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BJUSIHUE METAKPUJIATA HA ®YHKIHUIO CJTIOHHBIX EFFECT OF METHACRYLATE ON SALIVARY
KEJIE3 GLAND FUNCTION
CenuakoBu4 [O.B., Epomenko I''A., Kazakosa K.C., Senchakovych J.V., Yeroshenko G.A., Kazakova K.S.,
Bunam C.M. Bilash S.M.
VBenuueHue cpenHel NPOIOIDKUTENFHOCTH JKU3HH JIIOJEH, The increase in average life expectancy, the

[aTOJIOTHsI TBEP/BIX TKaHel 3y0oB, W, ocobeHHO TKamel mapomoHra, pathology of dental hard tissues, and especially of
NPUBOAMT K MpOrpeccHpymolieil morepe 3y6oB, B cBsi3u ¢ uyem , periodontal tissue, leading to progressive losteeth, and
yBeJNMYMBAETCS MOTPeOHOCT, B 3yOHBIX npotesax. Akpuiossie therefore increases the need for dentures. Acplbstic
IUJIACTMACChI, KOTOpBIe cedyac MNpHUMEHsIOTCs Kak — OasucHeie that is now used as a base material, can not liféeireaht to
Marepuarbl, Helb3sl cuuTaTh HHAN(GdEpeHTHRIME [UIsl TKaHel nmosoct  oral tissues, in particular for the mucosa. Effexft
pTa, B TOM 4MCiIe Ui CIU3KCTON obonouku. BiusHue merapuiata Ha  metharylate on function of the salivary glands is
GbyHKIMIO CITIOHHBIX Kene3 siisiercst MHorodakropusiM. Ilo manHeiM — Mmultifactorial. According to the literature datajdads first
JIMTEpaTypbl, 3TO NPUBOJMT B IIEPBYIO OYepelb K pe3KkoMy cHIkeHHIo t0 a acute decrease of secretion. Resulting inrbishces
ypoBHs cekpermu. CIeACTBHEM Yero siBIseTcs HapylieHne romeocraza  0f homeostasis of the oral cavity, reducing thetquoiive
pPOTOBOM MOJIOCTH, CHUKeHHMe 3amuTHOoW ¢QyHkuuu cmmsucroi  function of the oral mucosa and lower quality of
000JI0UKH TIOJIOCTH PTa M CHIKEHHE KauecTBa jKkeBaresibHOM QyHKIMKH. — masticatory function.

KioueBble €jI0Ba: MeTakpuiar, 3yOHBIC MPOTE3bI, CIFOHHBIC Key words: methacrylate, dentures, salivary
JKeJIe3bl. glands.

Crarrs Hagivinua 14.01.2014.

V]IK 573.311+616-021

JII3OCOMHI XBOPOBU

N

\

Bpo/pkeHi MetabouniuHi MOpyIIeHHs MPOsBILSIIOThCs dizionoriyaumu qucdyHkuismu i(a6o) nedexramu inrenekry. Okpemi
CHaJIKOBI MOPYIICHHS TPAILISIOTHCS JOCHTD PiZIKO, 3arajloM BOHH MArOTh 3HAYHHUI BIUIMB Ha IHTCJIEKTYaIbHUHN 1 HCUXIYHUH PO3BUTOK
JTUTHHU. Brcokuii piBeHb 03HAHOMIICHOCTI JTIKapiB 3 I[€0 IPYIIOI0 3aXBOPIOBAaHb Ta PaHHS [iarHOCTHKA ACSKHX CIAJKOBHUX XBOPOO
00MiHYy pEYOBHH, MOXKE KapANHAIBLHO BIUIMHYTH Ha mepebir XBopoOu Ta ix nmporno3. Bee 1e Bu3Hayae HayKOBUii 1 KIIIHIYHU# iHTEpeC
JI0 aHo1 Mpo0iemMu, 0COOINBO Ha Cy4aCHOMY eTalll PO3BUTKY HayKH, KOJIH 3'IBHJIMCS] HOBI TEXHOJIOTIT JiKyBaHHs 6araTboX BiOMHX
MeTaboTiYHUX 3aXBOPIOBAHb.

Kurouogi ciioBa: nizocoma, rigposnituui GpepmenTr, MeTaboJiuHi XBOPOOH.

Jlo BUBYEHHS, 0COOJIMBY yBary NpUBEPTAIOTh OPraHENN 3arajbHOrO MIPU3HAYEHHS - JII30COMH, BOHU
BIJIIrPafOTh BAKJIMBY POJIb Y PO3BUTKY IILJIOTO PSAY KIITHHHUX MATOJIOTiH. Byjo HeogHOpa3oBO MOKA3aHOo,
mo y Oararb0X BHIIQAKAaX BeJUKA KUIBKICTh JIi30COM TPH3BOAMTH [0 IOIIKODKEHHS, MaJiHHI
KUTTE3AATHOCTI a00, HAaBIaKH, MOXKe OyTH MOB'A3aHO 3 PO3BUTKOM penapauiiHuX MpoLeciB Ha KIITHHHOMY
pismi [1, 18].

© Llenimoxo B.1., bopyma H.B., Epowenko I'.A., 2014
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Tepmin "mizocoMa", 110 O3HAa4ya€ JITHYHI 4YaCTUHKH, OyB BBemeHuil B 1955 p. Oenbrificbkum
murosiorom Kpicrianom e J{roBoM, J1izocOMa - ofHOMEMOpaHHA CEKPETOPHA BaKyOJIb, 10 BUKOHYE (DYHKIIIIO
BHYTPIIIHBOKIITHHHOTO PO3LICTIVICHHS MaKpOMOJIEKYJ, BOHM HaA3BHYAiiHO pi3HOMaHiTHI 3a Qopmoro i
po3mipom. Jlizocomu MicTaTh Oiibine 40 pi3HUX KUCIMX TiApoJia3, 30KpeMa MpoTeasu, HyKjeasH, Jilmasu,
¢dochominasm, hocdarasu, cyasbarasu, AKi Kpalre BCOTO IPao0Th Mpy Kucnux 3Hadenusx PH (pHS). [2]
Ontumym pH mst uux GepMeHTIB nekuTh y Mexax 4,5-5,caMme Taka KUCIOTHICT MIATPUMYETHCS BCepeInHi
Ji30cOM. YMOBHO BUAUISIOTH 4 OCHOBHI BUAM JIi30COM: - IEPBUHHI Ta BTOPUHHI Ji30COMH, ayTOo(harocomu i
3auIIKoBi Tinbi [3, 18].

JlizocomHi xBopoOu abo JizocoMHi xBopoOu HakonmdeHHs (JIXH) - me Bakki cmaakosi
3aXBOPIOBAHHS, SIKI BUHUKAIOTh BHACHTIJOK 3HIKCHHS CIEIU(IYHUX (EPMEHTIB Ji30COM, BOHHU BiAirpaiu
BHpIIIANBHY POJb y PO3KPHUTTI MeXaHi3My COpPTyBaHHS Ji30cOoMHHX riaponas [4, 21]. IIi xBopobu
0OYMOBJICHI TEHETUYHHMH MOPYIICHHSIMH, B PE3YNbTAaTi SKUX OJHA ab0 KUIbKa JII30COMHHUX TiApoa3
BUSIBIAIOTECSL AeekTHUMU. DepMeHTH OepyTb ydacTh y IEBHOMY eTaili OOMiHy KOMIIOHEHTIB OiJKiB,
BYTJICBOMIB Ta JIMiAIB. Y pe3yiabTaTi HEAOCTATHOCTI (pepMeHTIB (AKTUBHICTH JII30COMHHX (PEPMEHTIB HE
mepesuinye 10-20% Bim HOPMH) CIIOCTEPITa€THCS HAKOMWYEHHS CybcTpary (XBOpOOH HAKONMHYEHHS —
TU3ayPUHO3M), HEPO3LICIUICHHI CyOCTpaT Takol rifpoyia3d HAKOMMYYEThCS B JIi30COMax, IO i 00yMOBIIO€E
naronorito [5, 18]. [Ipu upomy, nopymyerbess QyHKIIS KIITHH PI3HUX TKAHUH OPraHi3My, i, sSIK pe3yJbTar,
TIOSIBIISTIOTHCS KITIHIYHI CUMIITOMH TSDKKOTO MPOTPECYIOUOT0 3aXBOPIOBAHHS 3 YPAKECHHSIM 0aratbox opraHiB
Ta CHUCTEM. 3a3BWYail Taki XBOPOOW BHKIMKAIOTHCS MYTAIlEI0 B CTPYKTYPHOMY T€Hi, IO KOAYE OKpPEMY
rigponasy. binpmricts reniB mpu JIXH yxe inentudikosani i Bigoma ix sokanizauis [6, 19, 28].

IToMiTHTH TATOJIOTiIO, TPH JH30COMHHX XBOpo0Oax, MOXKHA Ha OCHOBI KIHIKH. IS XBOPHX
XapaKkTepHA 30BHINIHICTh 3 TPYOMMH pucaMu OOJWYUsS, HASBHI Pi3HI HEBPOJOTIYHI MOPYIICHHS, CKEIICTHI
aHoMasii, [aToyoris 30py Ta CiIyXy, pi3HI CTyHeHi po3yMOBOi BiACTaloCTi. 3aXBOPIOBAHHS MOXeE
CYIPOBOKYBATHUCS Bijl TIepioy HOBOHAPOIHKEHOCTI O 3pijoro BiKy. Bupi3HAIOTH paHHi Ta mi3Hi GopmMu
3axBoproBanus [7, 21].

Hocutb 4iTKO BHpaXeHMH KIIHIYHMKA MOIiMOp(]i3M Ji30COMHHX XBOpoO HakomuueHHs. OpHak,
HE3BA)KAIOYM Ha L€, ICHYIOTb XapakKTepHi O3HaKW MIJIs BCHUX 3axXBOPIOBaHb LBOIO Kiacy, a came. -
MTOJTICUCTEMHICT, TOOTO 3aJIy9CHHSI B MATOJOTIUYHUHN MPOIeC 0ararbOX OpraHiB 1 TKaHWH, - BUHUKHEHHS 1
MIPOTPECYBAHHS 3aXBOPIOBAHHS ITICIISA JCSIKOTO MEPIOLy HOPMAIHHOTO PO3BUTKY. Y OUIBIIOCTI, i XBOpOOHU
NpU3BOAATH 10 PaHHBOI iHBaimiAM3awii Ta mepenyacHoi cmepti. Jlume gesxi ¢opmu  XBOpoO
XapaKTepU3YIOThCs OJIM3BKOI0 JO HOPMHU TPUBAIICTIO XHUTTS. THI yCTIAAKyBaHHS ayTOCOMHO-PEIIECHUBHUIA
(AP), pimre periecuBHUM, 3uernienuii 3 X- xpomocomoro [8, 18, 39].

Bigomo Oinbmie 40 mizocomHMx XBOpoO, uactora mnartoiyoriii 1:5000. Ilopiuno B CIIA
HapokyeTbest 6mu3pko 200000xiteit 3 JIX. B Ykpaini ¢pepmenrtatuBHi gocrimkenas JIX nmpoBoasTses 3
1995 p. 1 Ha CHOrOJHI HApPaxOBYIOTh BH3HAYCHHS aKTHUBHOCTI 18 ;1i30cOMHUX (EPMEHTIB, IO 03BOJISE
BepudikyBaru 253axBoproBansb [9)].

Knacudikaris 1i30coMHHX XBOPOO:

- mykonomicaxapumosu (cuaapomu: I'ypiepa, Illeiie, Xanrepa, Can-®iminmo, Moporto-Jlami, Cias);

- cohinromimigosu (cuaapomu: Tes-Caxca, Himana-ITika, Kpabe, ®ap6epa, Illingnepa, GM 1, GM 2,
MeTaxpoMaTHYHa JICHKOAUCTPOdist);

- Mykominino3u (riikompoTeiHo3n XxBopoOa Bonbmana, uepoimnuii stinodycrmHo3  (imiomaTis
Kydca), mykosmimigo3u 1-3 TurmiB);

- mikominigo3u (cunapom [Nomre, @abdpi).

MyxkomnoJiicaxapuao3u — XBOpOOH HAKOMUYEHHS, B PE3yJIbTaTi HECTaui J1i30COMaNbHUX (EPMEHTIB
3MIHIOETHCS KaTa0oIIi3M TIIIKO3aMiHOTIKaHIB Ta HACTAa€ iX HAKOMMYCHHS B JII30COMaX, 110 BUKIUKAE TPyOy
KJIITHHHY T1aTOJIOTIIO Ta XapaKTepHY KIIHIYHY KapTHHY. 3aXBOPIOBAHHS YCITaIKOBYBA€EThCS 3a AP TumowMm, 3a
BUHATKOM cHUHIpoMy ['aHTepa (pelecHBHUI, 3UeIUICHU 3 X-XpOMOCOMOI0). 32 HasiBHUM (hEPMECHTATHBHUM
neekToM BUPI3HAIOT, 14 THOIB Ta MATHIIB  MyKOIIOJMicaxapuao3iB. 3a3BWyUail  3aXBOPIOBAHHS
MPOSBIIAIOTECA ¥ Billi 1-6 micsmie [10]. Burukae i mocTymoBo po3BHBAETHCSA PO3YMOBA BiACTAIICTh, (hi3HUHA
HETIOBHOLIHHICTh, $IKI YacTO MNPHU3BOIATH A0 cMepTi. OCHOBHI CHMITOMH 3aXBOPIOBAaHHA. 3aTpUMKa
MICUXIYHOTO PO3BUTKY, HEBPOJIOTIUHI MOPYLICHHS, MiABUIICHICTh CYXOXXUIKOBUX peQIIeKCiB, CyIOMH,
aTakcis, nedextu 30py (ITIOMYTHIHHS POTIBKH, KaTapakTa Ta iH.), IIOPYIICHHS CIIyXy, KiCTKOBI Je(opMarrii,
Bagu cepis, renatociuieHoMmeranmis. KimiHiuHA KapTHHA 3aXBOPIOBaHb JOCHTh PI3HOMAHITHA 1 BKIIOYAE
ypaKeHHsI CHOJIYYHOI TKAHWHH, SIKi B OJHHMX BUMAAKax OUIbII BUpaKEeHi B CKENeTi Y HOro 4acTHHAX, B
IHITUX — B YpaKCHHI CepIlsl M POroBoi 0OOJIOHKH OdYeh. bioXiMivHMM MapkepoM XBOpPOO HAKOTHYCHHS €
rimepcekpertist i/4u BHYTPINIHbOKTITHHHE HAKOITMUEHHS TIIiKo3aMinormikanis [11, 21,35].
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Js cunapomy ['ypiiepa XapakTepHE paHHE ITIOMYTHIHHS pPOTOBOI OOOJOHKH, KapJIMKOBICTH,
rinepTpuxo3, ckidouedaniss, Makporuedais, po3yMoBa BiACTAIICTh, Ipy0l pucH 00IMYYs, BTpaTa CIyXy,
remaToCIUICHOMETais, Kifiu (TPHKi), BUKPUBIICHHS KOMIHHUX CYrI00iB, OpaxifakTuilis, KirTernoioHa KucThb,
posmmpeHHs aiadizis [12].

Jlnsa cunnpomy XaHTepa XapaKTepHI KapJIHKOBICTh, pO3yMOBa BiJICTAJICTh, TeMAaTOCTUICHOMET AT,
KapJionarisi, BIICYTHICTh TIOMYTHIHHS POTIBKH, aTUIOBHH MITMEHTHHH PETHHIT, HaOpSIK TUCKA 30pOBOTO
HEpBa, 30UIbLICHE TYpelbKe Ciluia, 13500010 Mi0HI Tia momnepekoBux xpeouis [13,15].

s cuanpomy Candininmo (A, B, C ) xapaktepHa moMipHa KapiIHKOBICTh, TIIEPTPUX03, CEPEIHBOT
BKKOCTI YpPaKCHHsI CKEJIeTa, YIIUIPHEHHS KICTOK CKJICHIHHS 4Yepera, MoMipHe OTpyOiHHS puc OOmmdds,
BiZICYTHICTh TIOMYTHIHHS POTiBKH, 3HIW)KEHHSI CIyXy, HE3HauHa rernaToMeraisi, JBOOMYKII Tijia MOMEPEKOBUX
XpeO1iB, po3ymoBa Biacramicts [18].

[IposiBamMu cuapoMy MOpPKIO € KapIUKOBICTh, YIIUTEHEHHS KiCTOK CKJIICIIHHS Yepera, TOMYTHIHHS
poriBkH, BTpata CilyXy, IOMipHa rematoMeraiis, rimomsasis 3yO0OBHIHOTO BiIPOCTKA, MiABMBUX LIMHHUX
XpeOIliB, IepBiKaJIbHA MI€JIONATisl, KUTbOMOMIOHA nedopMalliss TpPyIWHHU, 3arajbHa CJIA0KICTh M'SI3iB,
JIACIIIA3is CTETOH, 30epexenuii inteext [21].

Cunnpowm Illefie kiTiHIKa Taka X SK 1 Ipu cuHApoMmi ['ypiiepa, aie HasBHA TyTOPYXJIMBICTEH CyT00iB,
aopTajbHa pErypritauisi, aje iHTENEKT HOpMalbHHU. JlesKi MOCTiAHWKM BBaXKAIOTh HOTO CHHIPOMOM
I'ypraepa [16].

Cunnpom Maporo-JlaMi — cumMnToMaThKa, K Mpu cuHApoMi ['ypiiepa, ane iHTEIEKT HOpMaTbHUI
[17,18].

Cungpom Cnas — rpy0i pucu oOIMYYs, Pi3HUH CTYNiHb MOMYTHIHHS POTiBKH, 3HM)KECHHS CIYXY,
remaToMerajis Ta ciieHoMmeratis, aedopmaris rpyaHoi KiaiTkd, X-moaiOHa aedopMaliist Hir, 30epeeHHH
inTenexT [18].

Cunapom ni deppaHTe - HU3BKOPOCTICTH, PO3YMOBa BiJICTANliCTh, TiPCYTH3M, TpyOe BoiocCcH,
rermaToMerais, TOMIpHUN MHOXMHHHUM JU30CTO3, TIMOIIa3is 3y00oBUIHOTO BigpocTka [15,18].

XBopoba Himana-ITika (cdinroaimizne3) - xapakTepu3yeTbCs HAKONMWYEHHSAM Yy KIITHHAX
petukonoenorenito ¢pochomnimiay - chinromieniny. Lle BinOyBaeTbcs B pe3ynbTari MOpyLIeHHS! GepMEHTHOT
aKTUBHOCTI cinromienininazu. Tum ycmagkyBaHHS - ayTOCOMHO-peliecHBHHH. YacToTa 3aXBOpIOBaHHS
1:10000. Buninstors 4 Bapiantu 3axsoproBanus (A, B, C, I). Ilpu Bapianti A, B HasBHuii medinur
tdepmenTty chirmomienininazu, npu C ta Jl - akTuBHICTh HOpManbHa. ChirMomniniio3 3ycTpiuyaeTses JUIIE B
paHHBOMY IHTSYOMY Billl 1 XapakTepusyerbcs 3nosikicHuMm nepedirom [35,40]. [TouyaTok 3axBOprOBaHHS
CYNIPOBOKYETHCS BIIMOBOIO BiI 1Ki, 3pUTyBaHHAM, OfoBaHHsAM. IIporpecye 3aTpuMmka IMCHXOMOTOPHOTO
PO3BHTKY, TemaTocIieHOMeralisi. 3rojjoM (QOpPMYIOThCS CIACTHYHHN TeTpamape3, TIIyXoTa Ta CINoTa.
kipa HabyBae KOpHYHEBOTO BiATIHKY. Ha sicHax Ta s3umi 4acTo MOXHA M0OAYNUTH XapaKTepHi YOPHUIBLHO-
cuni wisiMu. CIOCTepira€Thess 30UIBIICHHS JiMpaTHUYHUX BY3JiB, CyIOMH He XapakTepHi. Ha ouHOMy
BUSIBIIIETHCS BUIIIHEBO-4e€pPBOHA TuIfMa (iK i mpu xBopobi Tes-Cakca). Bapiant -Al - me kmacuuna dopma
3axBOpIOBaHHA 3 BaKkuMmH ypakeHHs LIHC, Bupaxkenoro cruieHomeramieto. Qs ¢opmu - Bl xapakrepna
OlnbIn mi3Hs MaHidecTanis (2-6 pokiB), BIACYTHICT HEBPOJOTIYHOT CUMIITOMATUKHM Ta XPOHIYHUI mepedir
3axBoproBanHs. [l Bapianta - Cl xapaktepHa BapiaOenbHICTh mepe0Oiry, y 40 BiZACOTKIB - BiAMIiYa€ThCs
MIPOJIOHTOBaHA JKOBTSHUIIA, sIKa 3HUKAE B 2-4 MicsIl )KUTTS, TenatociuieHoMeranis. Tun -/ moxiouuit no -
Cl, ame wacto crnocrepiraroThCcs cynomu. JliarHO3 BHU3HAYAE€THCS HA OCHOBI KIIHIKM Ta BHUSBJICHHS B
IMyHKTaTaX KiCTKOBOTO MO3KYy Ta cele3iHkd KiiThH Himana-Ilika. KmiTuHM MaroTe 3HAYHUN PO3MIp, TpHU
(ikcamii ciUpTOM MarOTh MIHUCTHH BHUIIsIA. DepMEeHTHA AiarHOCTHKAa METaOOJIIYHOIO OJIOKY MOXKIHBA B
eKCTpakTax KyJIbTypH WIKipHUX (iOpobnacTiB 4m B neiikouuTax mepudepiiiHoi KpoBi micis ix oOpoOKu
yasTpassykom [20,21,35].

XBopoba Tes-Cakca (iH(DaHTHIBHWMIA TaHTIIO3MA03) - B OCHOBI JIEKHUTH IOPYIIEHHS OOMIHY
TaHTJI03U/IIB, SKE CYNPOBOKYETHCS X BiJKJIQJICHHSAM Yy Cipili peuoBHHI MO3Ky (nepeBuinye Hopmy B 100-
300 pasiB), B meuinmi i cenesinni. [Ipu xBopo6i Tes - Cakca BigmiyaeTbes nedinUT rexcoszamiHigazu A.
Yacrora 3axsoproBanHs 1:250000.Tun ycmagkyBaHHsS ayTOCOMHO-PEIICCHBHHUM, JIOKami3aiis reHa B 1544
xpomocomi. [lpu HapomkenHi Ta B mepiii 3-4 Micslli JiTH HE BiIpPi3HSAIOTHCS BiJ 3I0POBUX JITCH.
3axBOPIOBaHHS PO3BUBAETHCS TMOCTYIOBO: IWUTHHA CTa€ MEHII aKTHBHOIO, BTpadae HaOyTi HaBUYKU Ta
3aIliKaBJICHICTh IO ITPAIIOK, TEPEecTae BIT3HABATH MAaTip, Ilad CTa€ CIa0KUM Ta MPOTSDKHMM. PaHo
3'SIBISIIOTHCSA PO3TAAM 30py. MOpymieHHs (ikcamii, ciigkyBaHHS 3a mpeaMmeramMu. IIIBHAKO PO3BUBAETHCS
CIIIIOTa, YaCTO OJHOYACHO PO3BUBAETHCH 1 TiyxoTa. IlcuxiuHi po3nagy MporpecyroTh i HACTae Aerpajaariist
IHTENeKTY 0 cTanii imioTii. Po3BUBa€eThCA TIMOTOHIS, UTHHA HE MOXKE TPUMATH TOJIOBY, BUHUKAE Mapaniy
KiHITIBOK. YacTO BHHHKAIOTh THIIOBI CyJIOMH 3 OITICTOTOHYCOM, SIKi TPOBOKYIOTHCS MiHIMaIbHUMHU
30BHILIHIMH TOApa3HUKamMu. P03BHBAIOTHCS ICeBIoOynbOapHi mapainivi (po3iaad KOBTaHHS, HACWIBHUI
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cMix Ta miaay). Jitv mBuaKo XyaHayTh i uepe3 1-1,5poky Hactae cMepth. [liarHO3 BH3HAYAETHCS HA OCHOBI
KJTIHIKW, BU3HAYCHHSI aKTUBHOCTI T€KCO3aMiHiTa3u A B JICHKOIMTAX, B TKAHUHHUX TOMOTEHATaxX Ta KyJIbTypi
(i0po01acTiB, TUIIOBHUX 3MiH HAa OYHOMY JHI (aTpodisi AMCKIB 30pOBOTO HEpBa 1 BUITHEBO-UYEPBOHA IUISIMA B
MakyJspHii minsa [21,35,40].

XBopoba Kpabbe. AyTOCOMHO - PEIECUBHUN THIT ycIankyBaHHs. Kinacuaawii iHGaHTUILHAN THII,
MaHidectye B 3-6 Mic. MiABUIICHOIO 30y UIMBICTIO 1 TIEpUyTIMBICTIO JO 30BHIMIHIX MoApa3HuKiB. [IIBuako
MPOTpecye 3aTpUMKa IICUXOMOTOPHOTO PO3BHUTKY, IIIyX0Ta, CyAOMH, iepudepuyna Heiiponartis. ['inepTonyc
M'S31B KIHITIBOK 1 Timeppediekcis 3MiHIOIOTHCS MIISBICTIO 1 TimoToHi€er0. Bei 111 popMu XapakTepu3yrOTHCS
MICHXOMOTOPHHM PErpecoM, IPOrpecyrodol aTtakciero, BTpaTor 3opy [22,27,32].

JlinorpanynemaTto3 ®apbepa - pijKicHE CHagKoOBe 3aXBOproBaHHSA. € Bimomocti Bchoro mpo 30
xBopux. Jlimorpanynemato3 OOYMOBICHHM BIJCYTHICTIO JIi30COMHOTO (EpMEHTY IepaMilia3u, SKAN
TIAPOMI3y€e KUPHY KHCIOTY. AYTOCOMHO-PEIIECHBHHM THIT YCIanKyBaHHSA. llepaMmim HaKONMMIyeTbCS B
MiAMKIPpHAX By3JaX, HUPKax, Ae ioro BMicT B 10 pa3iB mepeBuIlye HOpMY,Ta MEUiHI, A€ KOHIECHTpPALisl
nepesuiieHa B 60 pasiB. [Ipm ricTonoriyHOMy MAOCHIIKEHHI B MiJIIKIPHAX BY3JaX BHU3HAYAETHCS,
3abapsienuii peaktuoM IIudda, sxupoposunuumii Mmatepian [21].

BaxkicTs mepebiry XBopoOHM Bapilo€ Bif JIETKOTO CTYIEHS IO BaKKOTO, XapaKTEepHE IIBUIKE
MpOrpecyBaHHs: XBOpoOa MPOSBISAETHCS HA TPETHOMY - YETBEPTOMY Micsmi XUTTA. CHUMITOMaMH €. -
XBOPOOJIMBE MPUITyXaHHS CYrjio0iB, 30KkpeMa MiK(aJTaH[OBHX, TOMIJIKOBOCTOITHUX, MPOMEHE3AIl ICTKOBHUX,
KOJIIHHUX, JIKTHOBUX; - CIIOCTEPITA€ThCS YTBOPCHHS MiAMIKIPHUX M'SIKAX BY3JIHKIB B 00JIACTI Ypa’KeHHX
cyrno6iB. IliamkipHi By3nMMKH 301IBIIYIOTBECS B pO3Mipax, JOKaTi3yIOThCS TaKOX B MICISX THUCKY - Ha
TTOTHJINITI, B TTOTIEPEKOBO- KPIPKOBIA 00J1acTi, HA KOH IOHKTHBI, BYIIHIM paKOBHHI, B 00JIacTi HI3ApPiB, poTa.
Big3Havaerbess XpHILTCTB, SIKA MOYKE IMPOrpecyBatd ax 10 adoHil, MOPyIIeHHS KOBTaHHS i auxaHHs (
O00OYMOBIICHO HAsBHICTIO T'paHyJIbOM B o0Onacti si3uuyka i1 ropradi). [liTH BaKKO i IIYMHO IHMXaIOTh,
xapakTtepHa rinmeprpodis. [locTiiHUMKM CHMNTOMaMH € 3aTpPUMKa IICHXOMOTOPHOTO PO3BHUTKY, MCHXIYHI
posnanu, ypaxkeHus nepudepuaHux HepsiB [23].

XBopoba Illinanepa - me pigKicCHE TeHETHYHE MeETa0oNiYyHe MOPYIIEHHs, IO XapaKTepH3YEThCS
nedinuToM sizocomansHuX GepmenTiB N-anernn-ansga-D-ranakrozaminigasu. [lopymeHHs BiTHOCUTBCS A0
IPyIH 3aXBOPIOBaHb, BIIOMHX SK JII30COMHI posiaau. Y ocib 3 xBopoborw Ilinmnepa, nedinur N-ameTwni-
anba-D - ramakrosamiHimasw, NPU3BOAUTH [0 HAKONWYCHHS NOEAKMX CKIAJHUX CIOJIYK B 0araThox
TKaHUHAax opraHi3Mmy. IcHyioTs aBi ¢opmu xBopoOu Illingmepa, xBopoba | Tumy, po3BHBaeThCs mIe B
muTHHCTBI. JliTh mpubmm3HOo m0 1 poKy MOYMHAIOTH BTpadyaTtw panime HaOyTi HaBwuku. JlomaTKoBi
HEBPOJIOTIYHI 1 HEPBOBO- M'S30BI CHMITOMH MOXKYTh CTaTH OYCBHUAHUMH, B TOMY YHCJI 3MCHIIICHHS
M's130BOTO TOHYCY ( TiIOTOHIs) 1 c1a0KiCTh; MUMOBUIBHI, MIBUAKI PYXHU 31HHUI O04el ( HICTarM ), MOpYyIICHHS
30py, a TAKOX €301 HEKOHTPOJILOBAHOI €JIEKTPUYHOI aKTUBHOCTI TOJIOBHOTO MO3Ky. [Ipu mporpecyBanHi
XBOpOOH, y MITEH, K MPABUIIO, BU3HAYAIOTHCSI OOMEKCHHS PYXiB IIEBHUX M'S31B, BHHHKAE Ba)KKa PO3YMOBA
BIICTAJIICTh, TOPYIICHHS CIyXy Ta 30py, a TaKOX BiJACYTHICTh peakiii Ha CTUMYJIH 3 HABKOJHIIHBOTO
cepenoBuma [27, 32]. XBopoba linmiepa tuny |, € mopociorwo (popMor BOro po3iany, MpH i M'sKii
dbopmi 3aXBOPIOBaHHS CHMIITOMH MOXXYTh BKJIOUATH IIOSBY IUIAM Ha MIKipi, TOCTIHHE pPO3ITUPCHHSI
KPOBOHOCHHX CYJIWH, IO BHUKJIMKAE TIOYEPBOHIHHS INKIpH HA MOMIKO/KEHUX MiasHKax. OOmmBi dopmu
xBopoOu LliHaiepa ycraakoByrOTECS 32 ayTOCOMHO -PELIECHBHIM O3HaKamuM [25].

lanrmiosino3sun Gm | tumy (HelpoBicuepaibHuUil dimigo3y, xBopoda Hopmana-Jlanainra). B ocHoBi
MaTOTreHe3y 3aXBOPIOBAHHS JIEXKHUTD Ae(PILUT JIi30COMHOTO (PepMEHTY KHMCIIOI P-TalakTo3uaasu (BCiX TphOX il
i30epmenTiB - A, B i C), skuii B HOpMi BIAIICIUTIOETHCSI B TEPMiHAIBHY TajlakTo3y BiJ raHriio3uaiB Gmi
Big kepaTtaHcyibdatiB. [Ipu nediuuti QepmeHTy, i pPeHOBMHH HE KaTaOONI3YIOThCA 1 HAKOMHYYIOTHCS
BHYTPIIIHBOKJIITHHHO. 3aXBOPIOBAHHS TPOSBIIETHCS HE3a0apoM ITCIsS HApPOHKEHHS 3arajibHoi M'S30BO1
FIIOTOHI€0, BIACTaBaHHAM (DI3MYHOrO 1 ICMXOMOTOPHOI'O PO3BUTKY. 3'SIBIISIFOTHCS HAOPSK 1 IPOTECKHICTH
puc obmuyus, sk npu cuHapoMi ['ypiep abo rimotupeosi, 3 3amalliHHS KOPEHS HOCa, Makporiocier. ScHa
rineprpodoBaHi, KUCTI pyK KOPOTKi i ToBCTi. Ha 2-my miBpiuui »x)utTs 30inbinyeTbes mnedinka i y 80%
XBOPUX BHU3HAYA€ThCS CIUIeHOMeramis. Ilpu odraneMockomiuHoMmy nociaimkendHi B 50% Bumaakis
BUSIBIIIETHCS  CUMIITOM <«BHUIIHEBOi KICTOUKHM» Ha OYHOMY JHI. BuUpasHICTh 3a3HAYCHHX CHMOTOMIB
MOCTYMOBO HapocTae. Ha mowatky 20 pPOKY >KUTTA 3'BISIIOTBCSA 1 IIBUAKO MPOTPECyIOTh CHUMIITOMH:
T IBHUIITYETHCSI PEAKIIisl Ha 3BYK, MMOPYIITYEThCS KOBTAHHS, HABITh IO HEOOXIMTHOCTI XapuayBaHHS Yepe3 30HI,
3'IBIISIOTBCS TOHIKO-TOHIYHI cymomu [27]. Ilpu nmocmimkeHHI (OPMEHHX €JIEMEHTIB KPOBI BUSBISIOTHCS
BaKyOJIi3yBaHHs JTiMQOLUTIB. B KicTKOBOMY MO3KY MPUCYTHI BaKyOJIi30BaHHI TiCTIONUTH. Y CEUOBOMY Ocaji
- OHOSIACPHI MIHUCTI KIITHHU. Y OlomTaTax MEUYiHKH - BUSIIMIOTHCS BaKyoJi30BaHI KyrdepoBi KIITHHH, B
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HUpKaxX - BaKyoJi3aIli KITHH KIyOOYKOBOTO emiTelnito (ypakeHHS HMPOK XapaKTEPHO TIABKH IS i€l
(hopmu i o3y), BaKyoIrizoBaHi mkipHi Gpidpodaactu [26].

lanrmiosimo3sn Gm 1l tuny (XBopob6a [leppi). 3aXBOprOBaHHS YCHAJKOBYEThCS 3a ayTOCOMHO-
peuecuBHUM TUTIOM. B OCHOBI maroreHe3y ranrmio3igosu Gm |l tumy, Tak camo, sk i npu | Turmi, TeKUTH
nedimur kucmoi ranakTo3unasu. Ha 1-my pomi KUTTS AUTHHA PO3BHBAETHCS HOPMAIBHO, IPOTE Yy Hel MoXke
OyTH MiJBUIICHA PEaKIlisl Ha 3BYK Ta 1HINI MOIPa3HUKH. 3aXBOPIOBAHHS IPOSBIISIETHCSA HA 2-MY POLIl KHTTS
CHHIPOMOM TIPOTPECYIOUOr0 ypakKeHHs MO3KY, BiJICTABaHHSAM IICHXOMOTOPHOTO PO3BUTKY, M'S30BOIO
TITTOTOHI€I0, CYyJIOMaMH, aTakCiero. 3a3HaueHi MOPYIIECHHS IIBHIKO MPOTPECYIOTh, HAPOCTAE aTaKCis, MOXKeE
PO3BHMBATHCS aMaBpO3. XBOPHIA IIepeCTaEe pearyBaTH Ha HaBKOIHUIIHE cepenonue [21,27,32].

MetaxpoMaTryHa JIeHKOIUCTPOdis. AyTOCOMHO-PEIECUBHUN THN YCHaAKyBaHHS. MyTaHTHHI
(depmeHT - apincynbdaTtaza A. Po3pi3HAIOTECS NPUPOIKEHUM THIT - MaHi(ecTye 3 HapOIKeHHs cIalOKiCTIo,
CyJIOMaMH, I1aHO30M; IN3HIH - 1HQAHTWILHUA THII, HAWOLIBLI MOINMPEHHUH, MaHi(ecTye HAa 2 My pOIl
KUTTS, XapaKTePU3YEThCSl MIISIBICTIO 1 TIMOTOHIEI0 M'sA31B HIT a00 BCHX KiHLIBOK. Jlami mporpecye 3aTpumka
PO3BHTKY, arakcisi, cinaOkicTe, aTtpodis 30poBHX HepBiB. CHoOCTepiraerbcsi NCHXOMOTOPHHH perpec 3
BTPATOI0 MOBH, HPOTPECYIOUYMIA CIIACTUYHHUK TeTpanape3. FOBeHinpHMN THUI MaHidecTye y Bii 4-12 pokis
MIJBHUIIICHOIO COHJIMBICTIO, CJIa0KiCTIO, pO3JaJaMy IIOBEOIHKM 1 Ii3HaBalbHUX (QyHKHiH. Hapoctae
NICUXOMOTOPHHUH 1 MOBHHMH perpec, mporpecye atpodis 30poBux HepBiB. Hdopocnuii Tum manidectye B
nyOepTaTHUil mepion, a0o IMmi3HIiIIE, PO3JaJ0M EMOMIMHUX 1 IHTEICKTyaabHMX (YHKIINH. amaTU4HICTIO,
E€MOIIIHOIO JIaOUIBHICTIO, TIOPYIICHHSIM 34aTHOCTI 0 HaBYaHHS a00 BUKOHaHH: mpodecitinoi podotu. Jami
HIBUJKO HApOCTa€ aTakcis, aTpodis 30pOBHUX HEPBIB, 3'IBIAIOTHCS IW30(peHii, moxiOHi mcuxo3u abdo
JIeTIpecisi, iHO/i, XpOHIYHHI aJIKOT0JIi3M, POrpecye CacTU4HmiA TeTpanapes [28,40].

Myxkoainizo3m - 19 Tpyna CHCTEMHHX 3aXBOPIOBAaHb XapaKTEPU3YEThCS HAKONUYCHHSIM
MYKOIIOJTicaxapuiiB, a TaKOX JIMiIiB (CiHromimiaiB, TIIKOMIMIAIB) B BICHEPATbHUX 1 ME3CHXIMAIBHUX
KkiTHHAX. JIiMiAu HAKOMMYYIOTHCS TaKOX Yy KIITHHaX HEpBOBOI cucTeMu. KIIiHIYHO MyKOJNIMiZO3U CXOXi 3
MYKOIIOTiCaXapuI030M, IM BIIACTHMBI JeAKi PHCH TaHIIi03i103u (aMaBPOTHYHOI iMiOTii) - BaKyoJIi3aIlis
JIEHKOITUTIB, KIITHH KICTKOBOTO MO3KY Ta IHIUX OPraHiB, CAMITOM «BHIITHEBOI KiICTOYKM» HA OYHOMY IHI 1
MeTaXpOMaTHYHOIO JeTeHepaliero nepudepunyHux Hepsis [21,29].

XBopoba Bonbmana (xBopoOa HakommueHHs edipiB xonmectepuny - XHEX ) - ayrocomHoO -
peLleCHBHUI THN YCTaKyBaHHS, MIBUAKO MPOTPecyioda XBopoOa, MPU3BOAUTD 10 JICTAIBHOTO PE3yJNbTaTy,
NpUYMHA 3aXBOPIOBAHHS - MOBHA BiJCYTHICTh aKTHBHOCTI KHCIIOi JII30COMHOI Jiina3zu. XBopoba Bombman
MaHi(ecTye B HepIli THXKHI XKUTTS OJIOBOTOIO, 3AYTTSAM >KHBOTa, IPOTPECYIOUOI0 T'eNaTOCIUIEHOMETAIIENO.
[IpuenuyeTbcss mporpecyrodya aHeMis, TPOMOOIMTOICHIS, aKaHTOIMTO3, KajblMdikallis 1 Timepruiasis
HaJHUPHUKIB, BUpa)KeHa 3aTpUMKa paHHboro po3Butky. XHEX, Oinbln jerka ¢popma xBopoOu, MaHidecTye
B IIMPOKOMY BiKOBOMY Jaiamna3oHi (Bix 1 mic. 10 23 pokiB) renaroMeraiiero, sika 3a3BH4aid mporpecye i Beae
no (ibpo3y mediHKW. [HII CHMOTOMH MEHII TOCTiMHI, 1 BKJIIOYAIOTh CIUICHOMETaJilo, Timep- Oerta-
JITONPOTEIHEMITO 1 TIEpeIIaCHII aTEPOCKIIEPO3, PiIe - BAPHKO3HE PO3IIHPEHHS BeH cTpaBoxomy [30].

Tpancmnanramist croBOYpOBMX KIITHH MYNOBHHHOI KpOBi, BHSBHJAaci II€BUM CIIOCOOOM Yy
BiZTHOBJICHHI piBHS KMCIIO1 J1130COMHOI Jiinma3u mpu xBopo6i BonbMmaH, a Ha paHHIX CTalisfX 3aXBOPIOBaHHA - 1
MOBHICTIO BIUIIKYBAaTHCS Bix 1iel xBopoOu. I3painbebki Bueni - Stein J., Zion Garty B., Dror Y., Fenig E.,
Zeigler M., Yaniv |.,noBizoMmiIu npo BUIAIOK JIIKYBaHHS BiJl XBopoOU BosbMaH, Ha sSIKy CTpa)iae IUTHHA,
3a JOMOMOTOI0 TpaHCIUIaHTalii CTOBOYPOBUX KJIITHH 3 HECHOpiIHEeHoi, HeBiamoBimHoi 3a HLA - Tumy
MTyTIOBHHHOI KpOBi. JlkepenoM CTOBOYPOBHX KIIITHH JUIsI TpaHCIUIAHTAIi, Oysia crieriagsHo oOpaHa came
IYIOBHHHA KPOB, 3BaKAIOUM TAaKHX II€peBar IbOro JDKEepela, SK HeraiiHa JOCTYIHICTh MaTepiaiy i
MiHIMaJbHa WMOBIPHICTh PO3BUTKY CHHAPOMY « TPAHCIUIAHTAT MPOTH Xa3siHa ». [licia TpaHcIDiaHTalii, B
OpraHi3Mi XBOPOTO BiTHOBHUBCS HOPMAaJLHUN PIBEHHb KHCIIOT JI30COMHOI JIiITa3H, MEPII HiXK XBopoOa BCTHUTIIA
MPU3BECTH JO0 HE3BOPOTHHUX ITOMIKOKEHb opraHiB. Ilicis omeparii XBopuil KMBHH 1 Mae HOpMabHUN
piBeHb KHCIIOI Jinma3u B KIITHHaX mepudepiinoi kposi [31]. Hackinbku BimoMoO, Lie NEpIINil BUITAI0K
JKyBaHHS XBOPOTO, SIKHW CTpaskaae XBopoOoro Bonsmas.

ITizus popma imiomarii Kydea (riepoimninodhycnHo3 J0pocaux) mposBiseTbes y Bim 15-20poxkis.
CriocrepiraeTbcst MOBUTBHE MPOrPECyBaHHS OpraHiuHOi NeMeHuii. 3MiHu 3 OOKy opraHy 30py HE BIAaCTHBI,
NpoTe B OKPEMHX BHMAAKaX BHSBISIIOTH PETHUHIT. Y TEpMiHAJIBHUX CTalisiX 3aXBOPIOBAHHS XapaKTepHi
eMiIeNTHYHI Hala ¥, Iapaiivi, HepyxomicTs [16].

Myxkominigos3u | tumy. Tum ycmagkyBaHHSA - ayTOCOMHO-periecuBHUM. [laTorenes mMykodmimino3is |
TUIy He BcTaHoBieHo. llepenbavaeTpcs, MO MiABUIICHHS AaKTiBHICTH PsIy JI30COMHHX TiAponas B
MDKKIIITHHHIA PiAMHI IMX XBOPHUX, CBITYUTH PO CTPYKTYpHUH AedeKT J1i30coM, IO 3HMUKYE MILHICTh
KOMIUIEKCY CTPYKTYPHHX €JIEMEHTIB 1 ()epMEHTIB, 1 HPU3BOAUTH IO IOPYIICHHS KaTaOomi3My JMmaiB i
MYKOTOTicaxapHuIiB. 3aXBOPIOBaHHS MPOSBISIETHCS Y 2-My MiBpiudi JKUTTSA YIOBUIBHEHHSM MOTOPHOTO
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possutky [40]. I'prki, remaTo-i CruIeHOMETais 3yCTPiYaroThes mocTiitHo. Dismurmii po3suTok 10 10 pokis
HOPMAJIbHHM, aJie MOTIM CTIOBUIBHIOETHCS. PyXITHBICTh CYT/I00iB CIIOYATKY ITiIBHINEHA, a TIcis 4 pOKiB cTae
Jemo oOMexeHolo. BinzHauaeTbcsl 3aTpUMKa MICUXIYHOTO PO3BUTKY, OJHAK AIiTH 3a3BHYail BMIIOTh XOIUTH,
TpaTH, TOBOPUTH OKPEMI CIIOBA, MEAKI MOXKYTh BIIBIAYBAaTH CHEIiAIbHY IMTKOIY. ¥ XBOPUX CIOCTEPITarOTHCS
MIPOTPECYIOYi HEBPOJIOTIUHI MOPYIICHHS y BUTJIIAI M'SI30BOiI TimoTpodii, TIMOTOHIT, IOKOMOTOPHOI aTakcii.
MoXyTh Big3HauaTHCS CHUMITOMH <BHUIIHEBOI KICTOYKM» Ha OYHOMY [JHI 1 HOMYTHIHHA pOTiBKH.
Pentrenonoriyaa kapTuHa CKEJNETHHX IMOPYIICHb BIAMNOBiAA€ JIETKOMY MHOXXHHHOMY MAi30CTO31, SIK MPH
cuapomi Candiminmo. Jlimdpouutn mnepudepiiitHOi KpoBI BaKyoIi30BaHi. B  KICTKOBOMY MO3KY
3yCTPIYalOThCsl OCOOIMBI KIITHHU 3 TPYOMMU BaKyoJsiMU Ta rpanyiamu [21,33].

Myxkomninigosu Il Tumy ( XBopob6a I-kmitus - inclusion cell disease3axBoproBaHHsS YCIaIKOBYEThCS
3a ayTOCOMHO-PEIECHBHUM THIOM. KITIHIYHO 3aXBOPIOBAaHHS CXOKE€ 3 MyKomoJjicaxapumo3oMm | tamy -
cuaapoM ['ypriepa, ane BiIpi3HSETHCS IMe OUTBIN 3JIOSKICHUM TepebiromM. Y TakWx XBOPHX B JIi30COMax
¢i0pobnacTiB BiICYTHI Maibke BCi TiApONiTHYHI (QEepMEHTH, a BiANOBiAHI HEpO3WICIJIeHi cyOcTpaTh
HAaKOIMYYIOTHCS B KJIITHHAX y BHUIJISINII BEJIMKUX BKIIOUCHB. |-KIIITHHHA XBOp0oOa 00YMOBIICHA PEIICCHBHOIO
MYTalli€l0 €AMHOI0 I'eHa, TOOTO BOHA IPOSBISETLCS TUIBKH Y JIFOACH, AKI OTpuMaiu ae()eKTHI KOIii reHa Bix
000x 0atbKiB. [Ipy BUBUEHHI |-KITITHHHOT XBOpOOU BUSIBHIIOCA, IO B JII30COMax BCi TiApoia3u BiACYTHI, aje
B KPOBi BOHHM BUSBIISIIOTHCS. 3 IIbOTO BUIUIMBAE, IO CTPYKTYPHI T'€HH, IO KOAYIOTH iX, HE MOIIKOJKEHI.
AHOMaisi B JaHOMY BWIIQJKy BHKIWKAaHA TOPYIICHHSIMH TIPOIECY COPTYBaHHA B amapati [oimbmki, B
pe3yabTaTi 9oro TiIpoJIa3| 3aMiCTh TOTO, OO BCTYIATH J0 JII30COMH, CEKPETYIOTHCSA. XBOPI - HU3BKOPOCTI,
PO3YMOBO BijCTali, XapakTepHE MOTOBIICHHS SCEH, HA/JIUIIKOBA IIIIBHICTH IIKIpH, TOCTIHHUA HEKHUTH,
9acTi pecrmipaTopHi iH)EKIl, XpUILTICTh TOJIOCY, TPHXKi. 3a JOIIOMOTOIO IIIIMHHOI JIAMITH B POTIBITI MOXKHA
BUSBHUTH CHCIM(IUHY TpaHyJSIil0, Xodya ICTUHHOIO IIOMYTHIHHA HeMae. JlaHi pPEHTIeHOJIOTIYHOIO
JOCITIKeHHS KICTOK BiJIIIOBIIAIOTh TaKuM, SIK 1pu cuuapomi ['yprnepa [21,34].

Caikoxinmigo3m - cmagkoBi mopymieHHs o0OMiHYy JimigiB. [Jikomimimo3w ycmagkyroTbes 3a
ayTOCOMHO-PEIICCUBHOMY THITY, 3a BHKIIOYCHHSIM cuHApoMy Dabpi, ae aedekT mnoB's3aHuil 3 X-
XpOMOCOMOI0. [ TiKomimiau — Jinoiny, siki €
CTOJIyKaMH Iiepamilly 1 raJlakTo3u Ta MaloTh HEHpOaMiHOBY KHCJIOTY 1 Tekco3aMiH. [ JiKomimigo3u ainsarecs
Ha nepebposumosu (curapomu I'omre, Kpabe), cynbharnmosu, nepaMigomiro3nao3n, rairio3nmno3 (CHEapoM
Tes-Caxkca) [10,16].

XBopoba Tome — B OCHOBI 3aXBOPIOBaHHS JIGKUTH BTpaTa AakKTHBHOCTI (EPMEHTY
TIIOKOIepeOpo3uIas3y, Mo MPU3BOJNTH JIO HAKOIMYEHHS B KIITHHAX PETHKYJIOCHIOTETaTbHOI CHCTEMH
rmokoriepedpo3uay. lle omHe 3 HaWOLIBII BIAOMHX JI30COMHHX 3axBopioBaHb. IlImsax mepemaui —
ayTOCOMHO-peliecuBHUI. B ocHOBI — BpomkeHuid nedekT ¢epMeHTy Oera-TIoKonepeOpo3naasy, B
pe3yNIbTaTi YOro IItoKouepeOpo3un (MeMOpaHHHI JKUp) HAKOMMYIYEThCS B Makpodarax (Tak 3BaHi KIITHHU
T'omre). OCHOBHMMH KIIIHIYHUME CHMIITOMaMH 3aXBOPIOBAHHS € CXMJIBHICTH O HOCOBHX KPOBOTEY, IIKipHi
TeMOpariydi BHUCHIIH, BIIMIYA€ThCSA BiACTaBaHHSA y (DI3HIHOMY PO3BUTKY, 3pOCTi, iHGMAHTHII3M, 3ami3HLII
MeHcTpyauii. XapakTepHUM € 30iJbILCHHA TMEYiHKA Ta CEJE3IHKH, SKi 3aiiMaloTh MaibkKe YBECh JKHBIT.
Bunukarots 0o B TpyOUacTHMX KICTKax, sIKi MOCHUTIOIOTHCS TPH pyXax. BakKIMBHM CHMITTOMOM, SIKWAH
3yCTPIYa€ThCs B TOJOBHHU XBOPHX, € CBOEpiAHE IUIIMHUCTE 3a0apBiIeHHS pyK, oOmmuds. Maibke y BCIX
XBOPHUX HasBHA aHEMisl, JICHKOICHIs, TPOMOOIUTONCHIS. BUALIAIOTh TPU TUIHM XBOPOOU: - XPOHIYHUIT (THII
1), mpu siKOMy BiJICYTHI ypasKeHHS HEPBOBOi CHUCTEMH (XBOpPOOa IOPOCIHX), PO3BUBAETHCSA Y AITCH OLIBII
CTapILOro BiKy; - TUTSA4YMM a00 iHGaHTHIBHKE THIT (THI 2) 3 BUpAa)KEHUMH PO3JIajaMi HEPBOBOI CHCTEMH, SIKi
TPAaKTYIOTbCS KITIHILUCTAMH, SIK TOCTpPE HEBPOMATHYHE 3aXBOPIOBAHHS, PO3BUBAETHCSA Y Bili OMU3BKO 6
MICAIB; - MATITKOBUIT ab0 miarocTpuit Tum (Tum 3), 3a TSHKKICTIO € MPOMDKHUM,HAsIBHA CIJICHOMETATis,
HeBposoriuni Bigxunenns [21, 36, 40].

XapakTepHi 3MiHH TICTHOIMTIB, SKi 3yCTPIdalOThCs Y BENHKIA KUTBKOCTI B CENE3iHII, JTIM(paTHIHIX
By3JlaX, KICTKOBOMY MO3Ky. BusiBieHHs 1X B KICTKOBOMY TyHKTaTi (kmituHu [ome) € omgHuMm i3
MIarHOCTMYHUX  TECTIB. B OCTaHHI POKM BIPOBA)KEHO BHU3HAYCHHS AaKTUBHOCTI  (hEepPMEHTY
rimoKorepebposuaasn (B JedKoIMTax, y Medinii, ceaesinmi, Gpiopodmactax mKipu). Y XBOpHUX y CHPOBATIL
KpoBi B 5-50pa3 migBuieHnii piBeHb KUCioi Gocdarasu.

Jo HemaBHBOrO yacy MeOWLMHA MMPONOHYBala TINBKH CUMIITOMATHYHI METOIM JIKYBaHHsS XBOPOOH
lomre. €quHUM CITOCOOOM TOJIETIIUTH TaKi BaXKKi MPOSBH TINMEPCIUICHI3MA, K aHEeMis 1 TPOMOOIMTOIICHIS,
OyJio BunaneHHs cene3inku. [IpoBeeHHS CIJICHEKTOMIl, y WX MAalLi€HTIiB, JO3BOJISUIO AOCSITTH THMYaCOBOTO
nosiermeHHs. OnHaK HAKOMWYECHHS! HEPO3LICIUICHUX TIIOKOLEPeOpU3NIiB B OpraHi3Mi HE MPUIHMHSIOCH, 1
OCHOBHE HaBaHTAXCHHS TPH BIJICYTHOCTI CEJIC3IHKH JIATANIO HAa KICTKOBY TKaHWUHY. TakKuM YHHOM, IS
oTiepalrlisi MPU3BOIMIA IO PUCKOPEHHS AECTPYKTUBHUAX 3MiH B KICTKOBIH CHCTEMI.
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XBopo6a Padpi. X-34eIICHUH PEIeCUBHUMA THIT yYCHaAKyBaHHSA. KilacHIHMI THIT 3aXBOPIOBaHHS, B
IATSTIOMY a00 IOHAIBKOMY BiIli, TPEACTABICHWNA TEPIOAUIHUMH KPHU3aMH BaKKUX OOJIIB B KIHITIBKaX.
AHTiOKEpaTOMa, TIMOTiAPO3, XapaKTePHUM MMOMYTHIHHIM POTiBKH i KaTapakToro. [IporpecyBanHs cyIuHHOI
MaTOJIOTI1 BUSBIISIETHCS TAKOX HUPKOBOIO HEJOCTATHICTIO, Pifle - imeMiero 1 iHdapkTaMu cepis. YpakeHHs
OpraHiB 30py: MOMYTHIHHS POTIBKH Y BHTJIIII 3aBUTKIB 200 MAIBIICBOTO Y30py, CIIPSIMOBAHOTO BiJ IICHTPY
no nepudepii, BUSABIAIOTHCS IIUIMHHOI Jamiow. MaHidecralliss y IeTepo3UroTHUX KIHOK HaidacTiiie
npecTaBiIeHa JUCTPO(Dier0 POTiBKY, Pi/llIe - aHTioKepaToMa , IIie piare - akponapecrtesii (6o B KiHIIIBKaX)
[21,37].

Mopdomoridai  TOCHIDKEHHS JTI30COMHMX XBOpPOO HAKONMUYCHHS, CIPSAMOBAHI Ha BHSIBICHHSI
crnenudiYHUX ~ TATOJOTIYHMUX  MeTalboNiTIB y TKaHMHAX 1 piguHaX oOpraHisMy (HampHKIan,
[IIKO3aMiHOTJIIKaHiB), BHU3HAYCHHS AKTUBHOCTI (EPMEHTIB, JOCHTI/PKEHHS MIYCHOTO padioi30TomaMu
cybcerpaty B (pibpobiacTax MmKipH, a TaKOX MOJEKYJLSIPHO- TEHETHYHA JIIaTHOCTHKA, IO JTO3BOJISIE BUSBUTH
MyTamii y BiINmoBigHMX reHax. sl NpeHaTalbHOI AiarHOCTUKM BHUKOPHCTOBYIOTH KYJBTYPY KIITHH
aMHIOTUYHOI PiIMHH, Ky OJICPXKYIOTh IIpH aMHioneHTe3i [14,38].

Tepamist, 130COMHUX XBOPOO HAKONHMYCHHS, HAIpaBJICHA Ha 3aro0iraHHs BHYTPINIHbOKIITHHHOTO
HAKOIMYEHHS HEMETAa0O0I3yI0UMX CHCHU(pIYHUX I LUX 3aXBOPIOBAaHHB JIIIiAiB, MyKOIOJicaxapHIiB Ta
IHIINX MAaKpOMOJIEKYI. SIKI0 HaKOMMYEeHHS BXe BiOyocs, iieanbHa cTpaTeris JiKyBaHHS MOXKe BKIIIOYaTH
3HUIICHHSI IINX CIIOYK, BBEACHHIM OUYHIIEHHOI (popMu BTpaueHoro pepmenty. depMeHTO3aMicHA Teparis
JIa€ MOXKITUBICTD TAIiEHTaM JKATH HOPMAJIBHUM KUTTIM [23,24].

BB )))))iii£#£'’

Jlizocomu, BUKOHYIOUH TpaBHY, 3aXHCHY Ta BHIUIbHY (QYHKIII, BiAIrpalOTh Iy’Ke BaKJIUBY POJIb B
KJIiTHHAX opraHizmy. IlopymieHHs, siki BUHUKAIOTh B OpraHi3Mi IpW HecTadi THX YW 1HIIUX TigpOJiTHYHHX
(hepMEHTIB MPOSIBIAIOTHCS ICTOTHUM 3HMKCHHSIM (EPMEHTAaTHBHOI aKTUBHOCTI, 1 € Pe3yJbTaTOM MyTarlil
CTPYKTYpHOro reHa. BapiaOeapHICTh KiIbKICTI (DEPMEHTIB Ta IX PO3MOALTY B TKaHHHAX BiIIPalOTh BEJIHKY
POJIb B PE3UCTEHTHOCTI A0 Pi3HOMAHITHUX areHTiB cepeloBHIIa Ta 30yJHHUKIB XBOpoO. Tomy Oe3 BUBUCHHS
mizocoM Ta ix (epMEHTIB HaZacTh MOXJIHMBICTh JIKyBaTH CHAJKOBI XBOpPOOHW, TIOMEpeKyBaTh
3aXBOPIOBAHHS.
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JIN30COMHBIE BOJIE3HA LYSOSOMAL DISEASES
Mlenntbko B.U., Bopyra H.B., €Epomenko I'.A. Shepitko V.I., Boruta N.V., Yeroshenko G.A.
BposxkaeHHbie MeTaboIMYECKHE HapyIIEHUS Congenital violations proyavlyayutsya physiological

NposIBJIslOTC  usuosiornyeckumMu  quchydkuuama v (wm)  metabolic  dysfunction and ( or) defective intellige.
nedexramu uHTeIekra. OTaensHble HacaeacTBeHHble Hapyienus Otdelrie nasledstvemre violations vstrechajutsja dovolno
BCTpEYaloTCsA JOBOJBHO PpEIKO, B IEIOM OHH OKashlBalOT rare , in general ones okazayut Significant Effect on
3HAYMTENBHOE BIMSHHE Ha MHTE/UICKTyalbHOe W rcuxuueckoe Intellectual and psyhycheskoe The development efcthild.
pasButue pedeHka. Bricokuit ypoBeHnb ocBenomieHHocTH Bpadeit ¢ Highest Level osvedomlennosty doctors wittoy hruppoy
9TON rpymmoi 3aboneBaHMi W paHHsSS AWarHoctHka Hekotopeix —diseases and diagnosis rannyaya nekdtonasledstveruh
HACJIEJICTBEHHBIX 00JIe3Hel 0OMeHa BellecTB, MOKeT KapauHaiapHo Diseases metabolism substances , can dramaticavllyyat
HOBIMATH Ha Xon 00Je3HM M HMX mporHo3. Bce sro ompenenser on Hod 's illness and prognosis. All Eto determiSegentific
Hay4yHbI M KIMHUYECKUN MHTEpPEC K JaHHOU npobieme, ocobernno Interest and Clinically k dannoy problem , espegiah

Ha COBPEMEHHOM JTalle Pa3BUTHA HAYKH, KOr[a MOSBWJIMCH HOBblE Sovremennom stages of development of science , when

TEXHOJIOTMH JIeYeHMss MHOTMX UM3BECTHBIX Meraboimueckux appeared Novye Treatment Technology yzuektnmany

3ab0sIeBaHMi. metabolic diseases.
KnioueBble cioBa:  1M30COMa,  THIPOJIUTHUYECKHUE Key words: lyzosoma, hydrolytycheskye enzymes,
(depMeHTBI, MeTaboamYecKre OOJE3HH. metabolic disease.
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POJIb BUOMAPKEPOB B IIATOT'EHE3E 3JIOKAYECTBEHHBIX OBPA3OBAHUI

B craTbe npeacTaBieHbl OHKOJIOTHUECKHE OMOMapKephl B KAU€CTBE OHKOTE€HOB, TYMOP-CYIPECCOPHBIX T€HOB, UX OEIKOBBIX
MIPOJYKTOB M JAPYTHX OHOJIOTMYECKH aKTHBHBIX BEIIECTB M META0OJIHMTOB, KOJMYECTBEHHO WM KaYECTBEHHO OTIMYAIONIUXCS OT
HOPMaJIBHOTO HMX COJEp)KaHWs B OpPraHM3Me H XapaKTepusylomux Ooiee WIM MeHee IOCTOBEPHO HAIMYHE 3JI0KAaUeCTBEHHOTO
HOBOOOpA30BaHUs, X PacIpOCTPaHEHHE, TSHKECTh, MIPOTHO3, TyBCTBUTEIBHOCTD K JIy4€BOH M XMMHOTEpANUH, PE3UCTEHTHOCTH K
JICUCHHUIO.

KnioueBble c10Ba: GnoMapKkepsl, KaHIEpOreHe3, TeHeTHIecKass HHpOopManus.

Kanmeporenes wu moCiemyronuii  O01acTOMOTeHe3, OIYXOJIEBBIA POCT - JTO JIUTEIBHBIN
MHOTOJTAIHBIA TPOLECC, KaXIOW CTaJAWd KOTOPOTO COOTBETCTBYET CBOW Habop OcimkoB (IH3WUMOB,
TOPMOHOB, IUTOKHHOB), METa00IUTOB. OUYEBH/IHO, MHOTHE U3 3THX BEIIECTB MOTYT OBITh MCIOJIb30BaHbI B
KauecTBE OHOMAapKepoB WHHIMAIMHM, MPOMOINH, TMpOrpeccu, (opMHupoBaHMS 3adaTKa OIYXOJH,
JIOKaJBHOTO €€ PACIPOCTPAHEHUS, METACTa3UPOBAHMS, HAKOHEL, MAPKEPOB UYBCTBUTEIBLHOCTH OIYXOJHU K
Tepanuy, (QOpMUPOBaHHS pe3UCTeHTHOCTH W T.n. [4]. Tlpu omneHke WHPOPMATHBHOCTH OHOMAapKepa,
MEPCTIEKTUBHOCTH €r0 KCIIOJIb30BaHUSI B TOM WM WHOW 00JacTH KIMHWYECKOW OHKOJIOTHH yYHUTHIBAIOTCS
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