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MNATOJIOr4HI 3MIHU OPTAHA 30OPY Y NMALUIEHTIB 3
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Beryn

CrragkoBi XxBOpoOwM opraHa 30py SBJISIOTBCS IIPUYUMHOKIO CITIIOTH
pubmsHO B 42-84% BUIIanKiB i, He3BaXal04y Ha HEBEJIMKY IIOIIVIpe-
HIiCTB, IOCITAIOTh BAXK/IVMBE MiCIle y JIAaHIIi OXOPOHM 3I0POB s, OCKUTbKI
€ OCHOBHVIM YMHHWKOM iHBaJIiIM3allil AUTSIY0ro HacejleHHs [2]. 3a fa-
HVIMW CBiTOBOI JliTepaTypu OJIM3bKO 5% HOBOHAPOIKEHVX 3 SABIISIOTHCS
Ha CBiT 3 Ti€I0 UM iHIIIOI0 FeHeTMYHOIO I1aToJIOTi€lo, siKa y 60% BuIaiKiB
CKOpOYy€ TPUBAJLCTb XUTT:A i y 70% 3MeHIIIye perrpogyKTUBHI MOXI/IV-
BocTi [1]. OTxe, MemmMuHa reHeTHKa, 110 BMBYA€E €TiOJIOTi0, TTaTOreHe3s,
KITiHi4Hi ITpOsIBY CITafIKOBOI I1aTOJIOTII Ta 3abe3meuye po3poOKy MeToliB
NpodiTaKTUKM Ta JIiKyBaHHS CIIaJKOBVIX 3aXBOPIOBaHb, Ta MeIVKO-Te-
HeTV4YHe KOHCYJIbTYBaHHS € BaKIMBOIO CKJIAJJOBOIOCYYacHOI odpTaiib-
Mostorii. OCHOBHMMM HaIlpsAMKaMy OTaJlbMOTeHeTUKN € BUBYeHH:
reHeTUYHO - 00yMOBJIEHO] I1aTOoJIOTil OpraHa 30py K i30/1b0BaHO1, TaK i
TaKoI, 1110 BXOOWUTB y CKJIa[l, CMHAPOMIB; BU3HAUeHHs TaKTUKM ajleKBaT-
HOT'0 KOMIIIEKCHOT'O TePaIleBTIYHOIO Ta XipyprivHOro JIIKYyBaHH FeHe-
TWYHOI IIaTOJIOTII OpraHa 30py; BU3HAUYeHHS MOXJIMBOTO TeHEeTUIHOIO
IIPOTHO3yBaHHs, BUSBJICHHS WICHIB ciMert 3 10 KIiHIYHOI CTaJIi€ro 3a-
XBOPIOBaHH:; (POpMyBaHHSI, Be[IeHHsI PeECTPY CiMell 3icIia/IKOBVMU 3a-
XBOPIOBaHHSIMI OYell Ta IX CIIoCTepeXXeHHsI; po3pobKa HayKOBO - ITpaK-
TUYHUX IIporpaM, iHdopMallitHoro 3a0esleudeHHs, peKOMeHallill,
IIOJI0 PaHHBOI [IiarHOCTUKM Ta ITPOUIaKTMKM, IIaTOreHeTUYHO Opi-
€HTOBHOI Teparlii Ta MOXJIVBOIO XipypridHOro JIKyBaHHS CIIaJKOBMX
3axBOPIOBaHb OpraHa 30py; IATOTOBKa Ta IIiIBUINEHHS KBaslidikarlil
cimMertHMX J1ikapiB, 0P TaIEMOJIOTIB, MEIMYHMX FeHeTHKiB, TOIIO [2].
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Baxxmse wmiclie cepes; reHeTMYHIMX 3aXBOPIOBaHb, IIPY AKMX Ypaka-
€TBCSI OpraH 30py, HaJIOXUTh XxBOpoOaM HakonmaeHHs. Ha maHuit gac
3apeecTpoBaHo Oitbie 40 Takmx 3axBopioBaHb. OcoOivBe 3HaUEHHS
cepern HMX MatoTh Mykonosticaxapngosu (MIIC), ockisibku Mavbke mpu
KOXXHOMY 3 9-TV TUIIiB 3yCTpidaroThCs Ti UM iHIII 3MiHM 3 GOKy Ouert.

IMommpenicte MIIC B cBiTi cxitamae 1 Ha 162000 HOBOHapOIKEHMX.
3a maHVMM HalliOHAIEHMX 00mMH XxBopnx Ha MITC Bcboro y cBiTi Iieto
aToJIOTiEr0 cTpaxaae Omsbko 1500 rmomert. 3TigHO emimeMiooriaHmx
nocrtimKeHb 3axBopiopaHicTe Ha MIIC y pisHMx KpaiHax KOJIMBA€TbCA
Big 1 : 15000 (B Yexii) mo 1 Ha: 156000 (B Himewunmsi). Tak, 3a manvmm j1i-
TepaTypu B ABCTpii e rokasHuK ckiagae 1 : 78000 HoBoHapopKeHmX;
y @paniii - 1: 80000; B AscTpaiii - 1 : 136000;y I'oyuzanmii - 1: 149000 ta
y BermkoOpurasii - 1: 150000 HoBoHapomxkenmx[18].

Ha >xayb, B 1OCTYyIIHIV JTiTepaTypi JaHMX OO0 3aXBOPIOBAHOCTI Ha
MIIC B VkpaiHi He Mae.

Meta po0O0TH — BUBYNTH 3a JaHVMM JIiTepaTypu 3MiHM OpTraHy 30Py
npu pisamx Trax MITC.

Marepiamamyu poboTy ciIyTyBayIv JpKepesia JliTepaTypu 3a Ilepiofl
1992 -2013 poKMBiFTHOCHO €TioJIOoril, TaToreHesy, KIIHIYHMX POsBIB Ta
nikysanHs MIIC E 76.0- E 76.2 3a MixHaponHowo Kiacudikalliero XBo-
pob6 (MKX-10) .

OtrpmmMaHi pe3ysIpTaTy Ta ix 00TOBOpeHHs

MIIC snepmie OynmonmcaniC.Hunteryl1917 p. AsTOop crioctepiras
nBox OpariB y Biti 8 1 10 pokiB, 1110 MajIV IIOPYIIIeHHs OIIOPHO-PYXOBO-
o arapary, relaTo-CIUIeHO i Kap/lioMerasliro, a TaKOXX 3HVDKeHHs iHTe-
nexty. Y 1919 p. G.Gurler onmcas ineHTruHy, ajte OUIbII BaXKKy KITiHid-
Hy KapTMHY 3axBOPIOBaHHS JIBOX XJIOITUMKIB, III0 He OyiIM pomaudaMu.
Ormmicana naToJIoris yBIiIUIa B JIiTepaTypy I Ha3BOO «MyKOIIoIicaxa-
punosn» y 1952 poui 3asasxu gocinimpkenHam G.Brante.

MIIC - rpyma criaikoBrx xBOpoO CIIOITy4HOI TKaHVHY, 00yMOBJIeHa
MIOpYIIeHHSM OOMiHy IJIiKO3aMiHOIJIIKaHIB (KMCIVX MyKOIOJIicaxapu-
7liB) B pe3yJIbTaTi FeHeTYHO 00yMOBJIeHOI HeITOBHOIIHHOCTI dpepMeH-
TiB, 1110 IPUIMAIOTh YYacTh Y IX po3ueIlIeHHi. YCIaJKOBYEThCsI XBOpoba
3a ayTOCOMHO- JtoMiHaHTHUM THIoM. ITpyu MIIC ypaxaeTscsa cucrema
J1i30coMasIbHUX (pepMeHTiIB, 1110 IPUIIMAIOTh y4acTh y KaTabosti3Mi Ii1i-
Ko3aMiHorJlikaHiB. TakyM 4uMHOM B pe3ysibTaTi depMeHTaTVBHOI Hemlo-
CTaTHOCTi OCTaHHI HAKONWYYIOTHCS B OpraHax i TKaHMHaXx.

I'nikosamiHOITIIKaHY MOXKHa BUABUTM y OaraTbox opraHax i TKaHU-
Hax. Tak, XOHApoiTMHA CyJIbdaT Ta KepaTaHCyJIbdaTe KOMIIOHEHTOM
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XPsIII0BOT, KICTKOBOI TKaHWMHY, a TAKOXX TKAHWH OKa; lepMaTaHCyJIbdar
TUIIOBUV [JIs1 IIKipY Ta KJIallaHiB ceplis; relapaHCysIbdaT € KOMIIOHeH-
TOM MeMOpaH HepBOBMX KJITUH i TKaHWH MO3KY. BifcrinkoByBaHH: Ha-
KOIIMYeHHA IT1iIKO3aMiHOITIKaHiB Ta€ MOXJIVIBICTb BCTAHOBUTM i TPOCITi-
oty KitiHiuHi mpossu MITC.

3a cygacHoI0 KiIacudikamiero BUOULIOTE AeB a1k Timis MIIC, xo-
XKeH 3 SKMX 00yMoBIeHUI Aedinmrom crenmdivHoro dpepMeHTy, o
OpUVIMa€E y4acThb Y IOCIiIOBHOMY PO3YelUIeHHI MeBHOro IIiKo3aMiHO-
IIiKaHy (XOHOPOITMH-IepMaTaH-TellepaH i KepaTaHCyibdaTiB):

1. MIIC Tuma I (cumpgpom I'yprep). Hedexr depmenta anbda-
L-inyponinasw;

2. MIIC tumna I (cuampom I'yinepa-Ileize). [ledpext dpepmenTa anbda-
L-imyponimasu;

3. MIIC Tuma I(cumgpom Illente). dedexr depmenHTa anbda-
L-imyponinasu;

4. MIIC Tumna II (cuanpom Xanrep) [ledext dpepmenTaifgypoHar-c-
cyJibdparasy;

5. MIIC tvma III (cvmmpom Candwmmio). [ledekT 4oTMphoX eH31MiB;

6. MIIC tuma IV (cuampom Mopkno). [ledpexT dpepmenTa H- arieTnsi-
rajlakTO3aMiH-6- cyyibdarasis;

7. MIIC Tyma VI (cuagpom Maporo-Jlamn). dedexr depmerTaapii-
cysbdarasa B;

8. MIIC Ttuma VII (cuanpom Cras).[dedext dpepmenTabera-rimoKy-
poHinasw;

9. MIIC tuma IX. JedexT dpepmenTa riasryponinasm [3].

HiarHoctrka MIIC e BayxIrBoio Ha paHHIX eTarlax IIpOsIBY 3aXBOPIO-
BaHHS, OCKUIBKM JTa€ MOXJIVBICTh CBOEUACHO PO3IIOYaTH 3aMiCHY Tepa-
Mil0 Ta ageKBaTHy CUMIITOMaTU4Hy Tepalliio i, TaKuM 4iHOM, IIPOIIO-
BXXVTV IIOBHOITIHHE XXUTTS NallieHTiB. Y Oaratbox xsopux giarnos MITC
TPMBAJIVI Yac JINIIAETHCS He AiarHOCTOBaHMM, III0 IIPM3BOANUTE [0 IIO-
CTYIIOBOTO PO3BUTKY HEOOOPOTHMX MATOJIOTiUHMIX 3MiH B OpraHismi Ta
B IIOJAJIBIIIOMY 10 TIepeI9acHol cMepTi. bUTbIIicTs Takmx miTeri pu Ha-
POMKeHHI He BigpisHSAIOTHCS Bif, 3IOPOBMX, ajie IO Mipi mporpecyBaH-
HSI 3aXBOPIOBaHHS MYJIBTVCVCTEMHI ypakeHHS Jal0Th IIpo ceOe 3HATM.
Harrgacrine ypaxaroTbcsi HEpBOBa, CeplieBO-Cy/IVHHa, reriaTo-Jli€Halb-
Ha CMCTeMU, KiCTKOBO-Xp4IlloBa TKaHVHa Ta OpraH 30py.

ITpyravHoro Mi3HBOI IarHOCTMKY Hal4acTillle € 3HadHe Pi3HOMaHITTA
IIPOSIBIB MATOJIOTII Ta HY3bKa 00i3HAHICTh MEIMYHIX IIpariBHIKIB. I lartien-
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TV MOXYTh TPVBaJIVIA Yac CIIOCTepiraTvich y peBMaTosiora, HeBpoJiora, Kap-
Tiiorora 3aJIMIIIarourch 6e3 ocTaTodHOro riarHosy [4]. 3miHM opraHa 30py
y TaKVX TIAI[i€HTiB HaJacTillle CIIOCTepiraloThes BXKe Ha II0UaTKy 3aXBOPIo-
BaHHs B pe3yJIbTaTi HaKOIYeHHs [TIKO3aMiHOIVIIKaHiB y TKaHMHax OKa.

3a maHuMM JIiTepaTypy MeMOpaHO-3B 43yI0ul BaKyoJli, B SIKUX PO3-
MillleHi mIikoaMiHOITiKaHM, OyiIM 3HaVIIeHi PaKTUYHO y BCiX TKaHMU-
Hax OKa, IO i 3a0e3meumsio 3HaUHY KUIbKicTh ouHMX mpossis [5]. o
OCHOBHMX 3 HUX BITHOCATBCS - IOMYTHIHHS POTiBKM, opTasbMorinep-
TeH3isl, TJIayKoMa, JucTpodis CiTKiBKM, aTpodis Ta HaOpsiK 30pOBOTO
Hepga [5,6]. Oxpim TOro, MoXkecrioctepiraTch IIporpecyBaHHs IICeBII0-
eK30(pTasIbMy Uepes3 MisIki opbiTy, rinepresropmsmMy, KOCOOKOCTI, Tirep-
MeTpomil Ta acTurMaTmsmy [7].

Posrianemo ocHoBHI 3 Hux. [loMyTHiHHA poriBKmM HayJacTilre BU-
Hykae ripvt MIIC I, VI, VII-ro tumnis [5]. HavOieIn BupaeHe y HaiieHTiB
mocroro Tuiy. ITpudnHoo 710ro po3BUTKY € CTPYKTYPHO 3MiHeHi kepa-
TOLIUTV Ta KOJIareHOBi BOJIOKHA CTPOMM POTiBKM Yepe3 HaKOIMYeHHS B
HVX BHYTPIIIHBO- Ta MO3aK/IITUHHO ITliko3aMiHorrlikaHis [7, 8]. Ha pan-
HiX eTarlax ITOMyTHiHHs POTiBKM MO)Ke MaTy Oe3cMIITOMHMI Iiepebir,
abo X XBOpi MOXYTb CKapXUTVCh Ha MiABUIIeHY cBiTi100043Hb [9]. Llent
CTaH HaVJacTillle Ma€ TeHIEHIIIO 10 IPOrpecyBaHH: 3 IOCTYIIOBUM I10-
ripIlIeHHAM TOCTPOTU 30pYy, 10 MOXKe ITPU3BeCT 10 CJ1abK030pOCTi um
CITNOTN, 0COO/IMBO TPV ITIOMYTHIHHI B OITTMYHI 30Hi porisku [10].

BHyTpinmHbOUHA rinepreHsisa Ta IJIayKoMa B OCHOBHOMY BUSBIIS-
erbes y nanienTis 3 MIIC I ta MIIC VI tunis. Hargacrinre Bory BuHM-
KaloTh BTOPUHHO B pe3yJIbTaTi BiTHOCHOIO 3BYy>KeHHs KyTa IepeIHbOl
KaMepy 4y TIOTipIIeHHi BiATOKy dYepe3 OOCTPYKIIii0 TpaOeKysIsspHOI
cucremu [11]. KitiniuHi nposiBu € XapaKTepHMMM BifIIOBIHO 10 TUITY
IJIayKOMM i XapaKTepu3yIOThCs PO3IIMPEHHSIM eKCKaBallii, ITiIBUIIeH-
HSIM BHYTPIIIIHBO OYHOTO TMCKY Ta 3BY>KeHHSM II0JIs 30py. B pasi mis-
HBOT JTIIarHOCTVKM HeOOOPOTHO MPU3BOIATD J10 CIIITOTH.

Herenepartis ciTKiBKM dacTinie criocrepiraerbest py MITC I, MIIC
ILMIIC III Ta MIIC IVTymis. [TpyauHoro 11 po3BUTKY € BigKiIaJaHHS
I71iKOo3aMiHOIJIiKaHiB B IIIrMEHTHOMY eIIiTeJIil CITKiBKM Ta ¢oToperiern-
TOpax, [0 B MOJAJIBIIOMY ITPU3BOAUTE 0 iX IIpOrpecylodoi BTpaTw,
PO3BUTKY JlereHepaTMBHMX 3MiH CITKiBKM Ta CIIPVSIE PO3BUTKY aTpodii
30poBoro Hepsy [12]. Ha paHHix eTamax HarieHTy MOXyTb CKap>KUTHCh
Ha IIOTipIIIeHHs 30py B TeMpsiBi (remepartomis) [5]. B momaseinomy Bu-
HMKa€E 3By>KeHHs MOJIiB 30py 0 TpyOdacToro Ta BTpaTa IIeHTpaIbHOTO
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30py. HereHeparlis CiTKiBKM IIporpecye HOBUIBHO, IPpU IIOMY Yac IO-
YaTKy 3aJIeXKWUTh Bif] TSOKKOCTI peHOTHITY. [13].

Habpsk mycky 30poBoro HepBy i aTpodisi 30poBoro HepBa HalJac-
timre yaVKae rpy MIIC I i MIIC VI tvrax [12]. BHacinok Binxtagases
I7IiKOo3aMiHOIVIIKaHIB y TBep/ivi MO3KOBiV 0OOJIOHII Ta CKIepi BUHVIKAE IO~
TOBIIIEHH: Cy0apaxXHOIIaJIbHOTO IIPOCTOPY, IO IIPM3BOINTb [0 CTVICKAHHS
30pOBOTO HepBa, Ta B MOJAJIBIIIOMY CIIPVsi€ PO3BUTKY HaOpsIKy 30pOBOTO
HepBa Ta BTopuHHOI aTpodii [12,14,20]. HaOpsik aycky 3oposoro Hepsa
MOJKe TaKOXK BMHVKHY TV depe3 IiIBVIIIeHHs BHY TPillTHbOUYePeITHOro THC-
Ky[14]. MoxmVBIiT TaKOX iHITIVVE BapiaHT pO3BUTKY aTpodil, 0 BMHMKAEe
rpu GesrocepeTHLOMY Bi/IKJIa/IaHHI IJTIOKO3aMiHOIVIKaHIB Y TaHTJTIO3HX
KIITMHaX 1, TAKMM YMHOM, IIPU3BOAUTH 10 JleTeHeparlil HelIpOoHiB. ATpo-
ist 30poBOro HepBY HPMU3BOONUTH [0 3HVDKEHH: KOHTPACTHOL 9y T/IMBOCTI,
3BY>KEHH:I TI0JIiB 30py Ta PO3BUTKY B IMOJAILIIIOMY CITIIIOTIAL

OdrasipMorIOriuHi IIpOsIBM IOCUTH YacTO BMHMKAIOTh Ha PaHHIX
etartax po3suTky MIIC [12]. Taxi cummToMy, SIK CBITJIOOOSI3HB, Kypsida
CJIiroTa (reMepasIolis), IIOMYTHIHHS POTiBKM, IICeBI0eK30(PTabM, KO-
COOKICTB Ta 3HVDKEHHS 30PY, [JOCUTD JIETKO MOXYTb Oy TN BUsIBIIEH] JIiKa-
PpsIMU 3arajIbHOI IIPAKTUKM IIUISIXOM OIJIAlY, OIIMTyBaHHS Ilalli€eHTa 4un
6arbkiB. Tox IIpy HasIBHOCTI HETUIIOBOTO 30BHIIITHBOTO BUIJIIY, IIepe-
PpaxoBaHVIX BUIIle CMMIITOMIB JIiKap 3arajIbHOI IIPaKTUKV IIOBMHEH Oy T
HAaCTOPOXXKEeHVIM i HaITpaBUTH TaKOTO IAIfi€HTa 3 METOIO ITOIJIBIIIOrO 00-
CTeXXeHHs [0 reHeTlKa, [efiaTpa Ta odTajlbMoIIora.

BomHouac, HeoOXiTHO BiMITHUTH, 110 OOCTEXeHHs TaKMX ITallicHTiB
MO>Xe OyTH yCKIIaJiHeHe uepe3 COliaJIbHiI IPWYMHY — pO3JIay iHTeTeK-
Ty, IO YCKJTQJIHIOE KOHTAKT 3 TallieHTOM; He OaKaHHS CIIBITpallOBaTHA.
Ha sikicThb miarHOCTMKY 3aXBOPIOBaHHS 0€3yMOBHO BIUIVBAIOTh i MeId-
Hi mpyravian. Tak, Ipm ypaskeHHi pOTiBKM OIISI MOXKe YCKJTaTHIOBaTVICh
cBiTrI000513HI0 [15]; TOMYTHIHHS POTiBKM MOXKe IIOTipIITyBaTH Bisyastisa-
I1if0 OYHOrO JHa, 1[0 HPU3BOAUTH A0 Ba)XKOCTi IIPV MOHITOPWMHIY Ha-
OpsKy 30poBOro Hepsa, aTpodii 30pOBOTO HepBa, JlereHeparlil CiTKiBKY;
TsDKKI ITOMYTHIHHS POTiBKM Ta il ITOTOBIIEHHA MOXYTE YCKIIaHIOBATV
OIIIHKY KyTa IlepeqHbOI KaMepy Ta PiBHSA BHYTPIIIIHBOOYHOIO TVCKY;
iCHYIOTh TPYJHOII AydepeHIlia/lbHOI JiarHOCTUKM 3MiH B IIOJIi 30Dy,
II0B sI3aHMX 3 IJIayKOMOIO Ta JlereHepaTVBHVIMY 3MiHaMM CiTKiBKu [5, 16,
19]. Bce 11e HeobOxizTHO BpaxoByBaTH ITpY OIJISA/I NAIli€HTIB.

BucHOBKM

1. Takum YMHOM, CIIAZKOBI XBOPOOM OpraHa 30pYy SIBJISIETBCS IPU-
UVHOIO CJHIIOTM HprOiIn3HO B 42-84% BUIIaAKiB i IIOCIHAIOTh Ba)KIIVIBE
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MicIie y JIaHIIi OXOPOHM 300POB I, OCKIJIBKI € OCHOBHVM YMHHVKOM iH-
BaJTiIM3allii ANTAYOro HacejleHHs. BakimBe Miclie cepep] reHeTUUHMX
3aXBOPIOBaHb, IIPU SIKMX YPaXkae€ThCsl OPTaH 30PY,HaJIeXUTh XBOpobaMm
HakomvyeHHsd, a came MIIC ockiyibKy Mavbke py KOXXHOMY 3 9-Tu Ti-
IiB 3yCTPidYaroThCs Ti UM iHII 3MiHM 3 OOKY OUerl.

2. Hiarnoctmka MIIC e BaXJIMBoIO Ha paHHIX eTallax IIPOSIBY 3aXBO-
PproBaHHS:, OCKUIBKM JJa€ MOXJIVIBICTh CBOEUYACHO PpO3IIoYaTy 3aMiCHY Te-
palIifo Ta afileKBaTHy CMMIITOMAaTUYHY Teparlilo i, TakuM 41HOM, 30eper-
TU IKICTb XXWUTTS TAIli€HTIB.

3. CxpuniHr Ta panss giarHoctka MIIC cimertHyMmY JliKapsiMu, clie-
HOiayicTaMy, J0 SAKMX IIepIIOYeproBO 3BEpTalOThCA ITALIEHTY 3 TaHOIO
I1aTOJIOTI€I0, a caMe - PeBMaToJIOTiB, HeBPOJIOTiB, Kap/IioJIoriB, odTalb-
MOJIOTiB, € HaI3BMYalHO BKIVIBMM 3 TOUKM 30PY IIpodpiIakTmKM iHBa-
JimHOCTI. 3Bakaloun Ha 4acTOTy 0pTaIbMOJIOTTYHVIX ITPOSIBiB, HEOOXiTHO
YIOCKOHaJIMTH ITIpOorpaMy IiITOTOBKM CIIelliajIicTiB OXOPOHM 30POB s 3a-
raJIbHOI Mepexi (JIikapi IUIPHMYHI TeparieBTy, JIiKapi 3ara/lbHOT MeaMIIV-
HVI, CIMeVHOI IPaKTMKM) Ta CIlelliali30BaHMX 3aK/Ia/liB OXOPOHM 310POB s
(odTaspMosIOriuHOI CITy>KOM, JliKapi-crieliaiicTi) 3 MMTaHb CKPUHIHTY,
IiarHOCTVMKWM, JIIKyBaHHSI, AVCIIaHCepu3allii Ta peabitiTartil xsoprx MIIC.

3. IlepcrieKTMBOIO MOJAIIBIIIMX JOCIIIIKEHb € BM3HAUEHHS ITMTOMOT
Baruv CHaJKoBMX (pakTOpiB y BUMHMKHEHHi Ta IporpecyBaHHi odTaib-
MojtoriuHo1 maTostorii y xpopux Ha MIIC, pospobka Ta BIpoBaKeHHs
B IPaKTVKY IIPOrpaM II0I0 MOXJIIMBOI IIPOdITIaKTMUKIM Ta PaHHBOI dia-
THOCTVKW, IIIO B MatOyTHROMY OOOB SI3KOBO BifoOpasmThCs Ha ITOKa3-
HUKax sIKOCTi XXUTT Ta piBHAX iHBaJIITHOCTI BHACITIOK 3aXBOPIOBAHHS.
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Pe3rome

Bitosceka O.I1, ITiuxyp H.O., Ckosnens T.B., Bovrtko J1.O. [Tamoaoeiuni 3minu
opeana 30py Yy nayicHmi6 3 MykonoAicaxapuoo3om.

CrraKoBi XBOpOOM opraHa 30py SBIIAE€THCS MPUYMHOIO CITMTOTY TIPUOIM3HO B
42-84% BUTIATIKiB 1 TTOCiHAIOTH BayKITMBe MiCIle y JIaHITi OXOPOHM 37I0POB s, OCKiThb-
KM € OCHOBHVMM YMHHIMKOM IHBaJTiOM3allil anuTssuoro HacejieHHs. [liaraocrmka MITC
€ BaXUIMBOIO Ha paHHIX eTalax IpOsIBY 3aXBOPIOBAHHS, OCKUIBKI JJa€ MOXJIMBICTh
CBOE€UYACHO PO3II0YaTH 3aMiCHy Tepallilo Ta afileKBaTHY CUMIITOMAaTUYHY Tepallilo i,
TaKVM YMHOM, 30eperT sKicTh XXUTTS nartieHTi. Katouo8i ca106a: mykomomicaxapm-
1031, 0pTaTBMOTE€HEeTVKA, [JIIKO3aMiHOIJIIKaHV, CIIaIIKOBi XBOPOOL.

Pe3rome

Burosckas O.I1; ITnukyp H.A.; CkoBnens T.B.; Borrtko JI.A. [lamosoeuueckue
U3MeHeHUA Opeana 3peHus | nayuennos ¢ MykonoAucaxapudo3om.

HacnencreeHHbIe 3a0071eBaHs OpraHa 3peHVIs SIBIIIIOTHCS IIPVYVHON CJIEIIOTHI
IpVOIM3UTEbHO B 42- 84 % ciIydaB 11 3aHMMAIOT BaXXKHOE MECTO B CTPYKTYPe OXPaHBI
3[I0POBBSI, TIOCKOJIBKY SBJISIOTHCS OCHOBHBIM (PaKTOPOM MHBAJIMIAM3ALN HEeTCKOIO
HacesteHns. [Inaraoctrka MIIC sBiigeTcs: BaKHOV Ha paHHMX eTarlax pOosiBIeHNs
3aboJ1eBaHMs, TIOCKOJIBKY JTa€T BO3MOXKHOCTh CBOEBPEMEHHO HadaTh 3aMeCTUTEITh-
HyIO Tepanuio ¥ afeKBaTHYIO CUMITTOMaTUYecKyIO Teparnio, TaKuM obpa3oM co-
XPaHWUTb Ka4eCcTBO XXIM3HY IallVIeHTOB.

KaroueBore cr0ba: MyKOIOJIMcaxapuio3bl, odpTayIbMOTeHeTIKa,
TIIMKO3aMIMHOI/IVKAaHbI, HacJIe[ICTBEHHVIE 3a00/IeBaHs.

Summary

Vitovska O., Pichkur N., Scovpen T., Voitko L. Eye pathology of patients with
mucopolysaccaridosis.

Heritable disease of eyes is at bottom of blindness in 42-84% cases and account
for child disability. Screening and early diagnosis of mucopolysaccaridosis by fam-
ily doctors and ophthalmologist are important factor in prophylaxis disability.

Key words: mucopolysaccaridosis, oftalmogenetika, glycosaminoglycans, he-
reditary diseases.

Peyenzenm: 0. meo.n., npogp. A.M. Ilempynsa
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OCOBJIUBOCTI MOTOPHOI ®YHKLII TOBCTOI KULLKWK
Y LLYPIB PIBHOIO BIKY

O.10. €dimenko, }0.0.CaBuenko, O.B. Kabauos,
T.M. ®dananeesa, T.B. beperosa
Kuibcvkuii nayionarvnuil ynibepcumem imeni Tapaca IlleGuenxa

Beryn

Y maHwm yac B racTpOeHTepOJIOril Iy Ke BeJIrKa yBara IpUIUIS€ThCs
TIOPYIIIeHHsIM PyX0BOi (PYHKIIiT TpaBHOTo TpakTy. Lle 1o si3ano 3 M,
IO, SIK TTOKa3ayIvt JOCIIIIPKeHHs OCTaHHIX POKiB, Ti UM iHIII pO3Iagy MO-
TOPVKM IIUTyHKOBO-KMIIIKOBOI'O TPaKTy MOXYTb BUCTYIIATV ITPOBITHVM
MaTOreHeTYHVM YMHHMKOM 0araTbox MOIIMPeHVX FacTpOeHTepoJIoriy-
HVX 3aXBOPIOBAHb TaKMX K racTpo-e3odpareasibHa pediroKCHa XBOpoba,
IIVICKiHe3is JKOBYOBMBITHVIX IIUISIXiB, KOJIITY, 3aKpeIy, pak Ta if. [1,2].

B miporreci crapinms 3MiHIOIOTBCS CTPYKTYPa i JisUTbHICTD Pi3HMX Op-
raHis i cucrem ymoauaN. He BUHATOK i pyXxoBa (yHKIIis TOBCTOI KMIIIKI
[2,3]. ITnTanHA BiKOBMX 3MiH MOTOPWKM TOBCTOI KMIIIKM IIMPOKO 0OTO-
BOPIOETLCS B HAYKOBIV JIiTepaTypi, ajle OJHO3HaYHOI JTyMKM ITI0/10 1150-
ro HeMa€. 3a JaHMMM OTHVX aBTOPiB OyJI0 BCTAHOBJIEHO, 110 Yy JIOHEN
IIOXMJIOTO BiKY CIIOBUIBHIOETBCS YaC TPAH3UTY PalioMiueHNX YaCTMHOK
B TOBCTiVI KMIIIIi, B HOPiBHAHHI 3 Mostonymm [4,5]. Takox Oyiia BusiBie-
Ha obepHeHa KOpeJIAllis MiXK UMCIIOM BYCOKO-aMIUITYTHUX CKOpOUYeHb
TOBCTOI KMIIIKY i BIKOM Yy MDKTpaBHMV Tlepiof Ta micys ixi [6]. Tomi gax
B iHIIMX pobOTax aBTOPU He OTPUMaJIM CTATUCTUYHO 3HAUYyIIVX 3MiH B
MOTOPMIIi TOBCTOI KMIIIKM 3 BiKoM [7, 8].

3B’sA30K pobOTM 3 HayKOBMMM IJIaHAMM, IIporpaMaMy, TeMaMu.
Pobota BukoHaHa 3a piHaHCcyBaHHS [lepKaBHOTO areHTCTBa 3 IIUTaHb
HayKM, iHHOBaIlill Ta iHdopMaTu3aliil YkpaiHu B paMKax BUKOHaHHS
HayKOBO-0CITiTHOT poboTn «EKcrepumeHTasibHe OOIPYHTYBaHHS 3a-
CTOCYBaHHSI HAHOKPVICTaJIiYHOIO JiOKCHUY LIepPito B TaCTpOeHTepOoJIOrii,
IpokToJIorii i repiaTpii» (Ne mepkaBHOT peectpanii 0113U006058).

Y 3B’53Ky 3 1IIM MeTO¥0 poOOTHI OYJI0 AOCITANTY CIIOHTAaHHY Ta CTU-
MyJIbOBaHy MOTOPVKY TOBCTOI KUKV Y Iy PiB pi3HMX BiKOBUX IPYIL

Marepianm i MeToOM TOCITiIDKEHD

HocrnimpkenHs niposeeHi Ha 20 6imx HeJTIHIVHMX Iy paX IBOX BiKoO-
Bux rpy1: 3 micstaamx (Bara 130-160 r, n=40) ta 24 micsranmx (Bara 390-
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