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0 bonesns Briscona-KoHoBaioBa - 3TO Hacjle[ICTBEHHOe IIpOorpeccupyoree ayTOCOMHO-
pelieccBHOe 3a0oJleBaHME B OCHOBe KOTOPOTrO JIEXWUT HapyllleHue 3KCKpeluy Memw,
IIPUBOJALIee K IIOPaXeHNIO [TapeHXMAaTO3HBIX OPraHOB.
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PROGRESSIVE LENTICULAR DEGENERATION:
A FAMILIAL NERVOUS DISEASE ASSOCIATED WITH
CIRRHOSIS OF THE LIVER.!

BY 8. A. KINNIER WILSON, M.D., B.Sc.EDIN., M.R.C.P.LOND.
Registrar to the National Hospital, Queen Square, London.

(From the Laboratory of the National Hospital, Queen Square.)

Samuel Alexander Kinnier Hwuxkostam Bacwwisesmu Konosasios
Wilson (1900 - 1966)
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Manwndecransd

JIMramasoH ot b - 45 j1et. Yaiiie Bcero 8-16 J1erT.
Kpannue BapmanTsl - 2,5 roga v 60 jzet

Pannaa vanyxnmsa (renatovHpexuyv, YMT,
TOKCIMUYeCKMe BO31eVICTBYS, TOIIOJIHUTEeIIbHAa
VMHTOKCHUKAIIVS MeII,



OTMIMIEeMWIOT S

0 1-9:100 000
U HedexTup asuiesib mMeroT Kaxkapivi 90-100 uemosek

(1%).



[ eHeTHKa

MyTtanma rena ATP7B, nokammsosan Ha 13q14.3

['en kogupyet Menp-TpacnoptTupyromui oernok ATd-a3a P-
TyIIa, obecriedmBaeT BKnodeHne Cu B LepyJIoIIasMiH, C
II0CIIAYIOLIVM BbIBeeHVIEM C XKeJTYbIO.

Borsasiieno 600 MyTaruii, B OCHOBHOM MMCCEHC TUIIA.

CpenHeeBpOoIeVICKMN M30JIAT: 3allagHas YKpanHa, benapycs,
BocTOouHAa4 I losIpInia.

Camas uacras esporrerickad myTtar: ¢.3207C>A B 14 sk3one
(His1069Glu). B Poccun manHas mytanms sannMaet 31% u
IIpefriosiaraeT 0osiee MO3IHee HaYaJI0 3a00J1eBaHMA.

HawnOortee spkas KvHMYecKas KapTUHA IIPY OOVHAKOBBIX
TOMO3UTIOTHBIX My TaIlVsIX.

reTepOST/II‘OTBI He MMEIOT KIIMHMYEeCKNX HpOHBHeHT/IVI.



HaciemoBanme

MaTb-
HOCUTENbHULA

OTeu-
HocuTenb



C nuwyell nocamynaem 2 mz/derdb medu

CeobodHan medb

8 CbIeOPOiKe 0

mMeHee 53

25% nocmynaem
8 NeYeHb U can3eaemics
€ UepyaonAasmu Hom
UAU SHCAPemupyemcs
€ HCeAHbi0

Bureoduiics 9

C YCeAYBi0 253

50% medu ebieodu mcn
8 HoMNAeKce ¢ Memanno
MUOHEUHOM € Ka70M

S

7

C movou
abideanemcs
mMeHee 53

25% medu ebieodumica

/ 8HE HOMNACKCOS8

Pacripeernien
Ve Meau

+ ITocTrynienme ¢
IIMIeN 2-5 Mr.

+ IlorpedHOCTH 1,5
Mr/cyT

+ BcaceIBaHMe Mmean:
KeJTy oK, 12-1ik;
IIPOKCVIMAJIbHBIV OTHEII
TOIIeV KUITIKN.

Beioenenmue:
KUITIeUHUK,
JKeJTUb-KUIIIeYHVIK,
Mo4a



I'pancrioprepnr memmn

+

CYIIepOKCUOAVICMYTa3a
+ MOHOaAMMHOKCHIa3a
+ rpuroxpoM - C
oKcmasa

+ TUpO3MHa3a



Copper homeostasis = balance

Elimination

Excess copper
into the bile

Wilson disease = unbalanced




Kivanyeckme (popMbl

(H.B. Konosasos, 1960; O.1O. Kopsrmuna c coast., 2005,
C I3MEHEHVSIMMN)

Cpen. ipog.
JKM3HU 0e3
JIe9eHns
AOnmomuHanbHasg ~ OcCTpbI TeraTuT
¢popma XpOHMYeCKNI IertaTT
LInppos neyenn
DyeMUHaHTHAaA
IIeYeHOYHasd
HEeI0CTaTOYHOCTD
LlepeOpasibHas ApuTMorunepkuHerudyeckas  7-15 2-3
¢popma HpoxaTenbHO-pUrgHas 15-25 5-6
I poxxaTenbHas 20-30 10-15
OKCTpanpaMuaHo-KopKoBasa DuHain 6-8
CwmenranHas OcTpbIit reMosn3
dopma n op. TyOynsapusin HepuUT
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YacToThl
MaHWVecTammn

AOnomMmHaiIbHBIE TposiBiieHMs — 50%
Hesposornueckue nposiBieHns — 35%
[ IcuxmnaTtpuueckue ripossrieHms — 10%
['emonmmrTriyeckme anemmm - 15%

C poxaeHnd y IalieHTOB MOXKeT HabJIronaeTcs

SIIV30/1bI MTOBBIIIEHNA YPOoBHA TpaHcammHas (AJIT,
NER



-

OcCTpbIi renaTmT

25% citydaeB MaHMecTarny adJOMUHAIIBHO (DOPMBL.
KavHan4veckne mmposaBjIeHA:

Hecnmenmdmueckne mnposiBjieHMs: acTeHUs, CHIVDKeHUe
aririeTTa (aHOpeKCHs), TOLIHOTA, PBOTA, YMepeHHble 00JIM B
IIpaBoOM I10IpeOepbe, IOBBIIIIEeHVIe TeMIlepaTyphl Tejla.

KenTymHeinn cMHAPOM: VKTEPUYHOCTDb CKJIEP, XKeJITYIIHOCTb
KO>KHOTO TIOKPOBa.

JIabopaTopHBle  HOaHHBIE: JIEVIKOIIEHMS, JIMMAQOIINUTO3,
runepowtnpyovaemus, nioseieHvie AJIT, ACT.

ITocrie IIpUCryliia ocTporo reiiarmra. aCTeHM3a1llisd,
ITIOBBILICHNVE TPaHCaMlHAa3, YBEJIMYEHIIE IIEUECHII.

[IepexomuT B XpOHMYECKYIO, peXe B PYJIbMMHAHTHYIO (POPMY.
['eMoJI13 11 CHVYDKeHVe YPOBHS MOYeBOVI KMCJIOTHL.



fig:]

XPOHMYECKUN TelIaTUT

CruHapom HecTielnuyIecKnx IIPOsIBIICHI.
KenTyinHei cMHIpOM

BHerleueHOUYHBIe 3HaKM (TTaJIbMapHasd puUTeMa,
TeJIeaHTMO3KTa3UN).

I IoBrbIlIeHHAsA KPOBOTOYMBOCTb.

BortHOOOpasHoOe TeueHMe Ipy KOTOPOM B II€PVIOLT
00OCTpeHMV OTMedaeTcs yCIeHVe Bcex
IIPOSIBJIEHUIA.

Huicconanygd MeXXay YMepeHHbBIM IIOBBIIIIeHeM
aMyHOTpacdepas 1 HaIndvieM BbIpa’keHHBIX
reraToleUTIoISpHbIX HeKpo30B (Hamgmuackag M.IO.,

2005).



LInppos rneueHm

CruHapoM HecriepUIecKX IIPOsABIICHIA.
KesrryHei cHIpOM

BHerieueHOUYHBIe 3HaKM (TTaJIbMapHas 3puUTeMa,
TeJIeaHTMIO3KTa3UN).

I ToBBIIlIeHHAass KPOBOTOUMBOCTb, acIIUT, pacIlipeHe
BeH IepeTHer OPIOIIHO CTEHKN.

['ermaTocrieHoMerass,
['mmoayrbOyMmHeMIsE
[ leueHouHas 3HIIEdaTONIATHA.
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«BvitbconoBCKMT KpU3»

(I)YHBMT/IHaHTHaH Ireye”HOYHad HeCOCTOATE/IbHOCTD

JTeTtanbHOCTH 50-60%

Tpurrepsr: VHPEKIN VIV OCTpBbIe
VIHTOKCUKALIVN.

Yame Bcero HaOJ0gaercsa y MNalyeHTOB
IIpeKpaTUBIIMX XeJIATUPYIOLIYIO TepanmnIo.

[ IpnsHakmu obocTpeHMA reraTmTa C
IIPOr'PeCcCMBHBIM HapacTaHMeM WHTOKCHUKALIV,
IIe4eHOYHO BHHeCEaJIOHaTVM (c pasBuTHIEM
rieyeHouHOM KoMHl |, II cT.).

Koaryiionarus

Pa3smep reueHMs yMeHbIIaeTCs
BrlpakeHHas 0s1eIHOCTb KOXKHOTO IIOKPOBa
brmmpyOnH-TpancaMyHa3HasA AVICCOLALIVL
DyHaiI: mosiMopraHHas HeJOCTaTOYHOCTb.

JIedaeHMe: SKCTpaKOpHOpaIbHBIE METOObI VIV

TPaHCIVIaHTalVA II€YEH. Xe.TIaTT/IpOBaHI/Ie He ITIOKa3aHO.

I'emoamu
3



]
]

Kombiio Kansepa-®rieriiepa

V1 KaTapPadKTa 110 «TUILYy I1IOACOJIHCHYHVIKA>»

B 90% nepebpanpHO popMbl 11 50% adIoMIMHaIIBHOVI;

KopuuHeBasi win >XeJITOBaTO-3eJIeHasi NUTMEHTaIus II0
riepudepnm poroBulibl (OTIOXKEHMS MeAN B [JeClIEMEHTOBO
MeMOpaHe);

I Tpn meuennu vicuesarot B 80-90% B TeueHme 3-5 JieT.




KpossHo mys1 Meou

+

CYIIepOKCHAAMCMYTa3a
+ MOHOAMMHOKCHIA3a
+ nuroxpoM - C
OKcCHIasa

+ TrpO3rHas3a

+
nepyJloiviasMirH
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' emoTTHMUecKada
aHeMU4d

B 15% cirydaes nepBudHbBIe CMHAPOM MaHVeCTaI .

B OospimviHCTBe cityyaeB HaOIroaeTcs HeproaIecKt U
CaMOIIPOV3BOJIBHO 3aBeplIaeTcs.

TeueHnune DIINMB0ANYECKOE TJIN XPOHMYECKOE.

['eMosIi3 - ci1eICTBIIE TOKCMYECKOTO BO3IeVICTBY Ha MeIM Ha
MeMOpaHbI 5PUTPOLIUTOB.

Beicokuit yposeHb cBoOOHOM Meu (Oostee 300 mr/100 mut) B
IIEPBYIO OUYepeIb IPVBOANUT K HOBPEXIeHMIO POCdOJIUTIVIOB
MeMOpaH 3PUTPOLIUTOB OKVCIINTEIIbHBIM BO3[IEVICTBIIEM,
MEeHBIIIeV CTeIIEHN OIpelelIsieT MHIMOMpOoBaHe TeKCOKMHA3hI
SPUTPOLIUTOB (3a CYET B3aVMOEVICTBUS MLV C
OKCUTeMOIJIOOMHOM), a TaKXKe I10/IaBJIsieT BCe aHTUMOKCHIaHTHBIE
MeXaHWM3Mbl SPUTPOLUTOB.

Hemolytic anemia in Wilson disease: clinical findings and biochemical
mechanisms 1980;9(3):269-75.



' emoTTHMUecKada
aHeMU4d

A
700
600
500
400
300
200
100  **
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Uric acid (uM) -SH group (uM) TRAP (uM) Ascorbic acid (uM) a-tocopherol (uM)

Hemolytic anemia in Wilson disease: clinical findings and biochemical
mechanisms 1980;9(3):269-75.

ITosTomy mestecoobpasHo mcrionb3oBaTh BuTamuH E 200 Mr 2 pasa B cyTkM, IMKIaMU

TN ’) AW FaYal



| lopaxxenme rmouex

Bowman's Capsule |

[ IloueuHbl1 KaHAJIBIIEBHIV [ Proximal Tubule

Distal Tubule

Glomerulus

a3 (I1eIouHast peakims
MOUYM, MeTaOO IMIeCKIMI
aIMII03, IIOBBIIIICH e
BBIIICJICHUS KIS, KaJIbIIV,
IIOJTNY PUISL).

0 Cwunpnpom ®aHkoHM (+
TUIIOKAJIBIIVIEVIMIY,
ruriodpocdareMus,

[JIIOKO3Y pYsl, ITPOTEVIHY PVIST)

0 Hedpwurmuaecknii cuampom
(IpoTenHypus,
MVKpOreMaTy puisi, Collecting Tubule | |

Loop of Henle

I1Ie T/[CpepT/[T{[eCKT/Ie OTeKW, To ureter (then bladder)
Al).
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[lpyrue nposiBiieHus

OcreoMartanys, ocTeopaTpo3, CHOHTaHHBIE IepeJIOMbl, PaXUT
B3POCJIBIX, OCTEOIIOPO03, XOHIPOKAJIBIIMHO3, 00pa3oBaHMe
CyOXOHIpa/IbHBIX KVCT.

Hawnbostee yacTo nopaxeHbl KOJIEHHbIE 11 PpaceTOUHbIe
CyCTaBBI IIO3BOHOYHVIKA.

Muokapauonarmvt (MMOKapOuogucTpodmm) 1 apuUTMmnmn
HaOJIIOIaI0TCA PeIKO.

rT/IHOHapOTT/IpeOB, 3aMelJIeHre 110JI0OBOI'O CO3pEBaAHVIA,
I'MTHVKOMAacCTVIA, aMeHOPesL.

becriiogme, HeBrIHAIIMBaHME,

XoJjieamnTmas

Menb-MHIyMPOBaHHBIVI PaOIOMIMOIIN3
['MnepriMrmMeHTaryisa KoXxm 1 acantosis nigrans



KitroueBbIe acrieKThI
MVMATHOCTUKM

Iloka3zarenp |3HaueHmne | JIOXKHO «oTpUIIaTeIbLHBIN> | JIOXKHO

«II0JIOXKUTEJIbHBIVI»
Llepynorias CHmwKeHM - cHCTeMHas - MasnpobcopOrms
MWH e Oostee BOCITAJIMTEJIbHAS peaKIIVis - AyYTOMMMYHHBIN
yeM Ha PV BOCITaJIMTEIIbHBIX rerraTmT
50% ot IIpolieccax B IIeUeH VI - IleueHouHast HEIOCT.
HVDKHeN APYTovi JIOKaJIM3all; - HacmemnctTs.
TpaHUIIBL - OIIpeesIeHue arepyJiorviasMyHeM s
HOPMBI VIMMYHOJIOTMYECKVIMU - TI'etepo3urorer
MeTOIIaM;
- OepeMeHHOCTb;

- ‘Tepalivi CTporeHaMm

VImmyHosmornuaeckmue metroasl (PVIA, VI, VIT]I) - onipenerisieTcst COBOKYIIHOE
KostdectBo rojioLlll] n anoLIIT (Hopma 300-580 mr/n);

DH3MMaTHUYIecKne MeToabI (Ha OCHOBe OITpe/iesIeHNs MeIb-3aBVICIMOVI OKCUIa3HOM
aKTMBHOCTH) - onpeesisiercs TojIbKo rojiolllT (Hopma 150-480 mr/m).



KJiIroueBble acIieKThbI
IMAarHOCTUKM

OO0r1masg Mean OO0r1masg Menn
CbIBOPOTKI CbIBOPOTKI
Hapymenwne
(HOpMa) (bBK) VIHTerparmn
MeIIl B
4 ) 4 )
nepyJiomryia3mMmm
LepystoruiasMmHOBasT Hepyﬂor;%MMHOB H B I[IeYeH!
-0O50
(90-95%) (20-60%)
\ J/ \
C 6 ) 4 )
obosiHast Me
BCHB%I;O:,;;I a CBoOomHag Menb HpT/I @dITH
(5%) CBIBOPOTKMU cB00O. Menn
(40-80%) OoJtee
HOPMA 0,8-1,6 MKMOJTB/JT
\ / \ /40 MKMOJIB/JI

Cu(cBobomnast) = Cu (o6mr1.) - LIIT (r/m) x
49 4



KitroueBbIe acrieKThI
MVMATHOCTUKM

CyTouHas 3KCKpeLys Mei C > 1,6 MKMONb/CYT;
MouoV (MaHudecTHBIe ciiydan) > 100 MKr/CyT;

CyTouHas 3KCKpeLys Mei C > 0,64 MKMOSb/CYT;

MOUYOVI (JIaTeHTHBIEe CJTy4an) > 40 MKr/CyT;

CyTouHas 3KCKpeLys Mei C > 8 MKMOJ1b/CYT; 2 1mO3BI C HayasIa
Mouon (ripoba c D- > 500 MKr/cyT; cbopa (yTpo),
IIeHUIVJUIaMIHOM 7 MT'/ KT BTOpas 4acTb uepes
Macchl TeJjIa) 12 vacos (Beuep)

CragmapTn3upoBaHHas cyTouHasA 3KcKpera mean = (Cyrounas skc. Cu / S m2)*

1,73 M%IHT: dopmya diobya n diobya (Mogud.) = sec (xr) %2 x pocr (cm) %72
/139,2






DJIaCTOMEeTPUA

Hugekc dmidposa (F)

NOpTanLHLI pUbPO3 OTCYTCTBYET

noprankLHLi idpos fes cent

NOPTANLHLIA (PHOPO3 C HEBOALILMM KOIHUECTBOM CenT

MHOMOUYUCIEHHLIR CenTLl 623 Uupposa

|\ FO:

pr—— / Fl:

a " F2:
F3:

F4:

UMppO3

Hemownur: Simmonds et al.. 1996 /20 Sl PINGE MG

LB x 100

2.5

W77/

T

Sandrin et al. Ultrasound Med Biol 2003;29:1-8




['eHeTueckoe
CcCJIerIOBaHMe

HUccrenosansl cienyromue Mytannn reda ATP7B (OMIM*606882):

Io3nnus PesyabTart

1 ¢.3207C>A (p.H1069Q) wt

2 c.1340 1443delAAAC (p.GInd47LeufsX50) wt

3 ¢.1770insT wt

4 ¢.2304insC (p.Met769HisfsX26) wit

S c.2532delA (p.Val845SerfsX28) wt

6 ¢.3402delC (p.Alal135GInfsX13) wt

7 ¢.3627 3630del4 (p.GIn1210AlafsX8) wt

8 €.3649 3654del6 (p.Vall217 Leul218del) wt

9 ¢.3190G>A (p.Glul064Lys) wi
n Cpok

nyT Wccneaoeanue Lena UCNONHEeHUA

npencKypaHTa (aHen)
1.4 Nowck 12-1u Hanbonee yacTeix MyTauui e reqe ATP7B 4600 14
80.5 Mouck myTauwin e reHe ATP7B 33000 30
4.7 Mouck BEIABNEHHLIX B A3HHOM CEMbE MYTaLMi Y DOACTEEHHMUKAE 4000 21
1.6.2 MperatansHaa AHK-guarHocTuka 8100 14

B 000 «lenTp MonekynapHoi [(EHETMKM» NPOBOAUTCA MNOWUCK AEBeHaauatu Haubonee uyacTeix mMyTauumin reda ATP7B: c1340_1343deld, c1770incl, c¢.2304insC,
c.2532delA, ¢.3026_3028delTCA, ¢.3029insT, c.3031insC, ¢.3207C>A, c.3402delC, c.3627_3630dels4, c.3649_3654del6, c.[3942delAT;3847delG] - cymmapHas MHOOPMaTUEHOCTL
A3HHOM0 AM3rHOCTUYECKOro NPOTOKONS Y POCCUACKUX BonbHeIX nepesiwaeT 60% oT yucna BEcex MyTaHTHEIX annenei B rexne ATPT7B.



JleueHme

0 Iens: crabmymsanms Wi perpecc KIMHMYECKMX
[IPOSBIIEHUVI, HOpMa/M3alusd  WIM  CHVDKEHUE
J1a00paTOPHBIX MTOKERATEIIEVA.

NBnykivonHas dasa
- AekBaTHBI€e JO3BI XeJIaTUPYIOIIeN HOIL}]EP}KT/IBEIIOH_[EIH (1')&3&

Teparmy,

- [Ipenrapatel [jiiHKa, - Ilognep xmBaroltiasi 103a XeIaTUPYIOMIVIX |
- Auera IIperaparos, JIMO0 MOHOTepaIms

_ IperapaTaMy IHKA.
Kpurepwuit: HopMma cB. Cu 1 otp. Tect ¢ D- perap H

MeHUIUTAMUHOM 2-X KpaTHO depes 3 mec. |- Huera

- CyTounas skckpers Cu depes 2 [Hs - MunepasibHble 1o0aBkM 11 BuTamu (B6)
riocsie otMeHbl D-ntermiuiamMmHa (<100
MKr/cyT; <1,6 MKMOJIb/ CyT)

- VIHTepripeTams: CTOIIeHe TKaHeBbIX
3antacoB Cu, 3a ncxmoueHvem [LTHC




Jlneta

MostouHo-pacTuTeIbHaA

CTporoe MCKII0UeHVe [IPOAYKTOB C BBICOKMM COfleprKaHeM
menu (6osee 0,5 mr/100 r).

CyTo4YHOe ITOCTyIUIeHVe C IUIIeN JOJDKHO ObITh MeHee 1
MTI'/CyT.

CaMOCTOATEeIIBHBIVI KOHTPOJIb COeP>KaHMs BCexX
JIeKapCTBEHHBIX IIperapaToB M IIOJIMBUTaMVHOB.

XOTb pa3 IpOBepPUTh COflepP KaHVe MeI B IINTbeBOV BOTE.

O0s13aTeIbHO OITpefiesieHre CoflepKaHMs Meau B
VIHVIBUTY aJIbHBIX MICTOYHVIKaX BOOCHAOXKEeHVIS.

VcKIr0oumTh MCIIOJIb30BaHVIe MEIHO II0CYIbI

Beccosesas nuera (J11100 1CII0/Ib30BaTh COJIb I1OCTIE
nipurorossieHys nuim) (0,7 %)



XeJjtaThl

0 D-nmenmimuuiaMmHe?,

U Tpwentnn

[0 AmMMOHMeBas cOJib TeTpaTOMOIMOIaTa
0 YHuTHoON

r' [oREe=- i
100 chpsuLes ® wiLsoN
o0 el g og WILSON

i K Kynpenun /,.u‘
> -

| m%cmomna

’ YHUTHON- ospsun'

paciRoR A "‘nm.,,m....u

10 amnyn no 5w
crm»no




D-nneHninwuiaMuH

0 ITpuem IO E[DbI (3a 1-1,5 yaca, mnbo yepes 2 vaca
1ocJie) MHave pe3oporms cHKaeTcs Ha 50%.

[ Hawaipnaas posza 750-1500 mr/cyT B 2-3 niprema
(pacueTHad mo3a 20 Mr/Kr Maccel Tejia).

[ IlocrenenHoe HapammBaHye H03bI (¢ 250 Mr cyT +
250 mr/ exxeHenenbHO). g netent: ¢ 150 mr.

0 OO0s3aTeribHOE Ha3HadYeHMe npuaokcrHa (B6) 25-50
MTI'/CYT.

[ ObocTpeHme HEBPOJIOTMYUECKVIX ITPOSBIIEHNS B
Hauasia ripuema (10-30%).

500- 1000 MKI‘/ CyT (T/IJIT/I 8- 16 MKMOJIb / cyT) Eciii > 1000, To nmopaxenme
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D-ntermimmmuiaMmH

Cas3bIBaeT CBOOOTHYIO MeIb

[ToBBIIIAaET 3KCITPECCUIO METAJUIOTVIOHEHOB
BoccraHasimBaeT penylpOBaHHBIV [Ty TaTVIOH
YMeHbIITaeT CHTe3 KoJIuIareHa

[ IpoTnBOBOCTIATINTENIBHBIV 3P PEKT (U
VIMMYHOCYITPECCUBHBIVI).



ComnocTtaBieHne MoO0YHBIX '3(1)(1)€‘KTOB d-mmeHNIIITIaMIIHA ¢ CHIMIITOMAaMII
TTIIIOMITKPO3JICMCHTO34a

[ToGounsIl 3¢ deKT d-nmeHnmIaMiIHa

‘DIIeMEHTBI, C II3BECTHBIMII
AHAJIOT'ITYHBIMII CIIMIITOMAMII
TTIIIOMITKPO3JIEMEHTO34a

AHoOpeKcIs Mg, Zn
TomHOTA, pBOTA Mg
Jlnapes Mg, Zn
AQTO3HEBIIT CTOMATHT, ITTOCCHT /n
JlepMatiT, 3K3eMa, KOKHasA CHIIb /n, Mn, Se, N1
VckaxeHne BKyca /n
Hespanrnn, nepudepiueckiie HeBpOIaTI B
yvyHOZE (b1 T Mg, Zn, Se
AneMmus Zn, Co, N1
AJlepriudeckiie peaki /n, Mn
ApTpanrnn Ca, Mn, Se
Muanrii, MeII€UHBIE CIIa3MBbl Ca, Mg, Mn
OcTteonopo3s Ca, Mn

TrmaTesTbHBIVI KOHTPOJIb B IIEpUMO OTpUIIaTeIbHOM IIpo0bI ¢ D-11 Kormoa,
TKaHeBbIe 3amnachkl ucroireHnsl, a IIHC emnie Her.




D-ntermimmmuiaMmH

0 IIpoTmMBOIOKa3aHMsI: arpaHyJIOLIUTO3, [IoyeuHas
HEJOCTaTOYHOCTD, TSKeJIble aHeM UM, VIVOCHKpa3sl.

0 Bo3sMOXHO mHpoJOJDKeHMe JledeHus I[IpU  pa3BUTUN
M30JIPOBaHHOVI TpOoTeHYpum (He Oostee 1 /).

0 ToiatenbHBIM  KOHTPOJIb IIPU  WCIIOJIb30BaHUM
rernaToTOKCMYeCKmMX IperiapaTos: HeCcTepOVIJTHbIE
IIPOTVBOBOCITAJINTEIIbHBIE ITperapaTbl (MHOOMEeTAalVH,
noyrpodeH); WM30HMA3MI, BajJlbllpoeBasi  KMCJIOTa;

SPUTPOMULINH; aMOKCUIIWIUINHA/ KJIaByJIaHaT;
KEeTOKOHA30JI; XJIOpIipoMasuH (AMMHA3MH); 33eTUMMO;
aMIHOTJIMKO3WIbI; (amMmomapoH (Kopmapon);

MeToTpeKcar ; MeTwitona (Jonernt); Toi0yTamuiz.



D-ntermimmmuiaMmH

0 Peaxrimm IUIIePYyBCTBUTEIbHOCTN: JIVIXOPAJIKa,

KOXKHBIVI 3y[, CbIb, JmMd@aneHoratnd. IIpu ormene
[Iperiapara 3T gBjieHus HpoxonAar. Ilocie xKynmpoBaHs
CUMIITOMATUKM Teparvio BO30OHOBIISIOT B 103e 250
MTI'/ CyTKM B KOMOVMHAIIMM C ITpeaHM30JI0HOM B 1103e 20-30
Mmr/cyTku. B Tteuenme mecsiia posy D-nenuinwniamMyviHa
YBEJIMYMBAIOT C IIOCTEIIEHHOV OTMEHOVI IIPeIHM30JI0Ha.

Y 5-7% OonbHBIX mO3AHME TI0004YHBIe 3¢ deKThI
Tepanmy  pas3BMBAIOTCSA  IIOCJle  Toja  JIeUeHWs:
[porepuydeckne  VM3eHeHWs  KOXW,  MMacTeHVs,
IIOJIVIMVO3WT, ayTOVMMMYyHHBIE paccTporcTBa
(BOJT9aHOYHBIT CUMHAPOM, cuHapowm ['ymamacuepa). Ilpwm
PasBUTUM 3TUX MOOOYHBIX peakuui D-TieHuIyuIamMmuH
OTMeHseTCs M Ha3HavaeTcs TPUEeHTVH.



D-nneHninwuiaMuH

J CHuwkeHme OO3bI IIPW BBIIOJIHEHUM XUPYPTUYECKX
BMeIllaTeJIbCTB [PIA oDecriedyeHMsT HOPMaJIbHOTO
3a)KVBJICHVISI PaH.



[

I'pnenTun,

AlleTwITpuieH
(«Tpren»)

ITokasaH Ipu HellepeHOCMOCTY TIeHUITVIUIaMIHA, a TakxKe
OOJIBHBIM C KIIMHMYECKMY IPU3HaKaMV TTIOTeHIINaIbHON ero
VIHTOJIEPAaHTHOCTY (IIpu JIF0OOM 3a001eBaHMM II0UEeK B aHaMHe3e,
3aCTOVIHOVI CIVIEHOMETaJIVV, BbI3BABIIIEV TSDKEITYIO
TPOMOOIIMTOIIEHUIO, TEHIEHIINY K ay TOMMMYHHBIM ITpolieccam).

HeobOxonymo 13beraTb COBMECTHOTO BBeIeHVIs 3TOTO IIperapara
IIperiapaToB JKeJjle3a, TakK KaK MX KOMIUIEKC TOKCYeH.

OObIuHO IpuMeHseMasd 1103a — 750-1500 Mmr/ cyT, pasaereHHasd Ha
2-3 pasa, nognepxusaromas — 750 v 1000 mr. YV neren
3aBVICIMOCTB [JO3bI OT MacChl Tejla He yCTaHOBJIeHa, HO OOBIYHO 3TO
no3a 20 mr/kr/cyT, mpubivpkatomasics K 250 Mr/ cyT, pasgesileHHas
Ha 2-3 ripueMa.

TpuenTun BBoguTca 3a 1 9 wiv yepes 2 4 110cj1e efbl.

DddekT ero TabieTpoBaHHOM POPMBI MOXKET OBITH HECTaOVIIeH
[PV BBICOKOVI TeMIlepaType OKpY KaroIlleVt Cpeflbl, UYTO IIpeICTaBIIseT
1Ipo0JIeMy 15 JINLI, Iy TEeHIeCTBYIOIVX B CTPaHbI C )KapKUM
KJTIMaTOM.



KoMOvHatmm ¢ xeraTaMyt HpOU3BOAUTCS C HEOOJIBIITM

| Ipermapatrs! 1imHK:

Teparmms matenTHBIX POPM, B TOALEPXUBAIOIIYIO a3y
Tepanmny, [yIs JOIIOJIHEeHV MHIYKIIMOHHOW a3kl B KauecTBe
CpeacTBa CHVDKeHVS 103kl D-TleHuIyuuIaMiHa 1 KOMITeHCaKIN
yaaIs1eMoro Zn.

PacueTt nmpom3zBoauTcs B Mr npocroro Zn (150 mr/cyT Ha 3
IpueMa, BO3SMO>KHO B 2 mpuema). detn: 75 Mr/cyT B 3 ripreMa.

Bwup cosin He nrpaeTt nmaroreHeTMYecKOW poJIvi, HO MMeeT
OTHOIIIeHVe K IIepeHOCMMOCTH (areTaT M [JIFOKOHAT LIVIHKa
JIydllle [IepeHOCVMBI, 4eM CyJIbdaT, HO y PasHbIX OOJIBHBIX 3TO
MOJXET BapbUpPOBaTh).

OcHoBHOM 3¢ PeKT: MHOYKIVIA MeTaJUIOTVIOHEVTHOB
SHTEPOLIVTOB.

IToGounbI 3¢ PeKT: racTpuT, MaHKpeaTuT,
VIMMYHOCYIIPECCCUAL.

[P -



KouTposis meuenn

CBobOoOHast Me[lb CBIBOPOTKM - OTpakaeT TOKCUTEHHYIO
dppakuuro menn.

CyTouHast SKCKpelMss MeOy C MOYOM - OTpaxaeT
KOJIMYeCTBO CBOOOTHOM Meiu (He mpuMeHUM nnpu XbII).

CyTouHas SKCKpeLyis IIMHKa C MOYOVs;

Yposens TpancammuuHasz (AJIT, ACI), dpakuumn
ovmmpyovra, MHO (1 pas B 3 mec);

OrtactoMmeTpus (1 pa3 B TofI);

OOt aHaJIN3 KPOBM M OOILIMI aHaJIN3 MOYM (IlepBble
10 guent - pa3s B 3 oHs; HepsBbIt 1 Mec. - eXeHeeIbHO; 6
Mec. — 1 pa3 B 2 Hemenw; Jajiee — eXXeMeCSYHO).



Permpomy ki

CrioHTaHHBIEe a0OPTHI (y He JledeHHBbIX 26% 1 B 26.6%
I10JTyYaBIIIVX JIYeHNe).

B OosbirmmHCTBE CJIydaeB pOabl CaMOCTOATE/IbHBIE.

Bo Bpemst OepeMeHHOCTV XxeJlaTbl He CHVDKATh, 3a
VICKJIIOUeHVeM TPeTbero TpUMecTpa IIpu
IUIaHMPOBAHUN KecapeBa CeUeH.

Bo Bpema kopmiieHud rpyapio D-nieHuinmniaMuH
IIPOTVBOIIOKA3aH.



«Iron and copper in male reproduction: a
double-edged sword»

Eva Tvrda & Rohan Peer & Suresh C. Sikka & Ashok Agarwal
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Iron Toxicity Copper Toxicity

Kpowme Toro Zn siBiisieTcsi BaXXHbIM MUKPO3JIEMEHTOM ISl IOJJIe P KaH s
repMIMHATVBHBIX KJIETOK, CIIepMaToreHe3a W peryJIsiiuy IOOBVKHOCTU
criepmaro3omnios (Sonoko Yamaguchia at al. 2009)



