ¢ mykonoaucaxapuooszom |
muna, ouazHocmuposanvix 6 Yxpauwne 3a 17 nem (¢ 2004 no 2021 200). Ilayuenmam npogoounoce noauoe
KOMNeKCHOe 00Cied08aniie nposieieHull 3a001e6anust U NPOBOOUIOCH onpedeneHie aKkmusHocmu pepmenma o-
L-udyponudasvr 6 nuzocomax AeuKoOyumos ¢ HOMOWDBIO OUOXUMUYECKO2O Memood, UCCIeO08AHUS YPOGHS.
IKCKpeyuU 2IUKO3AMUHOSTIUKAHOE C MOYOL.

Pezynvmamot. Ilpoananu3uposana KIuHUYeCKdas CUMIMOMAMUKA U pe3yibmamvl obciedosanus y 24 demeii ¢
OUASHOCTUPOBAHHBIM MYyKononucaxapuoozom I muna 6 Ykpaune. Ilposedennoe xomniexcnoe o6credoganue
BHIABUNO  3HAYUMETLHYIO UYACTHOMY CUHOPOMA 2enamome2anuu cpedu OOabHbIX O0AHHO20 UCCe008aHUS,
couemanue e2o ¢ Opy2ou KiuHuyeckou cumnmomamuxoi. Cunopom eenamomezanuu cpeou demeti Obll 6bIAGIEH
y 79%, umo couemanoco ¢ Opyeoi KIUHULeCKOU CUMRIMOMAMUKOU MYKOROIUCAXAPUOO3d, HO HUKO20A He CILYHCUNO
NPUYUHOU NEPBULHO20 00CIe008aHUSA NAYUESHMA U KIIOYe8biM cumnmomom. HYawe cenamomeanus HabIo0anacy
6 CUMNMOMOKOMNIIEKCe ¢ KOHMPAKMYPAMU U TYXOHROOBUNICHOCHIbIO CYCHABO8, UCKPUBTEHUEM NO360HOYHUKA,
nopadicenueM KIanaHHo20 annapama cepoya u NYNouYHbIMU epblyicamu. B omnuuue om panee onucanmwix
uccnedosanutl cuHopom cenamomezanuu moavko 6 20% couemancs co cnaenomezanuell. Ilposedennvie
OuOXUMUYECKUEe UCCTIEO08AHUsL He BbIAGUNU HAPYWieHUll QyHKyuu neuenu. A makdce Oblid GbIAGIEHA NPAMAsL
83AUMOCESI3b MENCOY CIENEHBIO 2eNAMOMe2AIUU U BbIPANCEHHOCTBIO 8bI0ENICHUS 2IUKO3AMUHOSTUKAHOS.
Bb1600: cunopom yeenuuenus neuenu npu MHOSUX 300071€6aHUSX O0EMCKO20 803pacma, GKIYAs opghanHvle
Memabonuyeckue 3a00Ne6anusi, 0CMAEmcsi HEeOOOYEHEHHbIM OUACHOCMUYecKUM Kpumepuem. Buisenenue
CUHOPOMA 2eNaAMOMe2AIUU MOICEM HANPAGUMb OUACHOCTIUYECKUL NOUCK NPAKMUKYIOUe20 paia Ha UCKTIOYeHUe
HACIeOCMBEHHBIX HAPYUeHUIl 00MeHa 8ewecms, 6 MoM Yucie u MyKonoaucaxapuoosa. Pannee gvisignenue y
demetl MAK020 CIOANCHO2O U MAHCEN020 3a001e8aHUsl, KAK MYKOnoaucaxapuoos I muna, nosgoaum ogpems.
HAUUHAMb JledeHue U npe0omepawiams UHEATUOUIAYUIO U PAHHION CMePMb.

Kuarouesrblie ciioBa: Mykormonncaxapumao3, CHHIPOM renaToMeraiii, TIHKo3aMiuHoTIInKanel, ['ypuep, ['yprep-
[MTaite, laite
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