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Reram

CYYACHI IIAXOAM1 JIIKYBAHHS XPOHIYHOI'O
OBCTPYKTHUBHOI'O 3AXBOPIOBAHHS JIETEHD 3 CYITYTHBOIO
XPOHIYHOI CEPLHIEBOI HEJJOCTATHICTIO

Baxnenko A.B.

B ormamoBiii cTaTTi y3aralbHEHO AaHi 3apyOiKHOI Ta BITYM3HAHOL
JiTepaTypH Ta pE3yNbTaTiB pPi3HUX [OCTIDKEHb Yy PO3MNISAAI NUTAHHSI MpO
MOJJIHBICTB (hapMaKoTeparii Ta y3aralbHeHHIO HasBHOI iHdopManii o JiKyBaHHI
xBopux 3 XO3JI ta cymytapoi XCH. Jlo TemepimHbOro 4acy OIyOIIiKOBaHO
BEIUKY KUIBKICTh JIOCHIZKEHb, IO JEMOHCTPYIOTh iCHYBaHHA IIPSMOTO
acouiatuBHOro 3B's3ky Mk XO3JI Ta KapAiOBacKyIsIpHUMH KIiHIYHUMU
pe3ynbTaTaMH 3aXBOpIoBaHHS. IIpu BuOOpi TakTHKH NiKyBaHHA XBopux 3 XO3JI
ta cynytHboi XCH HeoOXifHO mam'aTaTh mpo CyMapHHil PH3UK NPU3HAYyBaHUX
rpyn npenaparis. [eski npenaparu tpaguuiiiHo nokasadi npu XCH (iuri6itopu
ATI®, B-Grmokaropw, CTaTHHH), HETraTHBHO BIUIMBalOTh Ha mepebir XO3JI, a
TJIFOKOKOPTHKOCTEPOIny, 0e3 SKUX Bakko ysBUTH JikyBanHs XO3JI, MoxyTh
HAjaBaTH HECHPUATIMBY Jil0 Ha CEpLEBO-CyAMHHY cucTeMy. TpyaHomi
MEINKAMEHTO3HOI Tepamii MONAralTh y B3a€MOBHKIIOYAKOYMX IIAXOAAX 10
JmKyBaHHS XPOHIYHOI OOCTPYKTHBHOI ~XBOPOOM JIereHiB 1  CYIIyTHBOI
KapAioBacKysipHOI maTojorii. JlaHi OCTaHHIX KIIBKOX PpOKIB, NOMOBHWIN i
PO3LIMPHIN YSBICHHS IpPO JIKyBaHHS IOEAHAHOI PECHipaToOpHOI i cepleBo-
cyauHHOI matoorii. BusBieHO HOBI MeXaHi3MH Jii y BKE BiIOMHX JIIKapChKHX
npernapariB, —IEpPErIAHyTe  CHIBBIIHOLIGHHS  <«KOPUCTb-PHU3MK» HpH  iX
MPU3HAYCHHI y JaHOI IPYNHU MALi€HTIB. AJie, HE3Ba)KAIOUH Ha II¢ BEACHHS TaKUX
XBOPHX, SIK 1 paHille 3alIUIIA€ThCA BAXKHUM 3aBAaHHAM JUIS JTIKYIOUHX JIiKapiB i
BHMarae 0oOQyMaHMX 1 3BaXKEHHX NPH3HA4eHb. MeETOI0 JIKyBaHHS 3aJMIIAETHCS
KOHTPOJNb HAJ IepebiroM, mNpo(ilakTHKa IIPOTPeCyBaHHA 3aXBOPIOBAHHS,
3HM)KEHHSI CMEPTHOCTI, MiJBUIICHHS TOJICPAHTHOCTI 10 (i3MYHUX HABAHTAXKCHb,
TOJIIIIEHHS SIKOCTI XKUTTS Malli€HTa.

KurouoBi ciioBa: xpoHiuHa 0OCTPYKTHBHA XBOPOOA JIETEHb, XPOHIIHA
ceplieBa HEOCTATHICTb.

Crarrs Hagiiiiia 27.04.201%.
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MODERN APPROACHES TREATMENT OF CHRONIC
OBSTRUCTIVE PULMONARY DISEASE WITH
CONCOMITANT CHRONIC HEART FAILURE

Vakhnenko A.V.

The foreign and domestic literature and the resofts
different studies are summarized in the reviewicdetrto consider
the possibility of pharmacotherapy and synthesis egfsting
information about the treatment of patients with RID and
concomitant cardiac insufficiency. There are aofdifferent studies
which are already published demonstrating the excst of a direct
association between COPD and cardiovascular clirdagcomes.
The treatment strategy in patients with COPD andcomitant
cardiac insufficiency should be aware of the risk tioe total
prescribed drug groups. Some drugs are traditiprakscribed in
patients with CCIl (ACE inhibitors$-blockers, statins) have a
negative effect on the course of COPD, and glukamsteroids,
without which it is difficult to cure COPD, may haadverse effects
on the cardiovascular system. The difficulties nfgitherapy are in
mutually exclusive approaches to the treatment @PD and
concomitant cardiovascular disease. The concepb-featment of
respiratory and cardiovascular disease supplemesrddextended
these last few years. The discovery of new mechanisf action
have already known drugs, revised ratio of "riskdfg" in their
nomination in this group of patients. But despiitattmanagement of
these patients remains a challenge for physiciadsequires a well-
considered assignments. The goal of treatment nsraoover the
prevention of disease progression, mortality reduactincreased
exercise tolerance, improving the quality of lifetlee patient.

Key words: chronic obstructive pulmonary disease,
chronic cardiac insufficiency.

7777777
.

HOHATTA ITPO MITOXOHIAPIAJIBHI XBOPOBH.
MITOXOHAPIAJIBHI PETI'YJISATOPU AITIOIITO3Y TA BUZKNBAHHSA KJIITUH

BuBuenns ocobmuBocTelt mepebiry MiTOXOHApialbHHX XBOPOO Ta 3HAHHS OCHOBHHUX KIIHIYHHX CHMIITOMIB, IO XapaKTEepHi I Pi3HHUX
CHUHJIPOMIB IIi€l ATOJIOTIT, € TOCHTh aKTyaJIbHHM Ha CHOTOAHIIIHIM JICHb, OCKIIBKK BOHM 3aiiMaioTh 1,6%0cepes 310pOBOro HaceIeHHs, a cepell XBOPHUX,
i3 MHOXHHHHM OJHOYACHHM YP@XCHHSM HEPBOBOI, CKEJIETHOI, PECMipaTOpHOI, CEpLEBO-CYAMHHOI CHCTEM IIOPYIICHHS EHEPreTHYHOro OOMiHy
3ycTpivaerbes y 45%.

B ormsai niTepatypy I0BeCHO, 0 BH3HAYCHHS MOPYIICHb PETyJIALii MiTOXOHAPIaJbHOTO €Tally alonTo3y € MiATBEPIKEHHAM 3HA4yI[OCTI
IIPOrPaMOBAHKX MEXAHI3MiB KIITHHHOI CMepTi y OPMYBAHHI 0CEPEIKOBOrO MOMIKOMKCHHS TKAHUH. Moro pors He3aMiHHA B iHIMBiAYyaTbHOMY PO3BHTKY
1 MATPUMII TKAHUHHOTO TOMEOCTa3y y 0araTOKIITHHHHX OPTaHi3MiB.

KurouoBi c10Ba: MiTOXOHApiaIbHI XBOPOOH, AllONTO3, PETYIATOPH, KIITHHH.

IcHye 0e3mid HO30JIOTIYHUX OJWHHIL CIAJKOBHUX XBOPOO, sKi TOBHICTIO Ime He ifeHTH(dikoBaHi. Bonm
MacCKYIOThCS ITiJT BiZIoMi XBOpOOH, iX JKYIOTh, SIK BiTOMi XBOpoOH, aiie epeKT He MocATacThCs. TaKuMHU 3aXBOPIOBaHHIMH,
JOHeIaBHa, Oynu MitoxoHapianbHi xBopobu [20]. ¥V 1981 poui B naboparopii MeauuHOro IOCHIAHUIBKOIO LEHTPY Y
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KemOpumki HaykoBoro rpymnoro Cenrepa @., Gyna posmmdposana HykieoTuaHa crpykrypa JHK mitoxonapiit (Mt IHK)
JIOJWHM, IN3HIIIE Ha3BaHOK XpoMocoMmoro 25 abo M-xpomocomoro [17]. BuBueHHs ocobnmBOCTEM mepediry
MITOXOHJIpiaJbBHUX XBOPOO Ta 3HAHHA OCHOBHHX KIIHIYHHX CHMIITOMIB, IO XapaKTEepHI IS PI3HUX CHHAPOMIB Ili€l
MIATOJIOTI, € JOCHTh aKTYaJIbHUM Ha CHOTOMHIIIHIN IeHb, OCKIILKMA BOHU 3aiiMaroTh 1,6%cepes 310pOBOro HAaCcEICHHS, a
cepell XBOpHX, 13 MHOKHHHUM OJTHOYACHUM YPaKEHHSM HEPBOBOI, CKEJIETHOI, PeCIipaTOpHOi, CEPIEeBO-CYTUHHOI CHCTEM
HOPYIICHHS eHEPreTHYHOro 00MiHy, 3ycTpivaeThes y 45% [18].

Miroxonapii - ne yHikaabHiI eHepreTndHi (GaOpuKHM KIITHH, siKi 3a0e3neuyroth Maibke 90% Bciei eHeprii aus
notpedu opraHismy y Burisiai mosiekya AT®. Miroxoapii MaroTe 1BI MeMOpaHH: 30BHILIHIO Ta BHYTPILIHIO, OCTAHHS
YTBOPIOE KPHIITH, J€ MICTATHCS S MyJIbTH(EPMEHTHUX KOMIUIEKCIB JMXaJIbHOTO JIaHIora. ['oloBHOIO 0cOONHUBICTIO, 11O
Bi/Ipi3Hs€ MITOXOH/pirO Bix iHmIMX opranen, € HasBHicTh BnacHoi JJHK, PHK i pu6ocom [15]. B mMaTpukci mpoTikaroTh
OLIBIIICTE 010XIMIYHUX TPOIIECIB OKUCITIOBAIHHOTO (ocHOPHIIIOBAHHS i OHOBJICHHS B JUXATLHOMY JIAHIIO31. bByab-ske
MOPYIICHHS B T€HAX JAMXaJIbHOTO JAHIFOTa CYINPOBOKYETHCS PO3BUTKOM CIAJAKOBOI MATOJIOTT, & camMe MITOXOHAPIaabHUX
xBopo6 [16]. JIHK mitoxommpiii siBisie o000 IBOJIAHIIIOIOBY KiJIBIIEBY MOJIEKYIy po3mipoM 16599map HyKICOTHIIB,
JHK mitoxouapii moguan Mae 37 renis, mo koayrots a8i pPHK (12Si 16Sp-PHK), 22 t-PHK, i 13 noninentuais [2].
VYei 13 monminenTuaHMX JIAHIOTIB, KomoBaHmx MTJIHK, 6epyTs y4acth y (pepMEHTATHBHOMY KOMILICKCI OKHCHOTO
(dhochopumroBanns. KoxkHa Jfonchkka KITITHHA MICTUTH COTHI MiToxoHApiH i1 Tucsui MTIHK. MitoxoHapii, BUMIaAKOBUM
YUHOM, PO3MOAUIIIOTECS MPH KIITHHHOMY PO3MOIUII MK JNOYIpHIMH KIITHHAMH, TOMY, KiibkicTh komiit MT/IHK Ha
KJIITHHY Ay’Ke Bapilo€ B PI3HUX TKaHWHaX. MakcuMallbHa KUIBKICTh KOMIH NPUCYTHS B 3piiii siiuekaiTui — nopsaxy 100
000 [6]. Skimo myTawis BUHHKae B oaHii i3 monekyn JHK MiToXOHIpi#, TO YTBOPIOETHCS BHYTPIUIHBOKITITHHHA CYMiLI
MyTaHTHHX 1 HOPMAalbHHX MOJICKyJ. Take sIBHINE HA3MBAE€ThCs TeTeporuiasmicro [8]. SBuine KITHHHOrO PO3HOALTY
MyTaHTHHX 1 HOpMaJbHHX MITOXOHApPi HA3MBAEThCS perutikauiiHow cerperaiieto [32]. Odunsa Tunu MTJHK B mporeci
MOJIUTY KJIITHHH PO3IOAUISIOTHCS BUIAIKOBO MK JOYipHUMH KIIITHHAMH, TOMY B HACTYITHUX MMOKOJIHHSAX, YACTHHA KIIITHH
MOXXYTh MaTH TiTbku HopManbHi MT/IHK, npyra gyacTuHa — TiIbKM MYTaHTHi, a TpeTsA dacTuHa - 1 Ti 1 iHmi Tamu Mt JHK
[7]. XapakTepHe MaTepHHCHKE ClaaKyBaHHS. MaTepUHCHKHMI THII YCIAAKYBaHHS Ha BiJIMiHY BiJ MEHIETIBCHKOTO THILY
TOJIATAE B TOMY, IO TiJ] Yac 3aIUTiJHCHHS MPU MPOHUKHEHH] B SUIEKITITHHY CIIEpMAaTO301/1 BTpavyae XBiCT 3 MITOXOHIPIsIMHU
i mT/IHK. Tomy B sfiniexniTuny nonanae nume sinepHa JIHK cniepmito. TToniOHMIT MexaHi3M 3yMOBIIIOE T€, IO MATOTEHHI
mytamii MTIHK 1 BUKIMKaHi HUMM KIIiHIYHI (EHOTHIIN TEpEarOThCA MITSAM JIHIIe Bif marepi. BumamkiB 6aThbKiBChbKOT
nepenadi MiTOXOHAPialbHUX 3aXBOPIOBAaHb HE 3aJOKYMEHTOBAHO [4].

MiroxoHzpiajbHi 3aXBOpIOBaHsS B AWTAUYINA HeBposorii HOCHUTH iHIIME Xapaktep. Lle mos'a3aHo Hacammepen 3
BPO/DKEHHMHU BajaMH pI3HMX OOMIHIB 1 piJmie - 3 NEBHAMH COMAaTHYHMMH 3aXBOPIOBaHHSMHM, 110 HPHU3BOIITH [0
MeTaboNivHOro iHCYAbTY y AiTel: aediuut cyibdarokcimasy, auiaypis (mos's3aHa 3 MPOMiIOHOBOI, METHUIMATIOHOBOH i
i30BaJiepiaHOBOI KUCIOTaMH), TOMOLICTOHYIsi, XxBopoba Dabpi, kcantomaTo3 (xBopoba Xewni - Llromnep - Kpicruena),
paHHill ciMeWHHIATEPOCKIIEPO3, HEOCTATHICTh BiTamiHiB B, C, 6iotuny, HikoTrHOBOT kucinotu, CADASIL-cunapowm [11].

Amnaniz wmitoxonapianeHoi JIHK BHKOPHUCTOBYETHCS, TaKOX JUIsi BCTAHOBJICHHS CIIOPITHEHOCTI JIOIEH IO
MaTepuHChKid Jinii [19].

Haii6inbm yacti opraHomartii mpu MiToXoHIpiaJbHUX XBopoOax y pe3yJbTari JedeKTiB TUMXaJbLHOTO
ganmora: [[THC: ypaxeHHs MO3Ky, Iipe-, epuHaTalibHA eHIe(daIonatis y BUTIAAI JeTeHEPATUBHHUX TPOIIECIB Y MO3KY
(rmio3, rimotpodis, CyIOMHUM CHHAPOM (PE3UCTEHTHHI 10 Teparrii), MOJiHEBPONATIs, MaTOIOTIYHI peIIEKCH, 3HIKEHHS
YyTIUBOCTI, JIETAPTisl, KOMa, 3aTPUMKa IICHXOMOTOPHOT'O PO3BUTKY, aTaKCis, TUCTOHIS, 3MEHIIIEHHS PO3MIpiB TypeIbKOTO
cimna. Oui: nto3, amOiomis, oQTaTbMOIIETis, HIrMEHTHUN PETUHIT, aTpodis 30pOBUX HEPBIB, HicTarM, Karapakra. Cepiie:
kapaiomionaris (rineprpodivna), apuT™mii, mOpyLIeHHs NpoBiAHOI cuctemu cepus [37]. Tledinka: mporpecyroua nediHKoBa
HeJocTaTHiCTh (0COONMBO Yy HEMOBJAT), MOMIpHA remaToMeraiis, HEOAHOPIAHICTh mapeHxiMu nevinkd. CesesiHka:
CIUICHOMeETalisi, HSOAHOPIAHICTh MapeHximMu. Hupku: tyOymomnaris (cunapom ®dankoHi), HepUT, HUPKOBA HEJOCTATHICTb,
nienoektasis. IllnynkoBo-kuikoBuit tpakt (LIKT): peuuauBHe OnroBaHHs, iapesi, atpodis BOPCHH, MOPYILCHHS
€K30KpUHHOI mnaHKpeatndHoi QyHkuii. EHOOKkpuHHA cucTema: HM3bKMH 3picT, IykpoBud niaber. KicTKoBMII MO30K:
TIAHITUTOIIEHIsT, MakponuTapHa aHemis. LlIkipa: paHHe cTapiHHS, HETOCTATHIM PO3BUTOK ITiIIIKiPHO-)KHPOBOI KIIITKOBUHHU.
Ckerner: aHOMaJTii po3BUTKY. KpiM TOTO, Y XBOPHX BiIMI4arOThCS MPOTPECYIOUnii Tepedir 3aXBOPIOBaHHSI, JaKTaT-alHu 103
Ta cnenndiuauii peHoTun (HU3bKUHM 3picT, TOHKE BOJIOCCS, TOIy0i CKIepH, BUCOKE IinHe6inms) [9].

lemernyna ximacugikaiiss MITOXOHJIpiaTbHUX XBOpoO 0a3yeThCs Ha PO3MOMUIL IO Tpymax 3a yMOBaMH
ycnaakyBanas [2].

Knacudikanis wmiroxongpiaabHux 3axsopioBanb. 1.Micenc-myrantHi: Helipoodranemonaris Jlebepa,
[irmenTHMit petuniT; 2. Myranii y rerax TPHK: curagpom MERF; cuanpom MELAS; 3. [eneuii abo mymikarii mtIHK:
30BHINIHA odTanbpMonaris; cuHapom Kepuca-Celipa, cungpom Ilipcona, acuMeTpuyHMH NTO3; IOBOOIYHMH NTO3 3
odranpmMoniape3oM Ta MIOTOHIEI0 M’ A31B HW)KHIX KIHIIBOK; Auisrtaniiina xapaiomionatis; NARP-cungpom; 4. Myrauii,mo
3HWKYIOTH 4ynciio komid MTJHK: nerampHa iH(paHTHIbHA AWMXalbHa HEJNOCTaTHICTh; CHHIPOM MOJIOYHO-KHCJIOTO
anuno3y;5. Myrauii B snepuii JIHK: dymaposa amunemis; riyraposa ammaemis; aedimur anmi-Ko-A-gerinporenasu
JKHPHUX KHCJIOT 3 JOBIMM BYIJICBOAHUM JaHiioroM; aedinut amun-Ko-A-gerizporeHasu )HpPHUX KUCIOT 3 CepelHIM
BYIJICBOAHUM JaHIoroM; aedinut aumi-Ko-A-gerigporeHasu »XUPHUX KHCJIOT 3 KOPOTKUM BYIJICBOJHUM JIAHILIOIOM;
MiArocTpa HEKpOTH3yioda eHredanomionaris Jles; mporpecyroda Ckieposyioda modigucTpodis  Abrepca;
TpuxonoiaucTpodis Menkeca [13].

Lentpansua HepBoBa cucteMa (LIHC) mae Bucokuil pu3uK okcuiaHTHOro ypaxenus MxJIHK. Ile 3ymoieHo
3HAYHOIO IOTPEOO0 HEUPOHIB y KUCHI, | BUCOKUM PiBHEM YTBOPEHHS BiIbHHMX pagukaiis [24].
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3axBOPIOBaHHS OCHOBOIO SIKUX € TIOpYIICHHS (YHKII OKHCIIOBAILHOTO (ochoprimtoBaHHI. XBOpoOa
Aunbrreiimepa (AD); XBopo6a JIe6epa(LHON),xBop6a JleGepa i mucronis (LDYT); XBopo6a ITapkincona (PD); dutsua
kapaiomionaris  “rumoc” (FICP); Tacrpoinrectunanbuuiit pediroke (GER); IncyninHesamexHuii IykpoBuii miaber
(NIDDM); Jletanpha auTsya mitoxoHapiansha miomatis (LIMM); Mitoxonapiansaa miomnatis (MM); Curapom aemeHIii
i xopei (DEMCHORY); Cunapom panroBoi aursuoi cmepTi (SIDS)Ta inmi [14].

Jlo MeTomiB JOCHIPKCHHS MITOXOHJpIATbHUX 3aXBOPIOBAHb HAJIC)KATh KJIIHIKO-TCHCANOTIYHUN aHaJi3,
TeHETHYHUI aHami3, Mopdooriunuii anani3 (6ioncis), 6ioximiunuii MeTo HociikeHHs (akrar, mipysar, KOK, JID,
aJaHiH), 0JaTKOBI METOIH JOCHiKeHHs (orusit ouHoro aua, Y3Jl BaytpimHix oprauis, EET, PEL, exo-EIl', KT, MPT)
[31].

Micenc-myranthi mitoxonaponatii Cunapom JIEBEPA, “rpim cepen sicHoro ne6a”, 3MiHM aMiHOKHCIOTHOTO
ckjaay mojinentTuaiB I-ro koMniiekcy TMXajabHOI0 JAHIIOrA.

Cungpom Jlebepa-criaakoBa atpodis 30poBHX HepBiB, Herpodranmemomnariss. Cuaapom onucanunii B 1971 por,
Teomopom JleGepom. Beranosiaeno 10 toukoBux Mmytaniii Mirtoxonmpiansroi JHK (MTIHK), siki BemyTs 1m0 3MiHH
aMIHOKHCJIOTHOTO CKJIaJly TIOJIMENTH/IIB KOMIUIEKCY 1 AMXanbHOTO JIAHIIOTa. 3aXBOPIOBAHHS MPOSBISIEThCS dacTime B 11-
30 pokiB. 3HMKCHHS TOCTPOTH 30pY IIBHIKO HPOTPECye, ajie MOBHA ciirmora OyBae pimko. CrmodaTky, BiAMIYaeThCs
3HIDKCHHSI TOCTPOTH 30PY OJHOTO OKa, a 4yepe3 7-8 TwkHiB — i apyroro. KpurepisMu miarHo3y €. MaTepHHCHKHN THIT
yCIaJaKyBaHHs, MOYaTOK 3axBoproBaHHs vactimie B 11-30pokiB, roctpe 4u MiArOCTpe 3HIKEHHS TOCTPOTH 30py HA OJHE
Yy o0MIBa OKa, MpU OOCTE)XXEHHI BiJMiue€Ha MIKpOAHTiOIaTis CITKIBKH, HaOpSK JMCKa 30pOBOrO HEPBA, MPOTPECYOUM
nepe0ir 3axBOPIOBAaHHS 3 MOJXKJIMBOIO PEMICI€I0, YW HaBiTh BIJHOBJICHHSAM TOCTpPOTH 30py. Ilpu mnpoBeneHHi
mudepeHniiHoro niarHo3y 3 iHIIMMHU MOPYIIEHHSMH 30Dy, BiIOMO, IO y XBOpHX 3 cuHApoMoM Jlebepa Hemae 0oito,
oco06aKBoO, mpu pyci oueit. JlikyBanHs - He po3pobiuene [17].

Myrauii y remax TPHK. Cunapom MERRF (“pBani” 4epBoHi BOJIOKHA, MIOKIOHYC emijemncis) —
3axBOproBaHHs, ke Brepiue omucade B 1980 pori. CuHAPOM 00YMOBICHHN TOYKOBHMH MYTALISIMH, YCIAIKOBYETHCS i3
BHYTPIIIHBOCIMEHHMM TOIMOP(i3MOM (B pe3ylabTaTi pi3HOrO CIIBBIJHOIICHHS MiK MYTaHTHAMH 1 HOPMajbHUMH
mt/JIHK). Kpurepii miarnosy: MaTepUHCHKHI THIT YCIIAAKyBaHHS, II0YATOK 3aXBoproBaHHs B 3-65 pokis; martosnoris ITHC
MIPOSIBIIIETHCSI MIOKJIOHYCOM, aTaKCi€lo, JEMEHIEI0 3 TIIYXOTOI, aTpodicro 30pOBHUX HEPBIB, MOPYIICHHSM TIIHOOKOT
YyTJIMBOCTI, BiAMIYAa€THCS JIAKTAT-alKI03; y JIKBOPI IOMIpPHE MiABUINCHHS Oinka, HasBHa HemocraTtHicts 1, 3, 4
KOMIUIEKCIB JuXanbHoro janmoora, Ha EET — renepainizoBani KOMIUIEKCH “criaiik - XBuist”, Ha eekrpomiorpami (EMI') —
NEePBUHHO-M' SI30BHI THN YpakeHHs; Ha KoMl toTepHiit Tomorpami (KT) — arpodis mo3ky, neiikoeHuedanonaris,
kanpiudikamis 0azanbHUX TraHIJiiB, y Oiomrarax M’'s3iB -“pBaHi” 4YEepBOHI BOJOKHA, IIPOrpecylounii mnepeoir
3axBoproBaHHs. JlikyBaHHSA- cumnToMaTH4yHe (KOPEKLisl MOpylIeHb OOMiHY, 3MEHIICHHS JIaKTaT-allnA03y). BeraHoBineHa
edexruBHicTh pubodIaBiny, HikoTHHaMiLy, nutoxpomy C Ta koensumy Q10, Lxapuituny, Bitaminy C, npu3Ha4aeTbCs
OpoTHCYAOMHA Teparis [21].

Cunapom MELAS (mitoxoHzapiaabHa eHedanonaris, JaKTaT-alua03, iHCyIbTONOAI0HI emi30/41) — BUALIEHHH Y
camocriiiny ¢opmy B 1984 poui [34]. B ocHoBi marorenesy - ToukoBoi Mmyramii MT/JHK. Kiinika 3axBoproBaHHS
MmaHipecrye, koaum MmytanTtHa MTHK csrae 56-95%. Ilepuri mposiBu 3axBOpPIOBaHHS BHHHKaIOTH y 6-10 pokis.
IToyaTKkOBMMH CHMIITOMAMH 4YacTO € CYIOMH, SIKi PE3UCTCHTHI IO Teparii, peruIuBYIOYUil TOJIOBHUHN Oifb, OMIOBaHHS Ta
aHOpeKcCisd. 3 JacoM y XBOPHX PO3BHUBAETHCSA JEMEHIlis. XBOpi HU3BKOPOCHi, y HUX HasBHI aTpodis 30pOBUX HEPBIB,
JIMXOMaHKa, MO30YKOBUI CHHAPOM, MOPYILEHHs ceplieBoi nposianocTi (AB- Giokana), yKpoBHii fHiaber, rinonaparupeos
[22]. V xBopux BiamiueHo ypaxenHs 1, 2, 3, 4KOMIUICKCIB AMXaIbHOrO JaHLiOra. [Ipu mposBax 3aXBOPIOBAHHS Y
paHHBOMY Billl — mepedir OuLTbII 3NI0SKICHUH. BaknMBUMM cHUMITOMaMH IaToJIOTiI, € HEMOXJIMBICTb (I3UYHUX
HABAaHTAXXCHb (TOTIPIICHHS CaMOIMOYYTTs, MosBa M s30BOi crnabocti, Mianbril). Kputepii miarHo3y: MaTepuHCHKHH THUII
ycrnaakyBaHHs, Bik MaHi¢ecrauii 1o 40 pokiB, MirpeHenoaiOHi rojgoBHi 00 3 HyJOTOIO i ONIOBaHHAM, IHCYJIBTONOAIOHI
emi3oau, CyJOMH, B KpOBI — JaKTaT-alluAo3, B ceui — opraiyHa amunypis, KT — kanpuudikanis 0a3zajpHUX TaHTJIIB,
“pBani” 4epBOHI BOJIOKHa B OiomTarax M's3iB, Iporpecytounii nepeOir 3axBoproBaHHA. JIIKyBaHHS CHMITOMAaTHYHE
(Kopexiiist TIopyIIeHs, BAKOPUCTOBYEThCS KoensuMm Q10,pubodnasin (100 mr/no0y), HIKOTHHAMI, AiXJIOpaLETaT HATPIIO,
Bitaminu K1, K3, C, surapHa kuciora, Bitamin E, inebenon, muromak) [29].

Cunapom Kepuca-Ceiipa-mirMeHTHHI PETHHIT, Tporpecyroda 30BHINTHSA OQTaIbMOIUIETIsI, TIOBHA OJOKama
cepist, Oy ommcanmii B 1958 pomi, ane nemeriss MT/JHK Oyrna BusBiIeHA 3a IOMOMOIOK MOJIEKYISPHO-TEHCTHIHHUX
Jociimkens, aume B 1989 pomi. Sk i BCi MITOXOHIpiaabHI XBOPOOH, Mae HE MEHICIIOIOUHIA XapaKTep YCIaaKyBaHHS, Ta
BUCOKY YacTOTY CIOPaJUYHUX BUMAIKIB. 3aXBOPIOBAHHS HE 3aJICKUTH Bix cTari. sl KIiHIKK XapaKTepHa Tpiaja O3HAK:
MOYaTOK 3axBopioBaHHA y Bini m0 20 pokiB, mporpecyroda 30BHIMIHS O(QTaJIbMOIUIETis, MIrMEHTHUH peTuHIT Ta AB-
6nokana cepus. Kpurepii niarHosy: moyatok 3aXBOprOBaHHs yacrtiine y Bimi 4-18 pokiB, Tpemop, 3HIKCHHS 1HTEIICKTY,
Iporpecyroya 30BHILIHSA O(QTaIbMOIUIEris, MIrMEHTHUH peTHHIT, iHOAl auruiomis, AB- Gimokana cepus, Oi0OK y JiKBOpi
6inbmie 1r/n, EEI —uecnenundiuni 3minu, KT —arpodis kopu, neiikoennedanonaris, kanpiudikati 6a3aapbHUX FAHIIIB,
y KpOBI IiIBUIIECHHS aJlaHiHY, 3HW)KEHHS 3arajibHOr0 KapHITHHY, (OJIi€BOI KUCIOTH, JIAKTATy, MipyBary, “pBaHi” 4epBOHI
BOJIOKHA B OiomnTaTi M’ s130B0i TKaHWHH. JIIKyBaHHS: TIilTOBYTJIEBOIHA Ji€Ta, YOIXiHOH, TiaMiH, ¢oJieBa kucnora, Bitamin C,
pubodnarin, Bitamin E. Y Bumagky AB-0iiokagy — MiAKIIOYEHHS MTYYHOTO BOIisSA pUTMY. OOEpeKHO MAXOIUTH O
npu3HaYeHHs HapKo3y [17].

Cunapom Ilipcona - pedpakropHa cuaepoOsacTHa aHEMis 3 BaKyoJi3alli€l0 KIITHH KiCTKOBOTO MO3KY Ta
€K30KPHHHOK AMC(HYHKINE MiANUTyHKOBOI 3a103u, onucanuii y 1979 pomi. Cunapom 3ymosienuii aeneriero mtHK.
MosknuBa ¢geHoTumigHa Tpancopmariss cuaapomy Ilipcona B curmpom Kepuca-Ceiipa. Kpurepii miarHosy cuHIpomy:

75



» Céim meouyunu ma oéionozii”’, nomep 3 2013pix

MOYATOK 3aXBOPIOBAaHHSI 3 HAPODKCHHS, B TIEPHIi MICALI JKUTTSA - TOpYymeHHs (YHKIIl ManmuIyHKOBOT 3aj103H;
TimoIJIaCTUYHA aHeMis, IHKOJHM eHIedalloMionaris, aTakcis, IEeMEHIls, NPOorpecyrda 30BHIIIHA OQTaTbMOIUIETIs.
JlikyBaHHSI 3aXBOPIOBaHHS CKJIATAETHCS 13 KOPEKINl THKKUX MOPYIIeHb (YHKIII KICTKOBOTO MO3KY, PETyIsSpHHX
remotpancdysiii (1 pa3 B 6 TkHiB), BukopucTanus Bitaminy C ta AT® [17].

Cunapomu mMHokuHHHX Aedenid MTJHK — Bnepme Oynu BHSBICHI y XBOPHUX 3 ayTOCOMHO-TOMiHAHTHOIO

MPOTPECYIOY0I0 30BHIMIHBOK O(TANBMOILICTIEI0 31 CJIAOKICTIO M's31B  KIHI[IBOK, OLlIaTepaJbHUMH KaTapaKTaMH,
nepenyacHoro cMeptio. MuoxunHi nenenii MTJHK ycnankoByroTbesi 3a MEHIENEBCHKUM THUIIOM, pa3oM 3 THUM, BOHH
BUSIBJICHI U y poiuHax 0Ge3 J0Ka3iB ayTOCOMHO-JIOMIHAHTHOTO YCIIaJIKyBaHHS. YTepIle CHHIPOMHU IPOSBISIOThCS y Bill
30-40pokiB, ae MOXXJIMBUI PO3BUTOK maTouorii i y aiteid. Cepes OCHOBHUX CUMIITOMIB BUAUISIIOTH MPOrPECYIOUNi NITO3,
30BHINIHA OQTaJIbMOIUIETis, odTasbMonapes, HasBHa M 530Ba CIAaOKICTh, CTOMJIIOBAHICTB, TiNOTPOdis, MiorioOiHypis.
Ipu mi3HEOMY €OFOTI 3aXBOPIOBaHHS, XBOPi HoMuparoTh B 40-50pokiB Bix AMXaIbHUX PO3JIALIIB.
Kpurepii giarnosy: 6yedaponTtos, 30BHIITHS OQTaIBMOIUIETIS, M’ 30Ba CIAOKICTh, TIyX0Ta, aTpodisi 30pOBHX HEPBIB, Y
KPOBi BiJIMiYa€ThCs IMIABHMIIEHHS JIAKTATY, HOPYIIEHHS CIIBBiJHOIICHHS Jakrar/mipysar, y Oiomrarax M's3iB -“psani”
4epBOHI BOJIOKHA, EMI' — HEBpPOTHYHWIA THIT ypa)KEHHS, 3HHXCHHS aKTUBHOCTI (PEpMEHTIB IUXAIBLHOTO JIAHIIOTA B
OiomraTax M’ s130BOi TKaHUHH. JIiKyBaHHs - cuMmnroMatiyse [17].

Henenist mitoxonapiaasuoi JIHK onucana B 1991 pori, CMHHAPOM yCIaAKOBYETHCS ayTOCOMHO-PEIICCHBHO. B
OCHOBI naToutorii exuTb aedext suepnoi JAHK, skuii konrpomoe perutikauiro MtIHK. Kpim cnankoBux ¢opm, anucana
HaOyTa ¢opma, sKa BHHUKAE INpH JIiKyBaHHI 3upoByauHoM BlJI-indekuii. Bupizusiors 3 ¢opmu: 1- deranpna
iHpaHTHIIbHA TenarTomaris, 2- Bpo/pkeHa Mmiomnaris, 3-iHhaHTmwibHa MionaTis. Kpurepii miarHoctuku: 1 dopma: mst sikoi
XapaKTepHUMHU €. TEeYiHKOBA HEJOCTATHICTh, M's30Ba TiNOTOHIS, CMEPTh Ha MEPUIOMY pOILi JKUTTSA, 2 Qopma, siKa
XapaKTepu3yeThCss M’ 30BOIO TIMOTOHIEIO, KapaioMionarieto, cyroMamu,cuHApoM jae Towi-/leOpe-PaHKoHI, NpU LBEOMY
CIIOCTEpIraeTbcsi B KPOBI - JIaKTaT-alMa03, 3HIKEHHS BCiX (epMeHTiB auxanbHOro JsaHmtora. Y OionTari M's3iB
BUSIBJISIFOTBCS " YePBOHI pBaHi BOMOKHA . CMEpTh HACTYIIAE HA MEPIIOMY PO XHUTTA; 3 (opMa - XapaKTepHa THM, IO
MMOYMHAETHCS 3aXBOPIOBAHHS B IEPIII ABA POKH XKHUTTH, SIK 1 Ipy 2-i popMi HasiBHA M’ A30Ba TITOTOHIS Ta B OionTati M’ s3iB
—“gepBOHi pBaHi BOJOKHA", KPIM TOTO, CIIOCTEPIracThCs aTpodist MPOKCUMATBHHX BIJIIIB KiHITIBOK, BTpaTa CyXOKUIHHUX
pedrekciB, HasBHI MUXalbHI po3mamu. IloMHuparoTh XBOpi Ha TPeThOMY pOIi JKUTTA. JIIKyBaHHS - CHMITOMAaTHYHE,
KOPEKIIis EHEPreTUYHOI HEOCTATHOCTI Ta JIaKTaT-aiuno3y [21].

NARP — cunapom (deiipomarTist, arakcis, mirMeHTHU# pertuHiT). Broeprre ommcanuii B 1990 poi.
3axBoproBaHHsI 00yMOBJIeHO TOuKOBOIO MyTatieto MTJHK. Anomansna MT/IHK npusBoauTh 10 MOPYIICHHS aKTUBHOCTI
AT®a3y, 3'saBuserbest qedekT OKucIoBaHHOTO (ochOpHIIOBaHHS Ta 3HIKEHHIO HakonmyeHHss AT® kmituHoro. Tun
yCIaIKyBaHHS — MaTepUHCHKUHA. [IpUunHOI0 BUHUKHEHHS cuHIpoMy € ToukoBa MyTarist MTJJHK B mo3unii 8993mt/IHK.
MosxnmBe icHyBaHHs B oaHil poauHi cunapomy NARP 1 cunapomy Jles. Kpurepii niarHosy:  BapiaOenbHHI 1o4aTok
Mmani¢ecranii, HeliporeHHa M’si30Ba cJaOKiCTh, HEBPOIIATis, aTakcis, MIrMEHTHUH PETIHIT, CYJIOMH, 3aTpUMKa IICHXO-
MOTOPHOTO PO3BHUTKY (HEMEHIIis), CIACTUYHICTh, “pBaHi’ YepBOHI BOJOKHA MPH €JIEKTPOHHIN Mikpockomii. JIikyBaHHS -
He po3pobieHo [17].

Myranii B sanepuiii JHK. TI'ayrapoBa amuaemisi- xBopo6a 3yMOBJIIGHa MHOXHHHUM  JeQillUTOM
MITOXOHIpiabHUX (QuraBonpoTeiHoBUX amwi-KoA-geriagporenas. Tun ycnmajkoBYBaHHS TIIyTapoBoi anuaemii - X-
3YEIJIEHUM PEECUBHUI 1 ayTOCOMHO-perecuBHui. @OPMU: JIeTalbHa, HEOHATAIbHA 3 MPHUPOKEHUMH aHoMalismu (X-
3yelyieHa PEeIeCHMBHA), HEOHATAIbHA 03 YpO/DKEHHX aHOMajid (1Ba THIH), iHQaHTHIbHA, TUTAYA i mi3Hs (erki dpopmu
[IyTapoBol amugeMil - eTHIMAOHOBO-afemiHoBa auuzaemis). Kputepii miarHody riytapoBoi aununmemii: 1 cdopma:
pecripaTOpHU AMCTPEC-CHHIPOM, M'S30Ba TIMOTOHIs, OJIOBAaHHS, €MATOCIUICHOMErais, HEe3BUYHUM 3amax cedi, aHeMmis,
muueBi aucmopdii; 2 gopma: panHs MaHidecTalist, BaXKHN repedir, paHHs cMepTh; 3 popMa: OYaTOK Ha MEpLIOMY POl
xutts, 3[IMP, cunapom, moniOuHuit mo cunapomy Peite; 4 Qopma: NUTYHKOBO-KHIIKOBI PO3JIaJH, TEMAaTOMETrais,
JKOBTSIHUIIS, M’ s130Ba cy1abicTh [21].

®dymapoBa anmaemisi. Bnepuie 3axpoproBanus omnmcane B 1968 poui, Jlokyc-1042. Kpurepii aiarnosy: Tvn
YCHaJKyBaHHS - ayTOCOMHO-PENECUBHUM, MaHidecTaist 10 5-7 MicsIiB, orana mpudaBKka MacH Tijia, MOBTOPHI OJFOBOTH,
MiBUIICHAa 30yIJIUBICTh, TOHIKO-KJIOHIYHI CYJIOMH, IUCTOHIs, Mikporedalis, ayTu3M, €H3IMOIIarHOCTHKa - Je(exT
(¢ymapa3n, B cedi: BHUCOKa KOHIIGHTparis (yMapoBoi KHCIOTH, B KpOBi - MiABHINCHHS JAKTAaTy, IMipyBary,
criBBimHOMIeHHsT Jaktatmipysar. EEl': "mik-xBuns", KT, atpodis Kopu MO3KY, pO3NIMPEHHS NUIYHOYKOBOI CHCTEMH,

areHe3ist MO30JIUCTOTO Tijla, MOXKIIMBI KICTH MO3KY, TIpH €JIeKTPOHHIN Mikpockortii - "pBaHi" uepBoHi BosokHa. JIikyBaHHS
He po3po0iieHe, PEKOMEHI0BAaHO YacTe I'OAYBaHHS XBOPUX. MOKJIMBE BUKOPHUCTAHHS LIMTOMAaKy, KapHITHHY, YOiXiHOHY,
BiTaminu B1, B2, B6, A, C, E. IIporHo3 - HeCpUsITIIUBUN - CMEPTh BiJl iHTEPKYPSHTHHUX iH(PEKUIHHUX 3aXBOoproBaHb [21].

Jedinur xommiaexkcy 1(NADH:CoQ-peaykrasa) — onucanuii y 1974 poui. YcnaakyBaHHS — ayTOCOMHO-
JOMIHaHTHE, MOJKJIMBO penecuBHe X-3ueruieHe. Buainsttors 3 Bapiantn aedinury: 1. HeonarampHuii, 1 sKOTO
XapakTepHi M’ s30Ba TIOTOHIs, 3aTPHUMKa IICHX0-MOTOPHOT'O PO3BHUTKY, CEPLIEBO-CYINHHA HEAOCTATHICTh. CMEpTh HAcTa€e B
nepmri  micsami okutTsa. 2. PaHHIM auTsunii, SKWE  XapaKTepU3yeThCs PErpecoM HEPBOBO-TICUXIYHOTO PO3BUTKY,
IPOrPECYIOUON0 eHIe(anonaticro (3HMKEHHs IIaM’STi, eMOIiifHa JabiIbHICTh), CyIOMaMH, SKi PE3UCTEHTHI IO Teparii,
aTaKCi€lo0, TIYXOTOI0, MITMEHTHUM PETHHITOM, MOKJIMBE CIIOJTYYSHHSI 31 CIACTHYHUM Mape30M Ta PO3YMOBOIO BiJCTAIIICTIO.
3. Bapiant acomiiioBannii i3 cuagpomom MELAS. Tlepebir cuHapOMy HpOrpecyrOdmnii, MPOrHO3 HECIPUSTINBANA HPU
HeOoHaTalIbHOMY Je6roTi [25].
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Hedinut kommiaekcy 2 (cykumnat:CoQ-peaykrasa) — onucanuii y 1984 porni. YcnaakyBaHHS — ayTOCOMHO-
nMoMiHaHTHE. J{JIs1 CHHAPOMY XapaKTepHHUMH O3HaKaMH € eHIledamoMienonaris, MioTao0iHypis, HU3bKHUMA 3piCT, TEMEHIIis,
MIOKJIOHYCH, Ie(ilUT aKOHiTa3H, CyKIuHierigporenasu. [lepebir 3axBoproBanHs nporpecyrounii [21].

Hedinur xommiaekcy 3 (CoQmroxpom C oxcuaopeaykrasza) — onmcanuii y 1984 poni. YcmaakysanHs
MOJKJIMBE SIK MEHICTIBCbKE, TaK 1 MarepuHChbKe. Buminsiore 3 BapiaHTH [1eOIOTYy 3aXBOPIOBAHHS. HEOHATaIbHHUU
(renepanizoBaHa M's30Ba TilIOTOHIs, JIAKTAT-allKI03); PaHHIM AWTsumii (Miomaris, aTakcis, CEHCOPHA MOJiHEBPOMATIs,
[IyXO0Ta, 3HIKEHHS TOCTPOTH 30pY, MITMEHTHUI PETUHIT, HU3bKOPOCIICTb, IIyKPOBHIA AiabeT, MPOKCUMAaIbHI TyOysI0maTii);
Jgopocnuii TMn (Mmiomarisi, M s30Ba atpodis, eHuedanonaris, kapaiomionariss). [lepe6ir cuHAPOMY - MPOTrPECYHOUHH.
Perpecis o3Hak po3BuBanacs yepe3 3 pOKH Bifl IOYaTKy 3aXBOprOBaHH: [25].

Jedinut kommiaekcy 4-ro qtuxajbHoOro Jannwra (uuroxpom C-okcunasza). THI yCHaaKyBaHHS - ayTOCOMHO-
penecuBHIUN. BUAUIAIOTh MioTIaTHYHY Ta MYJBTUCUCTEMHY (HOpMH CHHIpOMY. MiomatndHa ¢popMa IiauThes Ha (aTaibHy
Ta n00posikicHy. OCHOBHHUMHM CHUMITOMaMH € Miomnartis. [lodyaTok 3axBOpPIOBaHHS - Ha TMEPIIOMY POI KHUTTS.
MyJIbTHCUCTEMHI BapiaHTH MaroTh TepeOir, sk eHredanonatii abo acoIiOIOTECS 3 IHIMUMH CHUHIpoMaMu. DaTambHUR
BapiaHT MPOSBISAETHCS B HEOHATATHPHOMY TIEPiOl JUXATBHUMH PO3JaJiaMH, TH(PY3HOIO M’ I30BOIO TIMOTOHIEIO, 3HIKEHHIM
CYXOXUIBHHUX PE(IEKCiB, YPOILKCHAM JIAKTAT-alHUI030M. Y JESKMX XBOPHX — HassBHA HUPKOBA HEIOCTATHICTH (CHHAPOM
dankoni) uum Kapaiomiomaris. XBopi HoMHparOTh y Bili 10 poky. JloOposkicHa iH(aHTHIBHA MITOXOHIpialbHA
HEJOCTaTHICTh BKIIOYae B cebe TpHUXOMOJigucTpodiro Ta MiToxoHapiaipHi eHuedanonarii (xBopoba Jles, xBopoGa
Ausriepca) [27].

Ilinrocrpa HexkpoTuzyoua enunedaaomieaonaris Jles onmcana B 1951 poui. Lle xBopoba nepuioro-gpyroro
poky xuTTs (pigko A0 7 pOKiB). YCMaAKyBaHHS — ayTOCOMHO-PELECHBHE, X-34YCIUICHE PEIECHBHE, MITOXOHJpialbHE.
Kpurepisimu fiarHo3y €: 1e010T i3 APYroro THXKHS JKUTTS 1 10 7 POKIB, aTakcii, 3aTPUMKHU IICUXOMOTOPHOTO PO3BUTKY a00
perpecisi po3BHTKY, CHAacTH4YHICT, a00 M’'s30Ba TiNOTOHIsA, arpodis 30pOBUX HEPBIB, MIrMEHTHHH pPETHHIT,
odTarbMOIUIeTis, HicTarM, Peiie-momiOHuit CHHIPOM: JTaKTaT-alu/103, TOCTPE BUCHAKESHHS ITiCTS 3BHYAHUX iH(EKIIiH, pu
obcresxeHHi KoMIl rotepHoro Tomorpadiero (KT) — cumerpuyne ypaxkeHHs 0a3ajibHUX T'aHIJIIB, JereHeparis cepeaHbOro
MO3KY, 0a3ajbHUX radriiiB. JlikyBaHHs: BitamiHoTeparis, L-kapHiTiH, koeH3uM Qio[21].

Il mporpecyodoi ckiepo3yrwuoi mogiogucrpodii Anbnepca (omucana B 1931 poiii, ayToCOMHO-PELECHBHIIMA
THTl YCHAJAKYBaHHS, XapaKTEpHUMHU CHUMIITOMAMH €. TeHepali3oBaHi ab00 TOHIKO-KJIOHIYHI CyJOMH, 3aTpHMKa
HCHXOMOTOPHOTO po3BuUTKY (3IIMP), mopyIiieHHs: HEBPOJIOTIYHOIO CTATyCy, JIETAPTisl, TeaTOMerais, 3HIKEHHs 30py Ta
ciryxy. st roctpoi HeoHaTanbHOI (hopMH cHHIpOMY Albliepca XapakTepHi:-mikpouedais, 3IIMP, nedopmaris rpyanoi
KJIITKH, 3HWXKEHHS PYXJIMBOCTI cyrioOiB, HeoHaTanbHi cynoMu, nopyienHs kosrauHs. [Ipu KT atpodis xopu Mo3ky,
JereHeparist cipoi cyOcrtaHuii MO3Ky. Y KpOBi: IMiJBHIIEHI Jakrar, HipyBaT, rinepOuripyOiHeMis, TrinmepamaHieMis,
3HW)KEHHs anbOyMmiHy, nporpomOiny. JlikyBaHHs - He po3poOsieHe. MOIJIMBE BHMKOPUCTaHHS KapHITHHY, TiaMiHy,
yb6ixiHony [25].

Tpuxonogigucrpodiss Menkeca - Omucana B 1962 pomi, TN ycmaaKyBaHHS X-34€IUICHHH, PEUCCHBHUN. Y
JKIHOK IISI XBOp00a 3yCTPIiYaeThCsl TiJIBKH 3 XPOMOCOMHOIO aHOMAJIi€r0. 3aXBOPIOBaHHS 00yMOBIIeHe e)eKTOM OOMiHY Ta
TpaHcopty Mimi. KiiHika kracnaHoi GopMHu XapaKTepH3y€eThCS: 3aXBOPIOBAHHS MOYNHAETHCS 3 MEPIINX THOXKHIB KHUTTS,
nIiTh He nmomaroth y Basi, 3[IMP, nHasBHiI rimotpodis, TimoTepmis, TeHEpasli30BaHI CYJOMH, MIOJKIOHYCH, OOIHIUS
rimoMiMiuHe 3 HU3BKUM IepeHiccaM (“o0iuuds xepyBima'), He3BHYaliHE BOJOCCS Ta IIKipa, aTpodis 30pOBHX HEPBIB,
MIKpOKicTH CiTKiBKA. CMepTh HacTae Bim cemcucy abo CyOmypalbHUX KpOBOBHJMBIB. [l atumoBoi ¢opmu
TpuxomnoiancTpodii MeHkeca xapakTepHi: mi3Hs MaHidecranis Ta Jierkuil nepebdir, Ha KT — arpodis Mo3Ky, XBOpIilOTh
JIMIIE XJIONMI, B KPOBI — HU3bKKH piBeHb Mifl. JIikyBaHHS. mpenaparty Mifi, ackopOiHOBa KUcIoTa, Tokodepoiy auerar, D-
neHiuunamiu [26].

Jediunt xommiuekcy 5 - 3axBoproBanHs onucaHe B 1976 pomi, npuumHoro € ToukoBa MmyTtauiss MTHK.
Kpurepismu giarsosy e: 3[IMP, mirMeHTHUI peTHHIT, Cy[OMH, aTakcis, JeMEHIs, Mionaris. [lepebir mporpecyrouni,
OpOrHO3 HecnpuATauBuii [33].

Hediunt koensumy Q - cunapom ommcanuii y 1989 pomi. Tun ycmagkyBanHs He yTouHEHHMA. I CHHAPOMY
XapaKTepHUMU €. METa0OJiYHI KPU3HW, MiOTaTisl, 3HWKESHHsI 30Dy, TIIyX0Ta, 1HCYIBTOMOMIOH] €301, aTaKCis, CUHIPOM
®daHKOHI, EHAOKPUHHI TOPYIIEHHS, JJAKTaT-alu/03, 3HWKEHHS aKTUBHOCTI epMEHTIB AUXaJIbHOTO JaHIora. JIikyBaHHS:
Bitaminu C, K, pubodnasin, koensum C, cykuuHat Hatpiro [21].

3axBopOBaHHsA, SIKi MOB sI3aHi 3 MOpPYHIEHHSIM MeTa00Ji3My MOJOYHOI Ta MiPpOBHHOIPAAHOI KHCJIOT.
Hedinnt mipyBaTkap6okcuiaasnm - cupapoMm onucanuid y 1968 pomi. Tun ycnaakyBaHHS ayTOCOMHO-PELECHBHHM.
3axBOpIOBaHHS IIPOSIBIISIETECS. B HEOHATaJbHOMY mepioni. s CHUHIOPOMY XapakTepHi: CyIOMH, peppakTopHi 0
CTaHJApPTHOI Teparmii, CUMITOMOKOMIUICKC “B'sjoi autuHH’. Y KpOBI - MiJBUIICHHS PIBHS KETOHOBUX TiJ,
rimepaMoHiemisl, rinepsi3uHeMisi, BiIMi4eHO 3HU)KEHHS aKTHBHOCTI MipyBaTKapOOKCHIIA3HU B CKENETHUX M’ s3ax [33].

JediunTt nmipyBataerigporenasu - cuaapom onucanuii y 1987 poui, nedexr Ha 3-if xpomocomi, X-XpoMocomi,
yCIIaIKyBaHHS ayTOCOMHO-pELeCHBHE 1 X-3ueIlieHe, HPOSBIseTbes 3 (OpMaMu: HEOHATaJIbHOI, 1H(AHTWIBHOIO Ta
JI0OPOSIKICHOKO. J[/1s1 HEOHATaIBHOT, 370KICHOT GOPMH CHHIPOMY, IIPH SKid CMEPTh HACTA€ OO 8 MICAIB BiJ AWXaabHOI
HEJOCTAaTHOCTI, XapaKTepHUMH €. HHM3bKa Maca Tijla, KIiHIKa aJKOTOJBHOTO CHHAPOMY, KOPOTKI MaJbIli, M s30Ba
TIOTOHIS, CTPUIOP, CYIOMH, SIKI PE3WCTEHTHI IO Teparii, B KpOBi - anumao3, MiABWINCHI jakTar, mipyBar. Ha KT —
JUCTeHe3ist MO3Ky. Buninsterscs iHdanTHIbHA OpPMa, TIPU SAKIH AITH KUBYTh 10 3 POKIB. XapakTepHHUMH CHMIITOMaMU
CHHApPOMY €. OmtoBaHHA, TimoTpodis, MiomaTis, mape3w, CyIOMH, sKi pe3ncTeHTHI A0 iikyBaHHs, 3[IMP, 3HMXKEHHS
TOCTPOTH 30py, NMape3u, HiCTarM, TUXallbHi PO3JIaad, B KPOBI - MABUIICHI jakTat, mipyBaT. Ha KT — atpodis mo3ky. s
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MoOposIKiCHOT (OopMHU  CHHAPOMY XapaKTepHi: arakcis, M s30Ba JHUCTOHisA, Miomarisa, M s30Ba arpodis, 3I[IMP,
Mikpouedais, 0OMeXeHHS PyXy OYHHX A0IYK. Y KPOBI - JaKTaT-aua03, mipysar [33].

Hedext nurigposinoiirpancamerisiazu - onucanuiit y 1990 pori, ycmagkyBaHHS — ayTOCOMHO-PEICCHBHE,
XapaKTePU3YEThCS MiKpoIledatieto, emKaHTOM, aTpoQiero 30pOBUX HEPBIB, MIOIATIEIO, sIKa 3MIHIOETHCS TETpanape3om. Y
KpOBI MiJBUIICHI: JIAKTAT, MipyBaT, ajlaHiH, aMOHIiH, BiIMIY€HO 3HW)KCHHS aKTUBHOCTI IUTIApOINMOiNTpaHcaneTnaasu. Y
ceui BiiMiueHa opraniuHa auuaypis [26].

Heginut gurigpoginoingerizporenasu-onucanuii 'y 1981 porr, ycmagkyBaHHS ayTOCOMHO-PEICCHBHE,
XapaKTepU3yeThCs PECHIpaTOPHUM CTPHIOPOM, 3HM)KEHHSM TOCTPOTH 30pY, arpodi€lo 30pOBHX HEPBIiB, M’ S30BOIO
rinotoniero, 3[IMP. ¥V kpoBi miABHINEHI: JIaKTaT, MmipyBaT, ajaHiH, anbda-kerormyrapar. Hassuuit pmedinuT B ycix
opranax murigposninoingerigporenasu. Ilpu JlikyBaHHI BHKOPHCTOBYIOTHCS TiaMiH, KapHITHH, IUXJOpanerar, Ai€Ta 3
BUCOKUM BMICTOM JKHPY Ta 0OMEKEHHSIM BYIJIEBOIHIB [21].

Jediunt cykuuHaTaeriaporenasu - ommcanuii y 1981 pori, XxapakTepH3yeThCsl MPOrPECYIOYUM Imepedirom i
NpOSIBIISIEThCA eHIedasIonaTicro, rinepTpodidnoro KapaioMionartieto [27].

Hediunt anabda-keroriyraparaerigporenasu - ommcanmii y 1981 pomi, ycmaakyBaHHS — ayTOCOMHO-
periecuBHe. XapakTepu3yeThCsl JAKTAT-al[M030M, HOPYIICHHSM KOBTAHHS, PO3JIa0M AMXaNIbHUX (YHKIH, CIIACTUYHUM
TETpamape3oM, pPO3yMOBOIO BiJCTATICTIO, CymoMaMH. Y KpOBI - MiIBWINCHI: JIAKTaT, MipyBaT, alb(a-KeToriayTapar,
mertabmiyauii arunos. [Ipu KT — kictu 0a3zanpHuX ranriiis, Tanamycy. IIporHos necnpustiuuii. Cmepts Ha 1-My poi
xuts [21].

Mopyuiennss oxucaenns xupaux kucaor (KK). Teneruuni geeKTH OKUCICHHS IKHUPHHUX KHUCIOT
NPOSBISIETHCS. Y PAHHBOMY AMTHHCTBI, 4acTO TIMOKETOHEMIYHIH KOMi, IOBrOMY TOJIOJyBaHHI, onepauii, iHdekuii, mpore
Jeski (GopMH MOPYIICHOTO TPAHCIOPTY >KUPHHUX KHCJIOT BiJPI3HSAIOTHCS II3HIM IOYAaTKOM 1 WIOA0 A00pOSIKICHUM
nepebirom [28]. Ilpu rinepamMoHieMii MOXYTh HPOSBISATUCS CUMIITOMU HMEYiHKOBOI HEAOCTATHOCTI. JIeheKTH OKMCICHHS
BHUKJIMKAIOTh MiOMaTiio, Oijb, TOCTpHHA MioJi3 mpu (i3MUHOMY HaBaHTaKEHHI, Kapaiomionarii. Yci JeeKkTH OKHCICHHS
KUPHUX KHCJIOT YCIHAJKOBYIOThCS 33 ayTOCOMHO-pelecHBHHM THIOM. [Ipu J1labopaTropHOMY OOCTEKEHHI BHSBISETHCS:
TinorTiKeMist, MiABUIICHAS TEYiHKOBUX (DEPMEHTIB, JIAKTATy, KPEaTHHKIHA3W, MiOTI00iHy. Y Ia3Mi KpPOBi BiAMIYa€eThCs
SHIDKCHHSI 3arajlbHOTO BMICTY KapHITHHY. JIJIsi BCTaHOBJICHHS IiarHO3y BHKOPHCTOBYETHCS TECT ['aTpio (BH3HAYCHHIO
crenudiyHuX MeTabomiTiB). ¥V cedi 3'SIBIAIOTHCH MIKAPOOKCHIIBbHI KUCIOTH. [IpOBOAATHCS €H3MMOJIOTIYHI JOCITIIKEHHS
(pi6poGnactu, mimdounTr). IIpu JiKyBaHHI BUKOPUCTOBYETHCS BBEIECHHS IIIIOKO3H, iHCYIiHY. He MOKHAa BBOAMTH JIiIliIu.
Burkitrounty rosoayBanus Ounblue Hix 8-12roaus. [Ipu rocTpux craHax —3aMiHHE TEpeUBaHHS KPOBi, reMoaianis [12].

I[lepBuHHA HeTOCTATHICTH KapHITUHY - onmcana B 1990 poui, ycrnagkyBaHHsS ayTOCOMHO-PCIICCUBHE, BUHUKAE
BHACJIJIOK HEJ0CTaTHLOI HUPKOBOI peabcopOuii kapHiTHHY. [yl 3aXBOPIOBaHHsS XapakTepHi: Kapaiomionaris, M’ s30Ba
riloTOoHis, B sUTICTh, JIETAPTisl, €Mi30/1¢ TiMOTTiKeMii, IeYiHKOBA HEAOCTATHICTh. Y IUIa3Mi KPOBi 3HIKEHHS KapHiTUHY (5-
15% Bix HOpMH), B cedi — MiABUIICHUN BiTbHUI KapHITHH, OpraHivyHi KUcIoTH. JIiKyBaHHS: KAPHITHHOM Mil KOHTPOJIEM
Horo piBHS B CHPOBATIIi KPOBI, JIi€Ta 3 00MEKEHHAM XHpPY [27].

HenocraTHicTh KapHiTHHDAaAbMiTOLITpaHchepasu 1 cuaapom omucanuit y 1970 porti, THI ycnaakyBaHHS
ayTOCOMHO-PEIIECUBHUHN, TMPOSBISAETECS B PAaHHROMY Billi PO3BUTKOM HEKETOHEMIYHOI TiMOTJIIKEMIiYHOI KOMH,
rermaToMeraii€ro, anuao30M. Y IUIa3Mi BABIUl 3HIDKCHWH 3arajbHHUN BMICT KapHITHHY, anuikapHiTHHIB MeHiie 20%. Y
cedi HasBHI OpTraHiuHi KHUCJIOTH, BIICYTHICTD AikapOokcuiiB. Y (ibpobdiactax Ta KIITHHAX MEYIHKU 3HWDKEHHS (QEPMEHTY
KapHiTHHIAIbMITOLI-Tpancgepasu 1 [12].

HenocraTnicTs kapHiTHH-TpaHCJA0Ka3M - onucana B 1992 pori, ycnaakoByeThesl 32 ayTOCOMHO-PELIECUBHUM
THUIIOM, Ma€ NPOrPECYIOUNH, HECTIPUATINBHN POrHO3. [IposBIIsSEThCS cyioMamMH, arHoe, OpauKapieto, TenaToMeranielo,
MIOMATI€0, KOMOIO, KapiioMiomaTiero. Y KpOBI BTpHYl 3HIDKCHHS KapHiTHHY, arnmikapHiTuHiB 80%. BinMivaetbcs
3HIDKCHHS aKTUBHOCTI (DepMEHTY KapHITHH-TpaHCIOKa3u. CMepTh HACTa€ B TMepLi Micsii Xutts [31].

Henocrarnicrs kapHiTHHnanasMmitoinTpancdepasn 2-omucana B 1979 poui, ycnaakyBaHHS — ayTOCOMHO-
pelCCUBHE, XBOPIIOTh MEPEBAXKHO XJIOMYMKH. J[JI1 3aXBOPIOBAHHS XapaKTePHI CHUMOTOMH. KapAiOMIONAaTil, ypaKeHHs
NeYiHKM, Ipu moMipHid ¢opmi (Bik Ginbine 15 pokiB) — M's30Ba TiNOTOHIs, MiOrIOGiHYpis, TOCTpUI HEKPO3 M’ A3iB
(HampuKIam Iicias JMXOMaHKH). Y IDIa3Mi — 3HIDKEHHS KapHiTuHy, anuikapHituHiB (40-80%).V ceui — opraniumxi
KHCIIOTH, BiJICYTHICTb JIMKapOOKCHITIB. Bigmiueno SHIKEHHSA aKTHUBHOCTI B CKEJIETHUX M s3ax
KapHiTHHIaAbMITOLITpaHcdepasu 2 [12].

Hedinut auuia-Co-A-aeriaporeHasu >k upHUX KUCIOT 3 HoBruM Byriesoauum amorom (VLCAD). Onucanuii
y 1985 poui, TMD ycmaiakyBaHHS — ayTOHOMHO-peleCHMBHUI. MyTaHTHHMH TI'eH JIOKali30BaHUI Ha JOBroMy Iuledi 2
xpomocomu. IlposiBu cuHzapomy: OnIOBaHHS, HyIOTa, M s30Ba TiNOTOHIS, CYJOMH, KOMa, pECHipaTOpHHH aucTpec-
CUHJIPOM, KapAioMiomaTisi, MiaJierii, renatomerais, mikpouedanis, 3S[IMP. BiqmidaeTbest opraniuaa anuaypist. Y mia3mi —
xupHi kucnotu. HasBHa Miorno0Oinypis. JlikyBaHHS: OOMEXCHHS JKUPHUX KHUCJIOT, Npu3HavyeHHs L-kapHituny [25].

Heginnt 3rigpoxcmnammia-Co-A-IeriiporeHa3sd XHUPHUX KHUCIOT 3 JOBIMM BYIJICBOJHHM JIAHIIOI'OM,
onucanuii y 1989poni, Tin ycnaakyBaHHS- ayTOCOMHO-pELIECUBHUIN. BUIIAI0Th TSOKKY Ta Jerky opmu. Manidecraris
TSOKKOT (DOPMH CHHIPOMY Ha 3-7-My MICSI KHUTTA. XapaKTepPHI TOCTPHI MOYATOK, ONfOBaHH:A, miapes, Peiie-momiOHuit
CHHAPOM, PECHipaTOpHUN TUCTPEC-CHHIPOM, M’ s30Ba CIabiCTh, TIOTOHIsA, MOPYIICHHS cBimomocti, cymomu, 3IIMP,
TIOJIIHEBPOIIATisA, MITMEHTHUH peTuHIT, rineprpodiuna kapmiomiomaris. CMepTh HacTae Bix cepieBoi abo HHUPKOBOI
HepocTaTHOCTI. JIms yrerkoi ¢opMu XapakTepHi HyAOTa, HAIMagu TIilMOTIiKeMii, JJaKTaT-aluI03, alumypis, y IiasMi —
MiABUIICHI XHUpPHI KuchnoTd. JlikyBaHHs:  mieTa, Oarara Ha TPUTJINEpUIN, TNpU3HAYCHHA L-KapHITHHY, TIIFOKO3H,
npeanizonony [31].
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Hedinut anma-Co-A-aeriaporeHasu S>KUPHUX KHCIOT i3 cepeaniM ByriaeBoanum Janiorom (MCAD)
3ycrpivaescs i3 yacrororo 1:6000 ¢nmcanmii y 1976 poui. Tum ycrnagkyBaHHS CHHIPOMY ayTOCOMHO-PELIECHBHHMIA.
Yacririe 3aXBOPIOBAHHS [TPOSBIISIETHCS TOCTPO Y Billi Big 3 MicsmiB 10 3 pokiB. XapaKTEPHUMH CHMIITOMAMH €. OJIFOBAHHS,
niapes, cymomu, Peiie-omiOHHUI CHHAPOM, IPOrpeCyrounii MeTabomiunuii kpus (micas 8-164 roauHu royoxyBaHHs, IpU
3aXBOPIOBAHHSAX, OIEpallii) — MOABJISETHCSA COHJIMBICTB, JETapris, HyaoTa. BiACYTHICTh NMEPBHHHOIO ypaXKEHHS M’ S3iB.
XapakTepHi rinoriikemis, anunypis. JlikyBaHHs: BHKIIOYMTH TOJOAYBaHHS, HpPU3HAYCHHS Lxapuituny. [Teprmii
Kp3 € (haTarbHAM ist YBepTi XBopHX [12].

Hediunt anmma-Co-A-aeriTporeHas3u XUPHUX KHCIIOT 13 KOPOTKMM BYIVIEBOJHMM JIAHIIOrOM, onucanuii y 1984
polli, ayTOCOMHO-PELIECUBHUI THIl YCIaJKyBaHHS, IPOSBISEThCS T€HEpalli30BaHOI0 Ta M s130BOoI0 (opmamu. s
reHepaizoBanoi (GopmMu CHHIPOMY XapakTepHi: paHHS MaHidectawis, M s30Ba AWUCTOHIA, cyaomH, OmroBanHs, 3[IMP,
MIiOTOHIs, BUCHUITH. J[7Is1 M’ 130BOT JOPMU XapaKTepHi: MiomaTis, 3HIKEHHS IMYHITETY, METaOOJIYHIN aIiI03, BiACYTHICTh
rimormikemii. ¥V cedi XBOpHX IMiZBHIIEHA €THIMAJIOHOBA KUCIIOTA, OYTUPHITIIIMH, allMIKAPHITHHE, )XUpHi KucioTh [23].

3arajpHi NpUHIUNHM JiKyBaHHSA MiToxoHaponarii. Po3pobneni mimxomu no Ttepamii MTX nHa miacrasi
CBITOBOTO JIOCBiy. BcTaHOBIIEHO, KO KIIHIYHUI CTaH HE MOJIMIIYETHCS 38 PI3HUX TEPANIEBTUIHHX MiAXOMIB MPOTIATOM
POKY, TO CIiJ 3MIHUTH TEpaneBTUYHY TaKTUKY, MOXKHA 3aJMIIUTH KOHTPOJb 32 XBOPUMH, OJHUM i3 IEPCHEKTHBHHX
HaNpSMKiB TIOJAIBIIOTO PO3BUTKY MeToMiB JikyBanHa CAK, moxe OyTm (apmakosioTiyHe PO3AUICHHS TUXaTbHOTO
JAHILIOTa, L0 OPH3BEAC A0 3MEHIICHHS MPOHUKHOCTI KITHHHOI MemOpanu [37]. [loTpiOHO yHWKATH mpemapaT, sKi
OPUTHIYYIOTh IMXaNbHUHN JTaHIIOT, HANPUKIIA BaJbIpoaTH, 6apOiTypaTH, TeTpaluKIiHy, Xinopambenikon [3].

TakuM 4YMHOM, BUKOPHMCTaHHS MAiarHOCTHYHMX KputepiiB MTX no3Boisie cBoedacHO ieHTH(IKyBaTH IO
[ATOJIOTiF0, T PO3POOHTH aJCKBaTHY TAKTHKY BEICHHS XBOPOTO,3HIBUTH PIBCHb IHBATI 3L TA CMEPTHOCTI [D].

[Ipotsirom ocTaHHIX POKIB KUIBKICTh 3aXBOPIOBaHb, IPH SIKUX IHIYKYETHCS allONTO3, HEBIHMHHO 3pOCTa€, 1 I
oOcraBrHa TocHIIOE 1 6e3 Toro cdopmMoBaHy IyMKy NpO HEWMOBIpPHY CKIAAHICTH Ipouecy. [IpoTe, 3aiu-miaroThbes
CTIMMHU IIOYATKOBI €Tamy PO3BUTKY aronTo3y, 30KpeMa, NMOPYLIEHHS MITOXOHAPIalbHOTO IHMXAHHSA Ta BHHHKHEHHS
okucHoro crpecy [1]. IIponec amonrosy, € HeoOXigHUM Is (i3i0JOrIYHOrO PEryIOBAHHA KiJABKOCTI KIITHH OpraHiamy,
JUISL 3HUIIEHHS CTapuX KITHH, Uit (OpMyBaHHS JTiM(OLUTIB, [0 HE € PEAKTHBHMUMH 10 CBOIX aHTUIeHiB (ayTOAHTHUTE€HIB)
(6].

Ha BigMiny Bix iHImIOro BuAy KIITHHHOI CMepTi, HEKpo3y, IIpH amnonro3i He BigOyBaeThCs
pyHHYBaHHS INTOIUIA3MATUYHOT KIITHHHOI MeMOpaHHM i BiINOBIAHO, BMICT KJIITHHM HE IOTPaIUIsie B IO3aKIITHHHE
cepenosuine. Ilpuuomy, y 6aratboX JOCIIJDKEHHSX BCTAHOBJIEHO (AaKT ydacTi LICTEIHOBHX NPOTEa3 MITOXOHApIH y
3aru0erti KIITHH, 0 MOXKEe BKa3yBaTH Ha YK€ JaBHE IMOXOPKEHHS 1 BiJHOCHY KOHCEPBATHBHICTh MEXaHI3MiB aromnTo3y.
OCHOBHUMH MapKepaMH arorTo3y Y OJHOKIITHHHUX €yKapioT, sK 1y OUTbIIOCTI eykapioT B3araimi, € ¢pparmenTaris JJHK i
NOAAJbIIMK pO3Maj KITHHM Ha OKpeMi amonto3Hi Timels [36]. MiToXOHApialbHHH CHTHAIBHMM IIUISX amonTo3y
peali3yeTbCsi B pe3ysbTaTi BUXOMY alONTOTCHHHUX OUIKIB i3 MIKMEMOPaHHOTO MPOCTOPY MITOXOHIPIH B IHUTOIUIA3MY
KITITUHU. BUBIIBHEHHS armoONTOTeHHHX OLUTKiB, KMOBIPHO, MOXE 3IiHCHIOBATHCS JBOMAa IUITXaMH. 32 PaxXyHOK PO3PUBY
MITOXOHApianbHOT MeMOpaHM, a00  IUIIXOM BIAKPUTTS BUCOKONPOHMKIMBHUX KaHATIB Ha 30BHIIIHIM MeMOpaHi
MiTOXOHAPiH. Po3puB 30BHINIHEOI MeMOpaHHM MITOXOHJAPIH MOSCHIOETHCS 301JIBLICHHSIM OOCATY MITOXOHJpPiajJbHOTO
Mmarpukcy. JlaHuil mpouec MoB'si3yl0Th 3 PO3KPHUTTSM IIOP MITOXOHIpiaJlbHOI MEMOpaHHM, IO NPU3BOJAUTH 1O 3HW)KEHHS
MEMOPaHHOTO MOTEHLIaNy, Ta BUCOKOAMILTITY THUM HAOyXaHHSM MITOXOHZpii BHACTIZOK OCMOTHYHOTO mucOanancy [38].
[opu, niamerpom 2,6-2,9 HM, 37aTHI NPOIYCKAaTH HU3BKOMOJEKYJSIpHI pedoBnHH Macoro 1o 1,5 x/la. Poskpurrs nop
CTUMYJIIOIOTh Taki YWHHUKW. HeopraHiyHui Qocdar, kacmas, SHpeareHTn, BHCHaXEHHS KIITHH BIJHOBJICHUM
TJIYyTaTiOHOM, YTBOPEHHS AaKTUBHUX (OpPM KHCHIO, pO3'€qHAHHSI OKHUCHOTO (ochopmitoBaHHs TPOTOHOPOPHUMHU
CHOJIyKamH, 30itbieHHs BMicTy Ca2 +B ruromiasmi, BIUIMB LEPaMidy, BACHAKECHHS MITOXOHIPiaabHOTO myiy AT®.

ChorosiHi BeNeThCS aKTHBHA TUCKYCis, IMOAO IEHTPaIbHOI pOJi IHUTOXPOMY y PO3BHTKY amonrto3y. Tak, y
UTOILIA3MY BHMBIJIBHAIOTBCS: IUTOXPOM C, OLIOK 3 MOJIEKY/IspHOIO Macor 15 k/la, mpokacnasu -2, -31 -9, AlF (gix anri.
apoptosis inducing factor -gaxrTop iHmyKyrouuii amonTos3») - (GUaBONPOTEIH 3 MOJEKYIspHOW Macow 57 x/la.

LuroxXpoM C B IUTOILIA3MI KIiTHHM Oepe ydacTh y (OpPMYyBaHHI amontocoMu, pasom 3 Oiakom Apaf-1 @in anri.
Apoptosis protease activating factor-1 ¢axtop axtuBawnil mportea3 amomTo3y»). Ilomepexnpo, Apaf-1 3a3Hae
KoH(MOpMaLIiHUX 3MiH, B pe3ysbTaTi peakuii, mo mnportikae 3 Butparor eHeprii AT®. Ilependauaerncs, 1m0
tpancopmoBanuii Apaf-1, nabyBae 3aaTHICTH HOB'I3yBaTH LUTOXpoM C. JIo Toro »x, Bimkpusaerbcs moctyn CARD-
nomeny Apaf-1 nns npokacnasu-9. YV pesynbraTi, BinOyBaeThcs oniromepusaitis 7 cy0OIUHHULB TpaHCHOPMOBAHOTO Oinka
Apaf-1,3a ydactio uuToxpomy C i mpokacmnasu-9. Tak yTBOPIOEThCS amoNTOCOMa, IO aKTHBYE Kacmasy-9. 3pina kacnaza-9
MOB'SI3yE 1 aKTHBYE MPOKACaszy-3, 3 YTBOPEHHSAM e(GEKTOPHOK Kacmaszy-3. 3MiHM TPaHCMEMOPAaHHOTO IOTEHIIATY
MITOXOHIIPiH, SKAH CTBOPIOETHCA ENEKTPOXIMIYHMM Tpali€HTOM TMPOTOHIB, MO OOWABI CTOPOHW MeMOpaHH, Ta
BHUBUILHEHHSM 13 MDKMEMOpPAHHOTO TIPOCTOPY MITOXOHIAPIH amonTo3HUX (aKTOpiB, BHACIITOK 3MiH TMPOHUKHOCTI
MITOXOHIpialbHOT MeMOpaH!, € OCHOBHHUMHM MEXaHi3MaMH BHYTPIIIHBOTO NUIAXY amonTo3y. 3'sCOBaHO, IO 3HIKEHHS
MITOXOH/IPiaJIbHOTO MOTEHIialy - € OJHa 3 O3HAK HE3BOPOTHOCTI amonTo3y [35].

B ocTanHI pokm oTpuMayia pO3BHTOK TaK 3BaHa MITOXOHJpialibHa TEOpis CTapiHHSA, B OCHOBI SKOi JI€KaTh JIBa
npunyienns [1]. [o-nepiue, nependayaerses, mo mytauii mitoxouapiansHoi JHK (MTIHK) HakomuuyroThCs 3 BIKOM i
MOXYTb Aocsratd 3Ha4Hoi yactoTH. OJHaK, e NpUIyIIeHHsS He Moxe nosiciutu posns MTIAHK B crapiHHi, ocKinbkn
KO’KHA KJIITHHA MICTUTH KiJIbKa MITOXOHJpiaJIbHUX I'eHOMIB. BunankoBuil MyTtarene3 Oyne npu3BOANTH 10 (GOPMyBaHHS
PO3MaITTsl PI3HUX THIIIB MyTaHTHUX MOJIEKYJI 1 MOJIEKYJ AMKOro THny. HeoOximHuii criemianbHUi MeXaHi3M, SIKHHA 3MOXKe
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3a0€3MEeYNTH CTBOPEHHS JOCHTh BHCOKOI KOHIEHTpamii (EHOTUINIYHO 3HAYYIIMX MYTAHTIB, 3AAaTHHUX IMOJOJIATH
(denorunivamii mopir [3].

[Mo-nmpyre, mepenbavaerses, mo Mytamnii MTAHK po3momiisroThCsl TAKAM YHHOM, IO KOXKHA KIIITHHA MICTHTH
OIIHy MyTaIiro abo onuH TuM MyTamii. [Ipu mpoMy MyTarlist MO>ke TIOBHICTIO pealli3yBaTH CBOIO MMOTEHIIaIbHY MOKIIUBICTh
nopymuTH (i3i0JI0Ti0 KIITHHH 1 THM caMHUM OyTH aKTHBHO 3aJIy9dCHOIO B MPOIIEC CTapiHHA. X09a MpSIMHUX J0Ka3iB TOTO,
mwo wmytanii B MTJJHK BUKIHKaIOTh 3Ha4ymy st cTapiHHA edeKTd mie Majio (3a BHHATKOM, MabyTh, CapKOICHis),
JOCTIKCHHS B OCTaHHI 4YacH TIOBHICTIO TWIATBEPIWIM BHIICCKA3aHI NPUMYIICHHS, THM CaMUM 3Mil[HUBIIN
MITOXOHpiajbHO-MyTaliitHy Teopito crapinus [5].

HakonnyeHHs B TKaHMHAX 3 BIKOM PE3MCTCHTHHUX JO allONTO3y CTapiloYuX KJIITHH, MOXKIIHBO € TUM alicOeprom,
SKAH aKyMYJIO€ MHOKHHHI TOIIKOJDKEHHS, 110 NMPU3BOIATH 10 HeoIuasii, HelpoaereHepaTuBHUX NpoleciB abo cMepTi,
BHaciok iHGpapkry wmiokapma [30]. OckinbKH, MOJNEKYJISpHI MOIIKOKECHHS, IO HAKOMMYYIOTBCS TPH CTapiHHi,
3YMOBIIIOIOTh LIMPOKHUI CHEKTP MOPYIIEHb BUKUBAHHS KIIITHH, BOHH MOXYTb MPOSIBISITUCS HE OJIHAKOBO B Pi3HUX OpraHax
i TkaHMHaX. B TWX TKaHWHAaX, Ie cTOBOYpPOBI KIITWHU MPAaKTUIHO BIICYTHi, a00 MICTAThCS B HE3HAYHIH KiJIBKOCTI,
HANIPUKIIA] B TOJIOBHOMY MO3KY, CIIOCTEpIraeThCsi BIKOBE 3HIKCHHS UyTIMBOCTI mo amomro3y [1]. B opramax, ski
noOymoBaHi 3 OUQEPEHIINOBaHUX KIITHH, TAaKWX, SK TEYiHKa Ta cepie, HaBMakd, 30€piracTbCsi BUCOKA 3JIATHICTH
BIIMOBIJaTH HA aIONITHYHI CUTHAJIM, HAIIPHKIIA IPH OKKCIIIoBanbHOMY crpeci [40].

3a3uparoun B MailOyTHE, MOXKHA TOBOPHTH, MPO MOXKIMBOCTI MOMEPEIKCHHS 1HCYJIBTIB BHKIIFOUCHHSM TEBHUX
TCHIB, HANpHKJaJ, I'€Ha BIANOBIJAJBHOTO 32 BHUCOKMI pIBEHb XOJIECTEPUHY B KpOBi, 1 poOMTH L€, NOYMHAIOUU 3
nigtitkoBoro mnepioxy. Exmpto ®aep i Kpeiir Memnoy (2004) orpumanu HoOeniBcbky mpemito, OOrpyHTYBaBILH
MOXJIMBICTb, IITY4HO BHKIMKaTH HK-iHTepdepeHiito reHiB, THM caMuM, HEHTPaJIi3yloun BKe B eMOpiOHa CXMIIBHICTB JI0
neBHUX XBopob [36].

OB i

TakyuM 4YMHOM, BHM3HAUCHHS MOPYILEHb PEryJsil MITOXOHJAPIaJIbHOI'O €Taly amnonTo3y €  IiATBEPKECHHSIM
3HAYYLIOCTI IPOrPaMOBAHUX MEXaHI3MIB KIITHHHOI cMepTi y (POPMYBaHHI OCEPEAKOBOIO MOLIKOMKEHHS TKaHHH. Moro
poJIb He3aMiHHA B IHAMBIAYaJIbHOMY PO3BHUTKY 1 MIATPUMII TKAHHHHOTO rOMeocTa3y y 0araTOKJIITHHHUX OPraHi3MiB.
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HNOHSATHUE O MUTOXOHAPUAJIbHBIX BOJIE3HSIX.
MUTOXOH/APUAJIBHBIE PETYJISITOPBI AITIOIITO3A U
BBI’KUBAHUSI KJIETOK
Epomenko I''A., Hlenutbko B.U., Bopyra H.B.

V3yuenue ocoOCHHOCTE TEUCHUs] MUTOXOHIPHAIBHBIX OONE3HEeH U
3HaHME OCHOBHBIX KIMHHYECKHX CHMIITOMOB, XapaKTEpPHBIX JUIS Pa3IHYHBIX
CHHJPOMOB 3TOii IATOJOTHH, SIBISCTCS BEChbMa aKTYaJlbHBIM Ha CETOMHSIIHU
JicHb, TaK KaK OHHM 3aHMMaioT 1,6% cpeam 310pOBOro HaceleHus, a Cpeau
OONBHBIX € MHOXECTBEHHBIM OJHOBPEMCHHBIM IOPA)XCHHEM HEPBHOH,
CKEJICTHOH, PECHHpPATOPHOI, CEPACYHO-COCYAUCTOH CHCTEM HApYLICHHUS
JHEpreTuueckoro ooOmeHa, Bcrpedaercss B 45%. B o63ope nutepaTypbl
JIOKA3aHO, 4YTO OIpEIECNICHHE HAPYIICHWH pPEeryIslud MHUTOXOHIPHAIBHOIO
JTama anonTo3a SBISIETCS MOATBEPIKICHUEM 3HAYMMOCTH HPOTrPAMMHPYEMBIX
MEXaHM3MOB KJICTOYHOH CMepTH B (DOPMHUPOBAHMM OYAaroBOTO IOBPEKICHUS
TKkaHeil. Ero ponb He3aMeHMMa B MHAMBHIYabHOM DasBUTHU U IOIJIEPKKE
TKaHEBOTO FOMEOCTa3a y MHOTOKJICTOYHBIX OPTaHH3MOB.

KioueBble €J10Ba:  MHTOXOHIPUAIBHBIC
PEryISATOPBI, KICTKH.

0OJIe3HH,  aroITo3,

CONCEPT OF MITOCHONDRIAL DISEASES.
MITOCHONDRIAL REGULATORS APOPTOSIS AND CELL
SURVIVAL

Yeroshenko G.A., Shepitko V.I., Boruta N.V.

The study of peculiarities of mitochondrial diseaaed
basic knowledge of clinical symptoms compatiblehvat variety of
syndromes of this disease is highly relevant toasythey take up
1.6% of the healthy population, and among patievits multiple
simultaneous damage to the nervous, skeletal, regepy,
cardiovascular system disorders energy exchangaoat 45%. In
a review of the literature demonstrated that theerd@nation of
violations of the mitochondrial phase of apoptosegulation is a
confirmation of the importance of programmed celeath
mechanisms in the formation of focal tissue damdgerole is
irreplaceable in individual development and suppdissue
homeostasis in multicellular organisms.

Key words: mitochondrial disease, apoptosis, regulators,
cells.
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MMATO®I3IOJOTTYHA POJIb AIMIIOHEKTHHY B PO3BUTKY OKHUPIHHSA TA CYITYTHIX
3AXBOPIOBAHB

e

HaBenenuii aHaii3 HayKOBUX cTaTei, NPUCBAYCHUX MEXaHi3MaM Jiii aJNIOHEKTHHA, HOro poii B MeTabolIi3Mi Ta B aTOreHe3i 3aXBOPIOBAHb.
Iloka3aHe 3HIKEHHS BMICTY TNIIOKO3H, TPHUIJIILEPHAIB, JIIONPOTEINiB HU3bKOI IIIIBHOCTI B KPOBI Mif €0 aJUIMOHEKTHHA. 3HIKCHA KOHICHTpALlis B
KpOBi aJUIOHEKTHHA Oyila 3apeecTpoBaHA IPH OXKUPIHHI, 1HCYIIHOPE3UCTEHTHOCTI, HEaIKOTOJLHOMY CTEaTOrCHaTHTi, aTepocKiIeposi Ta AuChyHKmil
eHyoTelnio. TakuM YHHOM, BPaxOBYIOYM CIIEKTp Jii aJIMIOHEKTHHA, aKTHBALisl BHYTPIIIHBOKIITHHHHX KAacKaJiB, OMOCEPECAKOBAHMX L[MM T'OPMOHOM,
CTBOPIOE TOJIE TOCIIPKCHB IS TOIIYKY Ta BIPOBAUKCHHS e()EKTUBHUX TEPANIEBTHYHUX 3aCO0iB [T JTiKyBaHHS HABEACHHX 3aXBOPIOBAHb.

Kuro4oBi ci10Ba: aiUNoHeKTHH, METab0Ii3M, O)KUPIHHS, IHCY/IIHOPE3UCTEHTHICTh, HEAJIKOTOJIbHUIT CTEATOTEHATUT, aTEPOCKIIEPO3.

Poboma ¢ @paemenmom HIP HHI] «lucmumym 6ionoeii». “Mexanismu peanizayii  adanmayiiiho

KOMNEHCAMOPHUX Peaxyiil op2anizmy 3a ymog possumxy piznux namonoeit” (Ne 115®D036-01, Ne depoicpeccmpayii
0111U004648).

AMITIOHEKTHH — KOJIareHOmoAi0Hui OikoBuii rTopmon Macoro 30 k/la, sKuii eKCIIPECy€eThCsl TOJIOBHUM YHHOM B
JKMPOBIH TKaHHHI, Oepe ydacThb B peryisiii Karaboi3My )KUPHUX KUCIIOT, YyTIMBOCTI 10 iHCYIIHY, PiBHS IIIOKO3H B KPOBI
Ta IHIMX TpoleciB. B pe3ynbraTi moumyky NpoAyKTiB TPaHCKPUILIi I'eHIB B XKHUPOBil TKaHUHI LEH aJuIOLUTOKIH OyB
OTPUMaHUIl YOTHpMa He3ale)KHUMHU Trpymamu BueHHx (1995-1996pp.). Bmepiue neit ropmon Bigkpue Scherer et. al
METOAOM CyOTpakTHBHOI ribpuaun3auii, nopisHrooun 3T3-L1 agumnonuty 3 HeandepeHuiioBanuMu npeagumnonuramu [33],
ta Ha3BaB itforo Acrp30 (adipocyte complement-related protein ofkB@&). Ananoriunuii miaxin Bukopuctas Spiegelman
et. al, naBum Ha3By inentudikoBanomy mpoteiny AdipoQ [7]. B mux mocrmipkeHHsx BueHi mokaszamu, mo MPHK
AIMITOHEKTHHA MiaBUINYEThCs Oimbire HiX B 100 pasiB B mporeci TU(EpPEHIIOBAHHS 1 OOMEXKYETHCS BHKIIOYHO
amunonuraMu. Broepiue mMonekyna agumoHekTHHa Oyna KJIOHOBaHA 3 jKMpoBoi TKaHmHM Matsuzawa et. ali orpumana
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