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KJUITHIKO-MOP®OJIOT'TYHA

XAPAKTEPUCTHKA PAHOBOI'O ITPOLECY

B PAHHbOMY IICJISONEPAIITHOMY
HEPIOJI IICJISI PATAKAJIBHOL
YPAHOCTA®UIOIIJIACTUKHA
Tkauenko ILIL., losenko O.b., JloxmatoBa H.M.,
Binokons C.0O., lodpockok B.O.

Meroto poboTu Oyn0 BHUBUCHHS KJIiHIYHOI cUTyarlii Ta
MOpP(OJOriyHOi  CTPYKTypH OionTaTiB  CIM30BO-OKICHHX
KIanTiB MigHEeOIHHS y fJitell 3 HOro  BpOMKEHHMH
HE3pOLICHHAMH JI0 OIEPaTHBHOTO BTPYYaHHS Ta B PAHHBOMY
micasgonepaiiHoMmy nepiozai Ticist pazuKansHOl
YpaHOCTa(IOTUIACTUKH. JocmimxeHHs KIIHIYHOT
XapaKTEePUCTUKK Ta 3arajlbHO COMaTHYHOTrO CTaHy y AiTeil 3
L€I0 TATOJIOTIEI0 0 ONEPAaTHBHOTO BTPYYAaHHS IO3BOJIMIO
BUSIBUTH y HHUX BHpP@XCHI aHAaTOMI4HI Ta (yHKI[IOHANBHI
HOpYIICHHA. BUBYEHHS paHOBOrO MpOLECY B PAHHBOMY
micasonepaniinomy nepiozai icis pazuKansHOl
YpaHOCTAQUIOIUIACTUKM 32  JOHOMOTOI0  MOP(QOJIOrigHOT
CTPYKTYpH OIONTATIB CIM30BO-OKICHHX KIIANTIB ITiJHEOIHHS
Jla€ 3MOTY CIPOTHO3YBATH CTYIIHb BIpOTiAHOCTI ()OPMYyBaHHS
MIUIBHOTO pyOlLls, Ta CKIACTH IHAWBIAyaJIbHUHA IUIAH
JiKyBaJbHO-TIPOGIIAKTHYHKX 1 peabimiTaliiHuX 3aX0iB ISt
wi€i Kareropii XBOpHX.

KawuoBi caoBa: miTH, BpoKeHi
nigHeOiHHs, pernapaTuBHa pereHeparis.
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KIIMHUKO-MOP®OJOTINYECKAS
XAPAKTEPUCTHKA PAHEBOI'O ITPOLHECCA
B PAHHEM NMOCJIEOITIEPAIIMOHHOM
HEPUOJIE MOCJIE PAJTAKAJBHOMN
YPAHOCTA®WIOIINIACTUKH
Tkauenko I1.U., Joaenko O.B., JJoxmaTtoa H.M.,
Beaokons C.A., lodpockoxk B.A.

Lemnpio paboTh! OBLIO M3yYeHHE KIIMHUYECKOI CUTYyaIluu U
MOpP(HOIOrUYECKOH CTPYKTYpBI 6uonTaroB CITH3HUCTO-
HAJKOCTHUYHBIX JIOCKYTOB Heba y JeTedl ¢ ero BpOXKIECHHBIMU
HECPAIIEHHUsIMH JI0 OTIEPAaTHBHOIO BMEILIATENbCTBA U B PAHHEM
TOCTIEOTIEPALIHOHHOM nepuose nocne pafuKaIbHOM
ypaHOCTa(UIOIUIACTHKY. Hccnenosanue KIIMHIYECKON
XapaKTEePHCTHKH U OOIIEr0 COMaTHIECKOTO COCTOSIHUSA Y JieTeil ¢
3TOH MaToJOrHel IO ONEpPaTHBHOTO BMEIIATENILCTBA MO3BOJIMIO
BBISIBUTH y HUX BBIPAXKCHBIC aHATOMHYECKHE U (DYHKIMOHAIILHEIE

HapylieHus. M3ydeHume paHeBOro mporecca B paHHEM
TOCIICONIePAIHOHHOM nepuoze rocJie pafvKaIbHOM
ypaHOCTAQUIOIIACTUKA € TOMOIIBI0  MOPQOJIOTHYECKOI

CTPYKTYpbl OMONTATOB CIU3UCTO-HAJKOCTHUYHBIX JIOCKYTOB HEOa
MO3BOJIIET  CHPOTHO3MPOBAaTh  CTENEHb  JOCTOBEPHOCTH
(hopMHpOBaHIS IIOTHOTO PYOIA, M COCTABUTH MH/VBHITYaIbHEII
IIaH  JIe4eOHO-NPOQMIAKTHYECKMX W peabMIIMTAlMOHHBIX
MEPOTIPUSITHIA 171 3TOH KaTeropuu OOBHBIX.
KiroueBbie c¢j10Ba: [€TH, BPOXICHHBIC HECPALICHUS
Heba, pernapaTuBHas pereHepanus.
Penensent: Aserikos /1.C.
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Bonesns BruiibcoHa — XpOHUYECKOE HACTIEICTBEHHOE, ayTOCOMHO-PEIIECCHBHOE 3a00JICBaHUE, CBSI3aHHOE C HAPYIICHUEM
oOMeHa menu. HecMOTpst Ha XapakTepHYIO KIMHHYECKYIO KapTHHY, THAarHOCTHKa 3a00JieBaHMs 3aTpynHeHa. HecBoeBpeMeHHO
MMOCTABJICHHBIA JMarHO3 TPHUBOAUT K TOMY, YTO HpPH OTCYTCTBHU JICUCHHUS OBICTPO IPOTPECCUPYIOT HEBPOJIOTHYECKUE
paccTpoiicTBa ¥ MaTOJOTHYECKAE U3MCHEHHS B NICYCHH, KOTOPHIC B TEUYCHHE HECKOJBKHX JIET MPUBOJAT K CMEPTH OOJBHOTO.
AneKkBaTHOE, HENpEpBIBHOE JieueHHe (queTa, MEeHWIMUIAMHH), HA4aToe HA HAYaJIbHBIX CTAAMAX 3a00JCBaHUS YMCHBIIACT
KIIMHUYECKUE MIPOSIBICHUS ¥ 3HAYUTENILHO YIIy4IlaeT MporHo3 0os1e3Hn Bunmbcona.

Kurouessble ciioBa: 00iie3Hb BuiibcoHa, KIIMHIYECKHE TIPOSIBICHUS, THATHOCTUKA, JICYCHUE.

Paboma saensemca gppaecmenmom HUP "[Juacnocmuxa, neuenue, npogedenue peaduiumayuoOHHbIX MepOnpusmuii ¢
UCNONB30GAHUCM MEMOO08 pedhekcomepanuu npu 3a601e6anusx HepeHou cucmemsl” (Homep 2ocyoapcmeennoil pecucmpayuu
0118U100187).

bonesnr BuiibcoHa — XpOHHMUYECKOE HACIEICTBEHHOE, ayTOCOMHO-pEIeCCHBHOE 3a00lieBaHME,
CBS3aHHOE C HapymieHneM oOMeHa memu. I'en ATP7B, MyTamuu KOTOpOTO BBI3BIBAIOT 3a00JIeBaHUE,
pacmonoxen B 1341 xpomocome (yuactok 13ql4-q21)ommcano 6omee 300 myranuii sToro reHa. Mezp
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UTpaeT BaXKHYIO POJIb B )KU3HEAEATSIBHOCTH OPTaHU3Ma, HO IPH W30BITOYHOM €€ HaKOIUIEHHH OKa3bIBacT
TOKCHYECKOE BO3/IEHCTBHE Ha opraHbl. M30bITOUHOE HAKOIICHHE MEAW MEPBOHAYAIBHO MPOUCXOIHT B
NIeYEHH, T10 MePEe MPOrpeccupoBaHms 3a00IeBaHHS IPOUCXOIUT HAKOIUICHHE MeIU B 0a3aIbHBIX TaHTIIHAX
TOJIOBHOT'O MO3Ta, TIOYKax, CeIe3eHKe, paay Hoi obomouke ras. [1, 3, 6, 7, 10].

HUctopus. 3aboneBanue onucaHo OputaHckuM HeBposorom CamioeneM Bunbconom B 1912rony,
pabortam kotoporo mpeauiecTBoBainu Tpyasl Kapna Becrdans (1883r.), Yunssama ['oepca (1888r.) n
Anonbda Hlrpromnens (1898r.) [9].

Onunemuonorus. PacnpoctpaneHHocTs 6ose3nn Buibcona cocrasmser 3-4 ciydast 3a001€BaHUS
Ha 100.000nacenenus. IlepBoHavanbHble CHMITOMBI MOTYT TIOSIBIATHCS B Bo3pacTe oT 5 1o 45 ner, HO
yarie Bcero 3aboneBanne HaunHaeTcs B Bo3pacte oT 10 1o 25 ner.

Knunuyeckue nposiBjieHUusi M1 MeTOABI TUArHOCTHKH. Ha HauanpHbIX cTanusx 3a0oaeBaHus, Kak
NpaBHUJIO, HAOMIOAAIOTCSI U3MEHEHHS CO CTOPOHBI (PYHKLIIMOHATIBHBIX P00 MeueHH, 001mast cnadocTh, HOTepst
anmetuTa. [1o3xke NpUCOSANHSIIOTCS HEBPOJIOTHUYECKUE PACCTPOMCTBA U MO0 HAPYKHOMY Kpalo palyKHOU
000110uKHM TMaza mosiBysieTcs Konblo Kaiizepa-@neiinnepa, pa3BuBaroTcsi Oojee rpyOble M3MEHEHHs CO
CTOPOHBI TIEYCHHU (XPOHUUYECKHIA TeNaTuT, HUPPO3), HHOT A pa3BUBaeTCs mopaxeHue mouek [1, 2, 4-7, 10].

W3 HeBpoIOTHUECKUX pacCcTporCTB A Oone3Hn BuiibcoHa XapakTepHBI TpeMop, OpaJuKHHe3Ns,
PUTHAHOCTD, TUCTOHMS, aTAKCHsl, HAPYILICHNUE PEUH M TI0TaHus. Pexxe MOTyT HaOIOAaThCS XOpesl U THKU.
Hesponoruueckue paccTpoiCTBa MOTYT CONPOBOXKIATHCS MCUXUIECKUMHI HApyLIICHUSIMH: aCTCHUYECKUH
CHHIPOM, Pa3IpakUTEIbHOCTh, HAPYLICHUS IOBEACHUSI, ACTIPECCHs], allaTusl, KOTHUTHBHBIC PACCTPONCTBA
(yxyamieHue  mamsTH, 3aMEUICHHE ~ MBIIUICHHS, HApYIICHHE  WCIOJHHUTEIBHBIX  (YHKIHN).
Hesponornueckasi cumnroMaTuka y O0JbHBIX 00Je3HBI0 BHibcOHa 10CTaTOYHO T€TEPOreHHA, YTO YacTo
3aTpyAHSAET JUATHOCTHKY 3TOTO 3a00JICBAHUS.

PazHOBHIHOCTH aCHMMETPHUYHOTO TPEMOPA, BCTpedarouierocs npu 6oje3nu Bunbcona:

- KHHETHYECKHH TPEMOpP PYK MPH BBHIIOIHEHUH MABLEHOCOBOW MPOOKI, BO BpEMsI TUThS BOJBI U3
KPYKKH, IPU TIONBITKE MTOJHECTH JIOKKY C KUAKOCTHIO K Ty0aM, IpH PUCOBaHUM CIHPAIIH,

- IOCTYPaJbHBIN TPEMOp PYK;

- TPEMOP TOKOS PYK IO TUITY CU€Ta MOHET WM CKaTBIBAHHUS TTHJIIOJb,

- KHHETHYECKHI TPEMOP HOT IIPH BBIITOJHEHUH MATOYHO-KOJIEHHOH MPOOHI,

- TPEMOP MOKOS HOT;

- TpEeMOp T'oJIOBHI (Yalle 1o Ty “na-aa”).

Hanbonee BaXHBIMHM JMArHOCTHMYECKUMH TecTaMH INpU AWAarHOCTHKe Oone3Hu Buibcona
SIBJISIFOTCS ICCIIEIOBaHUE KPOBU Ha 1epyioriazmut (Hopma 20-60mr/ i, ypoBHu Huke 20 MoryT mr/mn
MOTYT CBHJCTENbCTBOBAaTh O Oosne3Hu Buibcona, y 10% OonbHbIX 0Oo0ne3Hpio BuibcoHa ypoBeHb
LIepYJIOIUIa3MUHA B HOPME), & TAKXKE ONPEICIICHUE YPOBHS SKCKPEILIH MU B CYTOYHOM KOJTHYECTBE MOYH
(ypoBensb Bbime 100Mkr monTBepskaaet 6one3ns Bunbcona, a ypouu oT 4010 100MKT H0JKHBI HABOAUTD
Ha MBICITb O BO3MOKHOM HAJIMYWH y 9TOTO ManueHTa 6one3nu Bunbcona). O0a rcciie1oBaHus HEIOpPOTUe
Y MOTYT C YCIIEXOM HCIOJIB30BATHCS BO BCEX CIOXKHBIX JUATHOCTHYECKHUX CIIydasx.

Wnorna pns mnposenenus auddepeHIHaIbHON TUATHOCTHKH HEOOXOIUMBI TE€HETHYECKOE
TECTHPOBAaHHUE U OUOIICHS NICYCHH.

Metoapl HeHpOBH3yaJlM3allMM HE OTHOCSTCS K OCHOBHBIM JHArHOCTHYECKMM METOAaM
JUarHOCTHKH Oone3HH BuibcoHa, HO MOTYT MpencTaBisATh HEKOTOPHIi uHTEepec. MPT romoBHoro mosra
cuuTaercsi 0ojee JOCTOBEPHOU 0 CPAaBHEHHUIO C KOMITBIOTEPHON TOMOTpagHei.

[Tpu npoBenennn MPT nocTaToyHO YacTo BBISBISIOTCS HeceUUpUUEcKHe MOP(OIOrnuecKue
U3MEHEHUS B 00J1acTH Oa3aibHBIX TaHTIHEB, 0e3 Iepru(OKaIbHOTO 0TEKa, B TaJlaMyce, MO3KeUKe, CTBOJIE,
B Oemom BemecTBe OoypIIMX NoOdymapuid Mmosra. MHorma, HecMOTpsh Ha MOJOAOH BO3pAacT,
00HapyXHUBarOTCs aTpopUUECKUE MPOLECCH B TOJIOBHOM MO3T€ B BHJE PACIIMPEHUS CyOapaxHONIAIBHBIX
NPOCTPAHCTB M KETYJOUKOBOH CUCTEMBI. DTH W3MEHEHUS CBSI3aHBI C TOKCHUYECKUM BIMSHUEM MEIU Ha
HEWPOHBI TOJIOBHOTO Mo3ra U HocsAT nuddy3HeIil xapakrep [2, 8].

Jleuenne npu Oone3Hu BumibcoHa mmmTcs BCIO Ku3HB. BakHOe 3HAUeHHE OTBOIWTCS AMETE C
HU3KUM COJIepXKaHueM Mead. M3 paluoHa HCKIIOYaroTcs IeYeHb, OpexH, 0000BbIe, MIOKOJa, TpUOBI,
CyX0(PYKTBI, MOPENPOIYKTHI, OapaHuHy H Ap.

OCHOBHBIMH JICKQpPCTBCHHBIMH TIpenaparamMu Ajsl JieueHHst OoJne3HH BunbcoHa sBASIOTCS
NCHUIWIIAMUH WM TPUEHTUH (UCIOJNB3YyeTCsl MpU HEMEPEeHOCHMOCTH IEHHIWUIaMuHA). [lpu
JOCTH)KEHHU XOPOLIMX PE3yJIbTATOB MX MOKHO 3aMEHHTh Ha Ipernapartsl HuHKa (quHKTepan no 124-248
Mr 3 pa3a B CyTKH), KOTOPbIC IPUMEHSFOTCS IS TTOICPKUBAIOIICH TEPAITHH.

B Havane neueHHs MEHUIMVIAMHHOM HEBPOJIOTHMYECKHE CHMITOMBI MOTYT YXYIIIAThCS, 3TO
CBSI32HO C BHICBOOOXKICHHEM MEAM U3 IIEYCHHU U MOBBIIICHUEM €€ KOHLIEHTPALUHU B TOJIOBHOM MO3T€.

[MeHnmmIaMuH Ha3HAYaeTCss MEXIYy NMpUeMaMH numM 4 pasa B JeHb (IEPBBIA NMPHEM yTPOM
Haromiak). IlepBoHawanpHas mo3upoBka coctaBimsier 250-500 mr B cyTku. 3areM J103MpOBKA
NEeHUIWIIaMUHa MoBbImaetcs Ha 250Mr B Hefemo. MakcuManbHas cyTouHas 1o3a cocrasisieT 2.000mr,
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HO Kak mpaBuiio nocrarouHo 1.000 — 1.500ur. J{o3a cunrtaercs 3h(heKTUBHOM, €Clii B MEPBBIE HEACTH
JICYCHUS] CYTOYHas SKCKperms Menu ¢ mModoi mpesbimaer 2.000 Mkr (B mocienyrolmue HeAenu OHa
CYILIECTBEHHO CHIDKaeTcs). KiMHUuYeckoe yiydlIeHWe HACTyNaeT, Kak IPaBWIO, 4epe3 HECKOJIBKO
MECSILIEB, [TOCTIE Yero MepexoIsiT Ha MOJACPKUBAIOLIYIO TO3UPOBKY IEHULIWIJIAMUAHA, KOTOpasi COCTAaBIISET
or 500 mo 1.000 mr B cyrku (wame 500-750 mr B cyrtkm). Ha ¢oHe mnuTenpHOro JedeHUs
NEHULMITIAMAHOM JIOTIOJIHUTEIBHO MTPOBOJIST MOBTOPHBIE KYPCHI JICUCHHUS BUTAMUHOM Be.

[leHnuumnnamMuH TPOTHUBOMOKA3aH NPH TMOBBIIIEHHONW YyBCTBHUTENBHOCTH K 3TOMY IIpenapary,
MHUACTEHHH, CUCTEMHOW KPAacHOH BOJIYaHKE, BBIPAKEHHBIX HAPYLICHUSX CO CTOPOHBI (PYHKUIUH MOYEK,
arpaHyJioLMTO3€, MHEJIOCYIPECCHH, OJHOBPEMEHHOM IpueMe aHTHOMOTHKOB. [lpu OepemeHHOCTH H
Mepro/Ie JaKTalUH MEHULIWIJIAMUH CJIelyeT IPUMEHATh B MUHUMAJIbHO 3P (QEKTUBHBIX JO3UPOBKAX.

B Hauasie yieueHHs NEHUIIMTIAMUHOM €XKEHEISNTbHO TPOBOIST J1ab0paTOpHBIE HCClenoBaHus (CO
2-r0 Mecsla JIeYeHns — eeMecsHo). [Ipyu CHIKeHnH ypoBHs JeiikonutoB Huke 4 x 1P, tpomMGonuTos
mwke 100 x 1P, npu BeIcOKOM ypoBHe mnpoTenHypun (Gosee 1r/1 B CyTOUHOM MO4YE) JedeHHE
NEHULWIJIAMAHOM CJIeyeT MPUOCTAaHOBUTH. AHTHSIEPHBIC aHTUTENA OMPEACISIOT KaXIble TPH MecAla,
ecnu ux TUTp npesbimaeT 1:80,mpenapar HeMeAJICHHO OTMEHSIETCS.

[Mpu Hauxyamem cueHapuu 6osie3HH BribcoHa (IuarHo3 moctaBlieH Ha TIO3IHEH CTaanu, Korna y
OOJIBHOTO YK€ Pa3BUIICS LUPPO3 MEUCHN) MOXKET OBITh PEKOMEH/JOBaHA TPAHCILIAHTALMS ICYCHU.

IIporno3s. be3 neyenus 3a0oaeBanne HEYKIOHHO IPOTPECCUPYET U MIPUBOAUT K CMepTH. B ciryuae
CBOEBPEMEHHON JMAarHOCTUKM 3a00JIeBaHMsI M Hayaje JICUeHHs Ha HAYalbHOW CTaJud TNPOTHO3
OnaronpuATHBINA U OONBbHBIE MOTYT XHUTh HOPMaJIbHOM >kK3HBI0. [Ipr Havane nedyeHns Ha MO3IHUX CTaAUsIX
3a00J1eBaHuUs MPOTHO3 3aBUCUT OT CTETICHHU BBHIPAXKEHHOCTH MOBPEKACHUS IIEYSHU U HEPBHOM CHCTEMBI.

BB

1. HecmoTps Ha Hammuue pa3pabOTaHHBIX IWATHOCTHYECKWX KPUTEPHEB M aJTrOPUTMOB
MMOCTAaHOBKM JUAarHo3a, a TakKe JOCTYMHOCTH JHAarHOCTHYECKHX METOJOB HCCIENIOBAHUS, TUArHOCTHKA
6ose3nn BunbcoHa, mo-mipekHeMy, BBI3BIBAET 3aTpyJHEHHME Yy Bpaueil. BonbmIMHCTBO ciydaeB 3TOTrO
3a005IeBaHUS OCTAIOTCS HEJMArHOCTUPOBAHHBIMH.

2. 15151 yiydIieHust IMarHOCTHKY 0oJie3HH BUiibcoHa, B ciydae HE0OXOIUMOCTH, CIIeyeT HIMPOKO
WCTIONIb30BaTh aHAN3 KPOBH Ha LIEPYIIOIUIa3MIH U OTIPE/IeIeHHE MEAH B CyTOYHOM KOJIMYECTBE MOYH. DTH
JIOCTYIHBIC ~ METOJbl  OOCICIOBaHHsS HEOOXOAMMO PEKOMEHA0BaTh (C  IENbI0  MPOBEICHHUS
nudhepeHInaIbHON THArHOCTHKKM) BO BCEX CIyYasX THUIEPKUHE30B HEBBISICHCHHOW STHOJOTMH (M B
MEePBYIO OdYepeib MPH OBICTPONPOTPECCUPYIONIEM TPEMOpPE), a TAKKE B CIIydasX PaHHETO Pa3BHTHS
MapKUHCOHUYECKUX CHHIPOMOB, HE CBSI3aHHBIX C HCIIOJIb30BAHUEM HAPKOTHUECKHUX TIPEnapaToB C
coJiep)KaHNeM MapraHIla WK JIEKapCTBEHHO-WHAYIIUPOBAHHOTO TApKUHCOHM3Ma. Taxke aHaTu3 KPOBU Ha
LEPYJNOIUIa3MHUH CJIelyeT Ha3HadaTh JHIAM MOJOJOr0 BO3pacTa C XPOHHYECKHM TelmaTUTOM, He
CBSI3aHHBIM C TIEPEHECEHHBIMH WH(EKIIMOHHBIMH 3a00JI€BaHUAMH, CO 3JIOYMOTPEOICHUEM aJKOTOJIEM,
HapKOTUYECKIUMH U T€TaTOTOKCUYHBIMH IIpeTapaTaMu.

3. HecBoeBpeMeHHO TIOCTaBIEHHBINH (MM HE IOCTABICHHBIN) AMarHo3 0ole3Hr BuibcoHa
MPUBOJUT K TOMY, 9TO TPU OTCYTCTBHH JIEYCHUS OBICTPO MPOTPECCUPYIOT HEBPOIOTHUECKUE PACCTPONCTBA
M TATOJOTMYECKHEe W3MEHEHHs B TMe4YeHH (XPOHMYECCKHH TemaTuT, HUPpO3), KOTOphIC B TEUYCHHUE
HECKOJIbKHX JIET 3aKaHYHBAIOTCSI CMEPTHIO OOJIFHOTO.

4. AnekBaTHOE, HETPEPhIBHOE JicueHne (IueTra, MEHUIIMUIAMKH), HaYaTOe Ha PaHHUX CTaIHsIX
3a00/IeBaHUSl YMEHBIIAET KIMHWYECKHE TMPOABIEHUS W 3HAYUTENHHO YIyd4llaeT MPOTHO3 OOJIe3HH
BuiibcoHna.
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JIATHOCTHUKA TA JIKYBAHHS: DIAGNOSIS AND TREATMENT:
XBOPOBA BIUIbCOHA WILSON'S DISEASE

Tpydanos €.0.

XBopoba Binbcona — XpoHi4HE CMaJKOBE, ayTOCOMHO-
peliecuBHE 3aXBOPIOBAHHS, MOB'sI3aHE 3 MOPYIICHHIM OOMiHY
Mmigi. He3pakaroun Ha XapakTepHy KIHIYHY KapTUHY,
IiarHOCTHKa 3aXBOPIOBAaHHS yCKiIajaHeHa. HecBoedacHO
[IOCTAaBJICHUH JiarHO3 MOPHU3BOAUTH [0 TOrO, IO IpPH
BIZICYTHOCTI JIKyBaHHS IIBHIKO IPOTPECYIOTH HEBPOJIOTIUHI
po3llaii Ta MATOJOTIYHI 3MIHM B TICYiHII, SKI MPOTSITOM
KIJIBKOX POKIB IPU3BOMAATH O CMEPTi XBOPOro. AJICKBATHE,
GesriepepBHe JiKyBaHHs (Ii€Ta, NEHIIMIAMIH), pO3IoYyaTe Ha
MOYATKOBUX CTaisiX 3aXBOPIOBAaHHS 3MEHINYE KIiHIYHi
HPOSIBY Ta 3HAYHO MOKPAILY€e IPOrHO3 XBOpoOH BinbcoHa.

KumouoBi cioBa: xBopoba BinbcoHa, KiIiHIYHI TPOSIBH,
NIarHOCTHKA, JIIKYBaHHS.

Crarrs Hagiinuia 10.05.18.

Trufanov Ye.O.

Wilson's Disease is a chronic hereditary, autosemal
recessive disorder associated with excessive depospf
copper in the liver, brain, and other tissues. Despf a
characteristic clinical picture, diagnostics of ¥dih’s Disease
is complicated. Diagnosis delay and untimely itiitia
of treatment lead to a rapid progression of newiokd
symptoms, pathological changes in the liver anéptis death
for several years. Adequate, continuous treatmeliet,(
penicillamine) initiated in the early stages of theease greatly
improves clinical symptoms and the prognosis of séfifs
Disease.

Keywords: Wilson’s
diagnostic, treatment.
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PROOXIDANT/ANTIOXIDANT BALANCE IN SPERM CELLS OF IN FERTILE MEN

E-mail: roman_fafula@ukr.net

Hyperproduction of reactive oxygen species anditisinces of prooxidant/antioxidant balance can densaerm cells
and are considered as possible mechanisms of nfaltility. The aim of present paper was to stugy prooxidant/antioxidant
balance in sperm cells of infertile men with diéfiet forms of pathospermia. In this study, we fotima levels of intracellular
TBARS in spermatozoa to be elevated and activigflaiathione antioxidant protection system (GPx, GBT) and GSH content
to be decreased in infertile individuals with diffat forms of pathospermia compared with the hgalthan with
normozoospermia. The index of antioxidant status wadculated by dividing the sum of the activitefsantioxidant enzymes
(GPx, GR, GsT) and GSH content to the sum of the RBAand GSSG level. The extent of decrease of indefxastioxidant
status of spermatozoa of infertile men revealedisarder-associated trend: oligozoospermia > olitfea®zoospermia
asthenozoospermia >> leucocytospermia. Unidireatiathange in the index of antioxidant status infedént forms of
pathospermia allows to use it as biotest for intgrisee radicals processes and resistance taddieals in spermatozoa.

Keywords: antioxidant enzymes, lipid peroxidation, male itifiy, pathospermia.

The present study is a fragment of the researdjepts “Investigation of systemic and paracrineutgory mechanisms
in providing homeostasis of functional and metabpirameters of an organism in conditions of adtiptato the extreme factors
of different nature” (state registration No 0116 UHL0) and “Application of mathematical methodstfoe study of physical and
chemical processes in biotechnical systems” (Stegéstration No 0117U001078).

Oxidative stress is a potential prerequisite fer dievelopment of pathologies of different genesis
[7]. Itis considered as the main cause of maleriility Oxidative stress is defined as an imbakaof free
radicals processes and antioxidant defense mechs\nighich is associated with sperm abnormalities,
resulting in infertility [8]. In physiological norrantioxidant defense system which includes botlymatic
and non enzymatic scavenges free radical specaslymeactive Oxygen species, and protect fronr-ove
exposure to oxidative stress. The omnipresent @atipoth enzymatic and non enzymatic components of
the antioxidant machinery underlies the neces$iB@S detoxification for cell survival [9].

One of the most important enzymatic antioxidanedeé mechanism in spermatozoa consist of the
glutathione system which includes glutathione pelase (GPx, EC 1.11.1.9), glutathione reductase E&R
1.6.4.2) and glutathione S-transferase (GsT, EQ28). The GPxs are a family of enzymes that domite
unique amino acid selenocysteine. They use low-cotde-weight thiols, such as GSH, to redue®+and
lipid peroxides to their corresponding alcohols G8Huctase (GR) converts GSSG to GSH, a co-substrat
for the GPxs. GSTs, another antioxidant enzymelfaimactivate secondary metabolites, such as uretad
aldehydes, epoxides, and hydroperoxides [10]. Gt (olecular weight thiol tripeptide-glutamyl-
cysteinyl-glycine) is the major soluble non-enzyamtioxidant which is highly abundant in all celpés.
Depletion of glutathione system leads to cytot@id destructive lesions [11].
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