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OBBIILIEHE OMOCUHTE3a OK-
HcanaTOB BCET/[a COIPOBOX-

TaeTcs MOpakKeHNEM MOYEK,
Hedpomarusamu ¢ okcanypueii. Bee
cIyday Takux HepoOImaTuil MOXKXHO
Pas[enuTh Ha YeThIpe YeTKO pasyu-
YaoLecs 10 STUOJIOTUN U IaTore-

Hesy rpymns! [1].

Knaccndpukauma okcanatHbIx
Hedponaruii

K mepBoif rpynme oTHOCATCA Iep-
BUYHBIE TUNIEPOKCATTYPUU — OTHO-
CUTENIbHO peiK/ie MOHOT@HHOHACTIe-
flyeMble ayTOCOMHO-pellecCUBHBIE
3abomeBaHuUs1, 0OYC/IOBIEHHbIE OT-
cyTcTBueM (epMeHTOB oOMeHa
IIMOKCUTIOBOJI KUCTIOTBI, YTO BBI3BI-

BaeT pe3Koe yCuIeH!e BHEIIOYEeYHO-
ro OMOCKHTE3a OKCA/IATOB.

Bo BTOpylO, 3HaunmrtenbHo 6oiee
MHOTOYMC/IEHHYIO TPYIIIY BXOIAT
BTOpPUYHBIE TUIEPOKCATYPUN, IS
KOTOPBIX XapaKTEPHO yMepeHHOe
MTOBBIIIIEHE OMOCHHTE3A U 9KCKpe-
L[V OKCA/IaTOB, OKCAJIATHO- V/WIN
¢dbocdaTHO-KaIbIMEBasA KPUCTAI-
ypUS M CHUIKEHUe CTabuIn3NpyIo-
mux cBoricTB Mouu. Crofja He BKIIIO-
YaeTCsl TPAH3UTOPHOE IOBBILIECHIE
9KCKPELVM OKCAIaTOB, BOSHUKAIO-
1jee py M30BITOYHOM ITOCTYIIEHNN
OKCAJIaTOB C NUILIEN WIN [IPU TUIIO-
ButamuHosax (A, B,, Bs), - Bce oHu
JIETKO YCTPAHSIIOTCS IOCTIE KOPPeK-
MU TUETHI, UCKTIOYEHUs TPUINH

TUIIOBUTAMIHO30B I HA3HAYEHUsI CO-
OTBETCTBYIOIUX BUTAMIHOB B KOM-
IUIeKCe JIedeOHBIX MepOIPUATHUIL.
TpeThbs rpymnma — 3To pa3BMBaloLIa-
AcA OKCanypus M/UIK OKCanaTHO-
kanpiuesaa Kpucramnypusa (OKK)
y IeTeli ¢ CaMOCTOATEIbHBIM 3a60-
JleBaHIEM OPTaHOB MOYEBOI CUCTe-
MBI (r710Mepy/ToHepPUT, UHTEPCTH-
[[MaJIbHBIT HeDPUT, HueIoHeDPUT
U #p.), oOycroBleHHas BTOPUY-
HBIM MeMOpaHOIIATONOTMYECKUM
IPOLIECCOM B [TOYKAX, BBI3BAHHBIM
OCHOBHBIM 3a00IeBaHUEM MOYEK.
BropuuHbii MeMOpaHOIATOIOT -
YeCKUIT IIPOIlecC MOXeT GbITh 06yC-
JIOBJIEH OKMCITUTETIBHBIM CTPECCOM,
aKTMBalMell MOHOAMUHOOKCUA3,
HapylleHMeM MeCTHOI aHTHUOK-
CUJQHTHOM 3alUThI, aKTUBaI[MeN
¢docdonumnas, 4To NPUBOJUT K yC-
KOPEeHHOMY 0OMeHY MeMOpaHHBIX
dbochonunumos u pasBUTHUIO HeCTa-
OUIBHOCTH LUTOMEMOpaH.
YeTBepTyIO IPYIITy COCTABIAIOT He-
¢$ponaruu, 06yc/I0B/IeHHbIE BTOPUY-
HBIM MeMOpaHONATONOTNYECKUM
HPOL[ECCOM, Pa3BUBAOIIMMCH IIOJ,
BO3JeiICTBMEM HeOIarompusATHBIX
akonorndeckux ¢axropos. Kianu-
HUYeCK! Takyue HepOmaTum mpo-
apnaoTca okcanypuent u/mnmn OKK
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C TIOABJIEHJIEM MOYEBOTO CHHJpOMa
B BUJe NepCUCTUPYIOIeil remMar-
yPUU /MY TPOTENHYPUIL.

MepBuruHaa runepokcanypua (okcanos)
9TO HaclIeACTBeHHOE 3a00/IeBaHMe
BKJIIOYAeT TPU PeSKUX BUJA T€HETH-
4eCKU 06yCTIOBIIEHHBIX HapyIIeHMIT
MeTabomM3Ma ITMOKCUIOBON KIC-
JIOTBI, KOTOpPbIe XapaKTepU3YIOTCA
IIOBBIIIEHHOM 9KCKpeIell OKcana-
TOB, peLUAVBUPYIOIIUM OKCAIaTHO-
KaJIbL[MeBbIM yPOIUTHUA30M W/UIK
He(pOKAJIBIMHO30M ¥ HpOTpec-
CUPYIOIIUM CHIDKEHUEM CKOPOCTU
kiny6oukoBoil punprpanuu (CKO)
C pasBUTMEM XPOHMYECKOI IoYey-
Hout HegocTatounoctu (XITH) [2].
IleppudyHad rumepoxcanypus
l-ro Tuma (80% cny4aes, OMIM
(Online Mendelian Inheritance
in Man - oHmaliH-KaTajoOT TeHe-
TUYECKUX MapKepoB Y 4YeloBeKa)
# 259900, 2q36-q37) obycmoBieHa
MyTalUAMA B TeHe aJlaHVMH-IIMOK-
cunarammnHotpancdepassl (AGTX),
KOJIUPYIOIeM TTepOKCUCOMHBII hep-
MeHT AGT, nmokanusyomuiics B me-
venn [3-5]. CHIDKeHME aKTUBHOCTI
¢depmenra AGT, karannsupyromnero
IpeBpalleHue IJIMOKCUIaTa B IVIU-
IMH, IPUBOAUT K IIOBBIIIEHHOMY
006pa3oBaHNIO U3 IMIMOKCUIATA OK-
casaroB. 3a60/1eBaeMOCTb IepPBUY-
HOJI TuIepokcanypuen l-ro tuma
B EBporne cocrasnser 1:120 000 Ho-
BOPOXX[IEHHBIX B Trof [6], a pac-
HPOCTPAHEHHOCTh Konebmercs
ot 1,05 go 2,9 cnyyaes Ha 1 MIH Ha-
cenenus [6-8].

[TeppuyHasg TUIEPOKCANYypUA
2-ro tumna (10% cnyaes, OMIM
# 260000) obycrmoBieHa MyTalu-
AMIU B TeHe IIMOKCU/IaTpemyKTa-
3BI/TULPOKCUNIMPYBATPEYKTa3bI
(GRHPR) - uurosonpHoro ¢ep-
MEHTa, KaTaJIM3MPYIOILEero Npespa-
IleHJe TIMOKCUIATa B IJIMKOJIAT
U rujipokcunupysara B D-ranne-
par B nedenu [9-11], 4To mpuBOANUT
K IIOBBIIIEHHOMY 00pa3oBaHMIO OK-
canaroB u L-rimunepara.
IleppuyHasa Trumepokcanypus
3-ro tuma (10% cmydae, OMIM
# 613616) obycnmoBIeHa MyTanus-
mu B rene DHDPSL, xogupytomem
6e/10K, KOTOPBII1 TPENMYIL[eCTBEHHO
9KCIpeCcCUpyeTcs B IeYeH! I 110Y-
KaX U IO CBOEI CTPYKTYpe CXOfieH
C MUTOXOHJIpUAIbHBIM (hepMeHTOM

Meauarpus. N 4

Tema Homepa: 3a007eBaHNA MOUEBOIT CUCTEMbI Y /i

OUTULPOAUINKOAUHATCUHTA30M
nnn 4-TURPOKCU-2-OKCOTyTaparT-
anbronasoil. Merabonuyueckue pe-
aKI MM IPpU STOM TUIIE TTIOKA HEU3-
BeCTHHI [5, 12].

BTopuuHas runepokcanypus
[Ipobmema cmopafguvecKux HUC-
MeTabonM4IecKnX HeppomaTuit ss-
JIsieTCsI BeCbMa aKTYa/lbHOI B IIe-
BVaTpun M HepONIOTUM HETCKOTO
BO3pacTa. ITO 0OYCIOB/IEHO BBICO-
KOJI 4aCTOTOI 3a007IeBaHNs B IIOITY-
JISILNM, @ TAK)KE BO3MOXKHOCTBIO €ro
[IPOrpecCupoBaHMsA BIUIOTH 10 Pas-
BUTUSI MOYeKaMeHHON 6oje3Hn
Y/VIN MHTEePCTUIIMANTBHOTO Hedpu-
ta. P dexTuBHOE pereHe Mpobie-
MBI BTOPUYHOI TUIIEPOKCANypPUU
BO3MOXXHO HpM OObefUHEHUN HO-
CTVDKEHMIT B 00/1aCTV HOPMaJIbHOI
U TAaTONOTUYecKoil (usmonaoruu,
K/IMHIYECKOl Me[JUI[MHBI, IIaTONO-
IMYeCKO aHAaTOMUMU, OUOXUMUMN,
dbapmMaxkomorny, MMMYHOIOLUK
u Heppornornu. Vcrnonb3oBaHiue Ta-
KOTO KOMII/IeKCa 3HaHMII COBPEMEH-
HOJl MeJUIIVHBI OIIPefieNIseTCs He-
06XOIVIMOCTDIO M3y UEHNUsT CIOXKHBIX
IIpoIeccoB, 0OYCTOBAMBAIINX
pOJIb [OYEK B IOAEP)KAHNN BMeC-
Te C SHTEPOUUTAMU KUIIEYHUKA
U [PYTUMM CHUCTEMaMM IOCTOSHCT-
Ba BHYTPEHHEI Cpefjbl OPraHM3Ma,
a TaKXXe MX 3HAYEHVS B PETy/IIm
KpoBooOOpaleHus 1 KpoBeTBOpe-
HILA, YITIEBOJHOTO Y IMIIMHOTO 06-
meHoB. IIpu 3ToM obecnednBaeTcs
ayToperymsiuus pexxmma paboTsl
KaK CaMIX II04YeK, TaK ¥ OpTraHy3Ma
B LIEIOM.

TepmuHonorus

ITox pucmertabonmueckumn Hed-
poIaruAMY IOHUMAIT GOJBIIYIO
rpynny Hedpomaruit ¢ pasnamdy-
HOJ 3TUOJIOTMEN U ITaTOTeHEe30M,
HO 00'be[MHEHHBIX TEM, YTO UX Pas-
BIUTHE CBA3aHO C HAPYILICHUAMU 00-
meHa. [TaTonorns o6MeHa IpUBOJUT
K ¥I3MeHeHM M (PyHKIMOHATBHOTO
COCTOSIHMA TOYeK MU K CTPYKTYp-
HBIM C/IBUT'aM Ha YPOBHE pa3ind-
HBIX 9/IeMEHTOB HeppoHa.

Iucmerabonuyeckye HeppomaTuu
B IIMPOKOM 3HaYEeHUN OObEUHIIOT
3a00/1€BaHA, CBSI3AHHBIE C TAXKEIbI-
MM HapyLIEHMAMU BOJHO-COJIEBOTO
oOMeHa, KOTOpbIe Pa3BUBAIOTCS IIPU
XKeNyJOYHO-KMIIeYHbIX 3ab0eBa-

HIUSX C TOKCUYECKNM CUHIPOMOM
Y HapyILIeHUsIMJ TeMOJUHAMUKI.
K HUM MOTyT 6BITH OTHECEHBI IIO-
pakeHMs IMOYeK, IpOTeKawuine
Ha ¢oHe HapymeHuit pocpopHo-
Ka/nbI[IeBOT0 OOMeHa TPy TUTIEP-
mapaTupeose, ruIepBUTaMIHO3e D
U APYrux 3a00/eBaHUAX.

Tepmun «pucmerabonuyeckas
HedpomaTusi», ymorpebreHHBI
B Y3KOM CMBICTIe, 0603HavYaeT Io-
JTUTeHHOHACNeAyeMyo (MyIbTHU-
¢dakTOpManbHO pa3sBUBANIIYIOCS)
HedpomaTnio, KoTOpas CBsA3aHa
¢ HapyuIeHneM oOMeHa IaBe/IeBoIl
KVCJIOTBI ¥ TIPOSIBJISIETCST B YCIIOBH-
AX CeMeTHOI HeCTaOUIbHOCTY 11-
TomeMbpaH [13].

C KIMHUYECKOT TOYKM 3PEHIS Pedb
UJeT O AucMeTabonmM4YecKom He-
dbpomaruu ¢ oKcamaTHO-KajbIue-
Boit kpucrannypueit (JHOKK) u ee
PasIMYHBIX BapUaHTaX: BTOPUY-
HOJI TyOy/IonaTuy ¢ MMHMMA IbHBI-
MU KJIMHUKO-MOP(OTOTMIECKIMU
MPOSBNIEHNSIMY TIATONOTUY, UHTEP-
CTULMaNbHOM HedpuTe, pa3BuBa-
I0I[eMCSI BCTIE[ICTBIe HApYUICHUS
MeTabo/nMM3Ma OKCalaToB, M MOdYe-
KameHHoIT 6one3Hu. [1o cBoeit maTo-
reHetnyeckoit cymuoctu JHOKK
SBJISIETCS] BapMaHTOM IIOYEUHOI
MeMmbpaHomaTuu. B mocimenHue
TOABI YCTAHOBIIEHO, YTO TaK Ha3bl-
BaeMas BTOPUYHAs OKCaJaTHAas
He(pomaTysi B OT/INYME OT IIEePBIUY-
HOJl TUIIEPOKCATypun, o6ycnos-
JIEHHOJI HapyIleHreM MeTabonmnsma
[JIMOKCU/IOBOI KUCIOTHI, BK/TIOYA€ET
FeTePOTeHHYIO0 TPYIINY MONTNIE€HHO-
HacjIeAyeMbIX 3a00/eBaHMIT TTOYeEK,
CBSI3aHHBIX C IATO/JIOrMeil obMeHa
I{aBeJIeBOIl KMCIOTHI U Pa3BUBAIO-
I[MXCSI B YC/IOBUSIX HECTAOMIBHOCTH
K/IeTOYHBIX MeMOpaH [13, 14]. IIpu
9TOM B reHe3e MeMOpaHozecTabu-
JU3UPYIOLIUX IIPOLECCOB B TKAHSIX
Ba)KHasl POJIb IPUHALIEKUT MPO-
IeccaM MHTeHCUpuKanuym Imepe-
KVCHOTO OKUC/IEHUS NTUIUMOB, aK-
TUBALY 9HJOTeHHBIX Poconumas
U OKMUCIIUTENPHOTO MeTabonmsma
rpaHynountos [15].

Matorexe3 AHOKK

ITaroreneruyeckn JHOKK npen-
cTaBasieT c000l reTepOTeHHYIO
rpynny saboieBaHMil, pa3BUTHUE
KOTOPBIX MOXXET OBITH 0OYCIOBIEHO
cnepyromymu pakropamu [13]:
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= yCH/IEHUEM CHHTe3a [IIMOKCUIATa
U3 IJIMIVHA U IPOJMHA B yCIIO-
BUAX OKMCIUTENBHOTO CTpecca,
aKTUBALMM MOHOAMMUHOOKCH/a3
py Hanuunn gedeKToB MeCTHOI
AHTUOKCUIAHTHON 3aIiuThl (OK-
CUIaHTHAA TUIIOTE3Q);

= HEeJOCTaTOYHOCTBHIO MEMOPAaHHBIX
MEXaHU3MOB 3allUThl KJIETKU
OT VIOHOB Ka/bl/s (HEIOTHOLIEH-
HOCTBIO CUCTEMbI KaJIbLIIi-Mar-
HureBoit AT®a3sbl u f1p.) (Kaabiu-
eBas TUIIOTe3a);

= BO3MOYKHOJ YaCTUMYHOM HeZOCTa-
TOYHOCTbIO (pepMeHTa aJlaHMH-
DIMOKCUTATTPAaHCAMMHA3Bl  (TH-
moTe3a TOMUTEHHBIX BapuUAaIUiL
MeTabonMM3Ma IIMOKCUTOBOIT KIC-
JIOTBI);

= aktmBanuei pocdonumnas u ycko-
peHHBIM O0OMEHOM MeMOpaHHBIX
dochomunupos:  pocarnau-
ceprHa u ¢ochaTuaUIdITaHO-
aMMHa KaK MCTOYHMKOB CepuHa
U 3TaHOJTaMMHA, MeTaboIM3upy-
IOIIUXCS Yepe3 TIMKOMAT-T/INOK-
CUaT B IABENIEBYI0 KMCIOTY
(rumoresa HeCcTabUIBHOCTU I[M-
TOMeMOpaH);

= feuIUTOM WM paspylIeHeM
OMOIOTMYECKMX U XMMUYECKUX
CTabM/INM3aTOPOB MOHOB IjaBe-
JIEBOV KUCIOTHI M Kanbuus (ru-
moresa fepUIUTa MHIMOUTOPOB
00pa3oBaHuUsI OKCAIATOB);

" [OBBINIEHHON KPUCTA/IN3AIIMEN
OKCajaTa KajbLUMs B YCIOBUAX
[TOBBIILIEHHOI KOHL[EHTpaIiu
B KPOBU UM MOY€ MOYEBON KICIIO-
ThI (TUIIOTE3a SIIUTAKCUIL).

BOMbIIMHCTBO OKCAMaToB, BHIBOMIN-

MBIX C MOYOJi, 06pa3yTCcs B IpoO-

mecce o6MeHa BeIECTB U3 aMIU-

HOKMCIOT - CepUHa, [IUINHA,

OKCUIIPOJIMHA, YaCTUYHO U3 aCKOP-

OMHOBOIT KMCIOTbI; HE3HAYUTEbHOE

KO/IMYECTBO MTOCTYIAeT U3 KUIIey-

HMKa IIpU IIpUeMe C IUIeN OKca-

JIOTEHHBIX NPOAYKTOB (MOPKOBb,

MITMHAT, TOMUJOPBI, HIOKOIAT,

ko¢e u gp.). [loBpimeHne cuHTE3a

OKcamaToB (KpoMe Hac/lieCTBEHHOI

maTonoruyu oOMeHa) MOXKET OBIThb

CBSI3aHO C U3OBITOYHBIM 06pa3oBa-

HUEM B OpPTaHU3Me UX IpeJIIecT-

BEHHKOB, JepUIMTOM U PUTOKCH-

Ha, OTPaBJIeHNEM ITU/ICHITIKOIEM.

OHO oTMeYaeTcs TaK)Ke MpH HOfar-

pe ¥ mocie omepauuii Ha KUIIey-

Huke (uneocromus). B mocnenmune
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TOBI VICCTIEOBATE/IN AKIIEHTUPYIOT
BHJIMaHJ€e Ha TOM, YTO OKCa/laThl
MOTYT 00pa3oBBIBATHCS B MOYKAX,
4TO CBSI3aHO C paspylieHneM ¢oc-
¢GbonNnNoB KIETOYHBIX MeMOpaH,
BCIeficTBUE 4ero GOpMUPYIOT-
CSl TIpeAIIeCTBEHHUKY OKCAa/laToB
(cepun), a Takxke docdarsl, ¢ KOTO-
PbIMM Ka/Ibluit 06pasyeT HepacTBO-
pUIMBIe COTIL.
HemocpencTBeHHBIMY IIPUYMHAMMN
pacmajia MeMOpaHHBIX (ochonumnm-
TIOB ABJIAIOTCS UIIEMS TTOYEK, aKTU-
BM3ALNS SHJOTEHHBIX MU MOSBIIE-
Hue 6axtepuanbHbix pocdonumas,
BO3JIeilcTBIE MeMOPaHOTOKCHYeC-
KUX COeIMHEHMI 11, BO3MOXKHO, TOK-
cndeckre GOpMBI KuCIopopa (Kuc-
JIOPOJ, C HECIIAPEHHBIM 37IEKTPOHOM,
CYIepOKCU/JAHNOH, TUPOKCHUIbHBII
papukan). HecrabunpHoCTh MeMO-
PaHHBIX CTPYKTYP KJIE€TOK Hac/exy-
eTCsI KaK IOJIMTeHHBIT IIPM3HAK.

B bopmupoBanum oxcanaTHo Hed-
pomaTtuy yCTaHOBJIEH Pa3IMYHbBIN
BKJ/IaJl TeHETMUECKUX U CPEZOBBIX
dakTopoB. BhIsABIEHO CljenieHue
IpPU3HAKOB OKCaJaTHOTO AuMaTesa
U OKCA/IATHOI HeppomaTum C aH-
TUTEHAMI TKaHEBOI NPUHAIEX-
HocTy | Kymacca, o 4eM CBMJETENbC-
TBYeT JJOCTOBEpHOe NpeobnagaHme
y 9Tux geteit perHotuna B7 u menee
mocrosepHoe — A28. HacnenoBanue
OKCaJIaTHOTO AMaTe3a U OKCAaIaTHO
HedponaTny COOTBETCTBYET MO/
HOJIUTEHHOTO HaCIeJOBaHNA, KO3d-
bUILIVeHT HAaCTeyeMOCTHU COCTABILS-
er 40 1 46% COOTBETCTBEHHO [16].

Mop¢onorna JHOKK

[Tpn MmopdobmonTHIecKOM 1cCre-
TOBaHUN OLPEJeAI0TC JeCTPYK-
M I[ETOYHBIX KaeMOK IPOKCHU-
MAaJIBHBIX U U3MEHEH NI JUCTA/IBHBIX
KaHaJIblIeB C OTPbIBOM YaCTU U3 HUX
U 3allOJTHEHVEM IPOCBeTa KaHa/lb-
e VK (peakuns lnudd-itonuas
KIICJIOTA)-TIOI0XK U Te/IbHBIM BEIIeCT-
BOM. B ciydyae pasBurtus mHTep-
CTUIIMATBHOTO Ipolecca y fereil
¢ JHOKK BpIABsA€TCA BbIpaskeH-
Hasg AuMQOrucTUONUTApHAS WH-
¢bunpTpanys MHTEPCTULNS, SIBIIE-
H1sL POKATBHOTO CKIEpO3a, MHOIAA
OTMedaeTcsi Me3aHTHonponudepa-
TUBHas peakuus rimomepyi. B mpo-
CBeTe KaHAJIbIEB M MHTEPCTULUN
HepeiKo O0OHAPYXMBAITCSA KPUC-
TaJIIBI OKCajaTa Kaabuus [13].

KnuHnueckas KapThHa

u audpdepeHumanbHas
anarHoctuka JHOKK

ITepsbie mpusnaku JHOKK wame
BBIAB/IAIOTCA CIIy4aifiHO B BO3pacTe
3—-4 net. Knuanaecku [JJHOKK majo-
MaHu(eCTHa U MPOSAB/IAETCA He3Ha-
YN TeTbHBIMI IPU3HAKaMM MHTOKCHU-
Kaluy, apTepuaabHOM IMIIOTOHMEN
B 50% ciy4aeB, a TaK)Ke CUMIITOMaMI
BEreTOCOCYAUCTON MUCTOHUM — Yac-
ThIe TOMIOBHBIE 0O/N, TaOUIBHOCTD
Iy/lbca U apTepuanbHOTO JaBJe-
Hus. B psape cnydaeB ormedaloTcs
CUMIITOMBI, CBUJI€TeIbCTBYIOLINE
0 3aMHTEpeCOBAHHOCTU I'MIIOTaa-
MO-ay9HLedaTIbHON 0671acTH, B BULE
n36bITOYHOrO Beca (+2 CUTMBI),
HOT/IMBOCTU M CHIDKEHUA JuUypesa
B OTCYTCTBMe OTeKOB. Hepenko BbI-
ABJIAIETCA yMeHblIIeHMe 00'beMa Mo4n
B TedeHNe CYTOK, HabmofaeTcs ee
HACBIIEHHBIII XapaKTep U BBICOKMUI
YIEIbHBII BeC (0OCMOTIAPHOCTD).

Hnsa JHOKK xapakTepeH cMelnaH-
HbBII MOY€BOJ CMHAPOM C Ha/IN4M-
eM reMaTypuy pasjM4HON CTeleHN
BBIPQXEHHOCTY B COYETAHUY C IIPO-
TeMHYpUell, Jalle B BUJE MUKPO-
nporerHypun. JleiikonuTypus mpu
NaHHOM BapuaHTe HedpomaTuu
HOCUT abaKTepuasbHBIIl, IPEUMY-
IIeCTBEHHO MOHOHYKJICapHBIil Xa-
paktep. OO6s13aTeIbHO HaIU4Me
B MOYe KpJMCTaJ/IIOB OKCAJIaTOB, Yallle
B BUJe KPYIHBIX M/WIN MEJIKUX ar-
pernpoBaHHBIX. ¥ BceX OONbHBIX
JHOKK nmerorcs mpusHaku HecTa-
OUIBHOCTY LUTOMEMOPAH, KOTOPbIE
npossiATcsa He Tonbko OKK, HO u
TYIepOKCcanypueli, IMOBbIIIEHNEM
9KCKpeLMM C MOYOJl 3TaHO/IAaMMHA
U NIUIUJOB; XapaKTePHO CHIKe-
HIUe aHTUKPUCTA/IOOOpasyromein
CHOCOOHOCTY MOYM, CBSA3aHHOE
C YMeHbIIIeHNeM B MOYe KOJIMYecT-
Ba €CTEeCTBEHHBIX CTabMIN3aTOPOB
(mupodocdaros, monudocdaros,
azmenosuHTpudocdara u p.).
IIpakTudecku y Bcex fieTeil mpu co-
XpaHHOJ KIy60ouKoBOit unbTpa-
LM IMEeT MeCTO HUKTY P U Jake
IIpY HOpMaJIbHOM inype3e — TUIep-
crenypus (mo 1030 u BbIlIe) B OT-
cyrcTBue rmoko3ypun. [Iporpeccu-
posanue JHOKK moxxeT mpusectn
K QopMupoBaHuio abaKTepuanb-
HOTO TYOY/IOMHTEPCTUIINATBHOTO
Hedpura, a TAaKXKe OCIOXKHUTHCSI
nH}eK1 el MOYeBoli cucteMs! [17].
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JI71s1 BTOPUMYHOI TUIIEPOKCANYpUN
(He3aBUMCUMMO OT CTafUM KJIMHU-
YeCKOro KOHTUMHYyYMa) XapaKTep-
Hbl rTunepokcanypusa u/mnn OKK
(KpynHBIe arpernpoBaHHbBIE KPUC-
TajUIbl Oosee 12 MKM) IpU CHMDKe-
HUM aHTUKPUCTANI000pasyoein
CIOCOOHOCTM MOYM, MOBBILICH-
HOJI 3KCKpeLuM ¢ MOYOI NUIUTO0B,
sTaHoNMaMuHa, pocposTanonramu-
Ha. /14 BTOPMYHON TUIIEPOKCa-
ypUM, CBA3AHHOW C IOJINTEHHO-
HacjaefyeMoil MeMOpaHomaTtueli,
XapaKTepHO Ha/I4ue aHaJIOTMYHOM
KapTUHBl Yy HECKONbKUX UYJIEHOB
cembn [13, 17].

OkcanaTHBIN AuaTe3 AUATHOCTU-
pyeTca B ciy4ae BblIIIeNepeduc-
JIEHHOIT 1a60PaTOPHOI CUMIITOMA-
TUKM HOPU OTCYTCTBUM MOYEBOTO
CUHJIPOMA M HapylIEHUI CO CTOPO-
Hbl ¢yHkyuu novek. Jns JHOKK
XapaKTepHO IIOAB/IEHNE MOYEBOTO
CHHIpOMa B BUJEe MIHUMAJIbHOI
reMaTypuy, IPOTeMHYPUH /WU
abaKTepmManbHON JTEMKOMUTYPUN.
CymjecTByeT KOppenAnus Mexuay
pasMepaMu KpPUCTAJIOB, UX arpe-
TYPOBAHHOCTBIO M BBIPA’KEHHOC-
THI0 KIMHMYECKUX INPOABIEHUII
OKCaJIaTHOJI Hedpomaruu, a Takxe
OTCYTCTBUE TAKOIl KOppenAnnu
MEXTY BeIMYMHON SKCKpeluu ma-
Be/I€BOJ KUC/IOTHI ¥ Pa3BUTUEM OK-
camatHoll Heppomarun. Oxcanar-
HBIIl iNaTe3 — paclpoCTpaHEHHOe
cocroAaHue y mereil. [IpoBeeHHbIE
B KOoHIle XX BeKa IONY/IALMOHHbIE
UCCTIef0BaHUA CPefy BeTCKOTro Ha-
Ce/leHNs B He3H/IEMIYHOM IIO MO-
YyeKaMeHHOJ 00e3HUM permone
C UCTIO/Nb30BAHNEM CEIEeKTVBHOTO
CKPMHMHTA METOIOM CIIOHTaHHOII
KPUCTA/TypUM U KPUCTAJIZIOMET-
pUM YCTAHOBM/IM BBICOKYIO 4acTO-
Ty OKCaJIaTHOTO JiuaTes3a, KOTopasd
cocraBuna 160:1000. Pacnpocrpa-
HEHHOCTb OKCAa/IaTHOI He(pomaTun
ObI/Ta 3HAYNTETBHO HUXKE M COCTa-
Buia 31,7 ua 1000 gereii [16].

YacTo ClIOXHO HpPOBECTU TPaHb
mexay JHOKK u ty6ynonnrepcTu-
IMa/IbHBIM HepprTOM MeTabommyaec-
KOTO reHe3a, TaK KaK Ipy ITOC/IefHeM
CHIDKEHMe TYOYIAPHBIX QYHKUIUI
IOYeK HACTYIaeT TOJIbKO Ha JNOCTa-
TOYHO ITO3/IHel CTa/[1M 3a00/IeBaHMA.
OCHOBOI1 [/I1 JMAaTHOCTUKYU MOXKET
ABUTbCA BBIPAXKEHHOCTb MOYEBOTO
CUHJIpOMA, M IIPeXJe BCero reMar-
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Tabnuya 1. Bknao nacnedcmeeHHbIX U cPedo6bix Paxmopos 6 paséumue
aKoHedponamuu u ducmemabonu4eckoii Hedpponamuu

3a6oneBanus HacrnexcrBennsie pakropsr  CpepmoBbie pakTOpBI
Iucmerabonmyeckas 550 45%
HedpomaTyst

OKoHedpomaTus 47% 53%

ypun u npotennypuu. IlogTBepx-
[eHVeM pasBUTUS MHTEPCTULNAIID-
HOTO IPOLieCca sIB/ISIETCS BBUSIB/ICHIIE
[IOBBILIEHHO 9KCKpenun pepmeH-
TOB ¢ Mo4oJi (menovynas docdara-
3a, raMMma-TayTaMmarrpancdepasa,
JIAKTATAETU/POreHasa u JAp.), MUK-
pOaNbOYMUHYPUU U MUKPOITIOOY-
nmHypun (anbga-1-MuKpornooynmmH
u 6eTa-2-MUKPOITIOOYINH), a IpH
OIpefie/IeHUN CeIeKTUBHOCTI TIPO-
TEMHYPUI XapaKTepeH TyOy/IsapHBbIil
TUII IPOTEVHOTPAMMBI.

PasButue Tyb6ymoMHTEpCTUIIMATD-
Horo mporecca y gereit ¢ JHOKK
MOXET IIPOMCXOAUTH 11O ABYM Ha-
npasneHusAM. llepsoe mpepmnona-
raetr pas3BuTue abaKTepuanabHOro
BOCITIAJINTENBHOTO TYyOy/lTOUHTEp-
CTUI]aJIBHOTO Ipollecca 3a cYeT
BAMSIHUS KPUCTAJIOB OKCajaTa
KaJIbIVs M [PYTMX HA aKTUBALNIO
CHCTEMBI KOMIIEMEHTA II0 a/bTep-
HATMBHOMY IYTH, YTO IIPUBOXUT
K BBICBOOOXXIEHNIO MPOBOCHATIN-
TEIBHBIX IIUTOKMHOB I aKTUBAL[UU
¢axropa Xaremana. Kpome Toro,
in vitro O6blyIa yCTAaHOBJIEHA BO3MOXK-
HOCTb 00pa30BaHMsA TOKCUYIECKNX
¢bopM Kucmoposia IeiKOLUTaMU TI0]
BO3[eJICTBMEM KPUCTAJIZIOB OKCaJIa-
Ta KanbLus. BropeiM myTem sBs-
eTcs pasBUTHe 6AaKTepUaTbHOTO TY-
OyIOMHTEPCTUIIMANTBHOTO Ipoliecca
y 6onpubix ¢ JHOKK. IIpu atom
BA)KHYIO POJIb UTPAeT aKTUBAL[NS
dochonmunas A u C. Hepenko atu
ZIBa IpoIlecca COYETA0TCA.
MakcuMyM BBIPa)KeHHOCTH JVICMe-
TabOIMYeCKUX HAPYIIEHUIT MOXET
06yC/I0BUTh BOSHUKHOBEHIE MOYe-
KaMeHHOI1 00JIe3HI, IIPUYEM asKe
B IIepBbIe TOABI XXU3HU. B gpyrux
cIydasx 3aboneBaHMe Yalle BBIAB-
TIAETCA «CIyYaiTHO».

OTIenbHO OCTAHOBMMCS Ha TaK Ha-
3bIBaeMoit 9KoHedpomaTun. B pern-
OHaX, Ile HabTIofjaeTCA JINTENbHOe
BO3JI€JICTBME€ HAa OPTAaHU3M JeTel
TSKE/IBIX METaJl/IOB, BBISBIISIOT-
ca ¢penoxonvu JTHOKK, xotopsle
KIVHNYECKY HEOTIMYMMBI: Ha-

6mropaercs remarypusi, OKK u/mmn
runepokcanypus [18]. I[Topaxenne
[IOYEK PV XPOHUIECKOM JIeVICTBUN
TSDKEJIBIX MeTajUIoB (KajMuil, XpoM
U HEKOTOpble APyrie) 06yCcIoBIeHO
IINTENbHBIM IIEPUOLOM IONYBBI-
BeJleHNsI MEeTaJlJIOB U3 OpraHusMa
U X CIIOCOOHOCTBIO 0Opa30BhIBATH
Iero B KOPKOBOM cjIoe moyek [19],
TO €CTb II0 CYTM 3TO TOKCHYECKIe
HedpomaTum.
Mccneposannus, NpoOBeJeHHbIE
B psijJie PernoHOB C MOBBIIIEH-
HBIM YPOBHEM TSKe/IbIX METAa//IOB
(mpexxze Bcero Kagmus), moKasa-
M, YTO PA3NUYMs MEXAY 3TUMU
COCTOSAHMAMM — 9KOHedpomaTuen
n JHOKK - M0>XHO BBISIBUTH TO/Tb-
KO IIpY TIIaTeIbBHOM 00C/IeTOBaHNUA.
OkoHedpomaTus, CBsA3aHHAS C XPO-
HUYECKUM [eICTBUEM TsIXKeIbIX
MeTajnoB (KafMuit, XpoM), Xapak-
TepU3yeTcs CIeAYIOUMMU NIpU3Ha-
kamu [18]:
= JIATEHTHOV  MMKpoOremaTypueil
¢ OKK n/unm runepokcanypue;
= HapylLIeHVeM CTabMIbHOCTM Ka-
HabIIEBBIX [[UTOMEMOpaH;
= CHIDKeHNMeM (YHKIUII IPOK-
CUMaJIbHbIX KaHaJblEeB II0Y9eK
Ha PaHHUX 9Tamax 60Ie3HIL;
= KOMOMHMPOBAaHHBIMM (YHKIINO-
Ha/IbHBIMJ HapyLIeHUAMHU ITOYeK
Ha 6oJiee MO3MHUX CTanMUAX 3a60-
JIeBaHUSL.
YcTaHOBIEHO, YTO 9KOHedpomaTus
ABJIACTCA MYIbTU(PAKTOPUATbHBIM
3aboreBaHMeM, IIpY KOTOPOM KOS
cpenoBbIX (aKTOPOB B pasBUTHUU
(mo mopenu J. Edwards) mpeo6nana-
eT Hafi HacencTBeHHbIMM [20]. Ipn
nucMmertabonuyeckoi HedpomaTun
3HAYMMOCTD HAaCJIeICTBEHHbIX (pak-
TOPOB BbIlIle, YeM IpK 9KOHepoIa-
tuax (tabm. 1).

Jleyenne JHOKK

JleuebHan aneTa n NUTLEBON PEXIM

B ocnoBe neuenus ITHOKK nexur
peFYHHpHOC NCIIO/Ib30BaHUE Jie-
4e6GHOIT AMETHI, KOTOPas BKIIOIAET
paliOHa/IbHOE CMEUNIAHHOE IIN-
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TaHUe, UCKIIoYaollee QyHKINO-
HaJIbHYI0 HarpysKy IJIsl aKTVBHON
qacTy HepoHa — TYOYIAPHOTO am-
mapata. [IueTa momayunsia HasBaHUe
KapToQenbHO-KaIlyCTHOM, TaK KaK
COCTOUT B OCHOBHOM M3 IIPUTOTOB-
JIEHHBIX Pa3HBIMU CIIOCOOAMU Kap-
TO(ess, KAIYCThI U LPYTUX OBOLLETL.
CrnenyeT MCKIIOUUTb M3 pallMoOHA
9KCTPAKTUBHBIE OYIBOHBI U OKCa-
JIOTeHHbIe MPOAYKTHI, B TOM UICIe
JIMCTBEHHbIE OBOLIN, KPENKUII Yaii,
KaKao; pasperuanTcs 6enblit xeo,
CBe)XKee CBIHOE CaJo, pacTUTeIbHOe
U CIMBOYHOE Mac/o, cMeTaHa. [lna
«TIOJIe/IaYMBaHNU I» OPTaHM3Ma,
InpefoTBpallleHU s TUIOKanueMun
M TUIIOMAarHMeMUM BBOIUTCS O0/b-
I10€ KOMMYeCTBO HeCManKux Gppyk-
TOB (TPyILN, YePHOCIUB, Kypara).
YaurepiBas pacTyliye IOTpeOHOCTI
INeTCKOTO OpTaHNM3Ma B )XMBOTHOM
6enke, MsCO B fueTe He OTPaHNYN-
BAETCA, HO PEKOMEH/IYeTCsA TONBKO
B OTBApHOM BI/Jie U B IIEPBYIO IIO-
nosuHy pHA. CooTHOLIEHME OC-
HOBHBIX MHIpenueHToB (6enku,
SKMPBI, YITIEBOZIbI) B MUIIle TOAep-
JKMBaeTCsA B MpefieslaX BO3PACTHBIX
noTpe6HOCTeIL.

ITpumeHeHMe KapTOQeTbHO-KAITyCT-
HOJ gueThl B TeyeHUe 2-3 HeJenb
CONPOBOXK/AAETCA CTATUCTUUECKNU
TOCTOBEPHBIM CHIDKEHUEM 3KCKpe-
LM OKCAJIaTOB, YTO COYETAeTCH
C yIydlleHueM MO4YeBOTO CUHJPO-
Mma. KaprodenbHo-kamycTHas gyuera
Ha3HavaeTCs Ha 3 Hefe/u ¢ TpexHe-
IeTbHBIMI IepepbIBaMU, BO BpeM:
KOTOPBIX pe0eHOK IIONIydaeT JUeTy
Ne 5 nio IleB3Hepy.

B oObluHOI AgMeTe COREPKUTCS
oT 97 1o 930 MT OKCaj1aTOB, HO TOJ/Ib-
KO 2,3-4,5% 13 HUX B HOpMe aji-
copbupyroTcs B kKumeyHuke. B ¢u-
3Monorndeckux ycnosuax 10%
9KCKpeTUPYeMBIX C MOYOIl OKcaa-
TOB 00Pa3yI0TCs U3 aCKOPOIHOBOI
KUCIOTHI 1 40% — U3 IIUIMHA.
KapTodens comepxut ymepeHHOe
KO/IMYECTBO IlaBeeBOM KUCIIOTHI,
KOTOpas MOYTM He BcachblBaeTcs
U3 KETyl0YHO-KUIIEYHOTO TPAKTa,
TaK KaK B 3TOM IPOAYKTe MMEIOTCS
3HAYUTETbHbIE KOTMYeCTBa KaTbIus,
yIep>KMBalolero oKcaaaTel B Hepac-
TBOPEHHOM COCTOSIHMM 1 00ecredn-
BAIOIIErO NMPAKTUYECKN TTOTHOE BBI-
BefleHIe UX C KajoM. B mpopgyxrax
JKMBOTHOTO HPOUCXOXJEHMA, KaK

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMb Y feTeil

MIpaBUJIO, UMeeTCs HU3KOoe COofep-
>KaHUe IaBeneBoit KucmoTel. Ojfi-
HaKO 3HAYNUTE/bHbIE ee KOMMYeCT-
Ba COJEPXKATCA B COEMHUTENTbHON
TKaHI: CYXOKIINSX, XpAIIax, bora-
TBIX KOJIJTAT€HOM W, CJIe[IOBATE/IbHO,
OMVDKAIIIMM TTPeNIIeCTBEHHUKAMU
okcanatoB ammHokuciaoramu OH-
IPOJIMHOM M TJIMIIVIHOM.

s ysenmdyeHns fuypesa peKoMeH-
TOBaHO HOTpebeHNe 6OIBIIOro KO-
naumdyecTBa xugkoctu (2 1 Ha 1,73 m?
IOBEPXHOCTY Tena). Bercokoxmnp-
KOCTHBIJ Pe>XJM OYeHb Ba)KHO IIOf-
Tep>XMBAThb B HOYHOE BpeMs, KOTAa
Moya 6ojiee KOHIIEHTPUPOBaHA, YTO
CO3faeT yCIOBUA J/IsI KpUCTAJIINU-
3allMM pas3sIMYHBIX coneit. VI3 mMu-
HepaJbHBIX BOJ NPUMEHSITCS
«bxxHm», «<Hadrycar», «CnraBaHOBC-
Kasi», «CMUPHOBCKas» I HEKOTOPbIE
Apyrue 1o 3-5 MI/KI/cyT Ha 3 mpu-
eMa IINTENbHOCThIO 10 1 Mecsma
2 pasa B rog [24].

ButamuHo-, duto- n dapmakotepanus
npu JHOKK

IIpn nevenun JHOKK moxasano
[pUMeHEeHMe CPeACTB, CTAbUIN3Nn-
PYIOLIMX KJIeTOYHble MeMOpaHBI:
aQaHTMOKCUJAHTOB, fuMedocdoHa,
Kcupndona, conmeit kanus n mar-
HIS, IIOBTOPHBIX KYPCOB BUTAMU-
HOB B, A, E.

st mpepoTBpaienns obpasosa-
HUA KPUCTA/IJIOB OKCA/IaTOB, HAPARY
C AMeToTepaInyeil ¥ BBICOKOBOTHBIM
peXXMMOM, HasHA4YaTCsA MeMbOpa-
HOTPOIIHBIE IIperapaTsl U aHTUOK-
CUIAHTHI — BUTaMIHBI B¢, A, E.
Memb6paHocTabunusupyouiee
meiicTBMe BUTaMMUHa By (mumpupjok-
canbdocdar) o6ycnoBIEHO yUac-
THEM B OOMeHe XXVMPOB B KauecTBe
AQHTUOKCUIAHTOB, a TaKXXe B 0OMeHe
aMMHOKVIC/IOT IIOTEHIIMPOBaHMEM UX
IeKapOOKCUIMPOBAHNUS I TIepeaMu-
HuposaHus. [Ipemnaparsl BuTaMmnHa
BsHasHavarorcs B gose 1-3 Mr/kr/cyT
B IIEPBYIO IIOJIOBUHY [HA B T€4eHIE
3—4 HeJeNb eXKEKBAaPTaIbHO.
Memb6paHocTabunusupyouiee
meiicTBMe BUTaMMHaA A 06ycioBie-
HO CIOCOOHOCTBIO BCTPamMBaTbCH
B JIMIIMJHBINA CJIOM M YY4aCTBOBATHb
BO B3aMMOJeCTBUM OENKOB U /-
nuzioB B MeMbpaHe. ButamuH A Ha-
3HavaeTrcsa B pmose 1000 Ell/rop
JKUSHU B CYTKU B TedeHue 3-4 He-
IeNb eKeKBapTalTbHO.

Buramuu E (toxodepona ae-
TaT) — IPUPOJHBI aHTUOKCUIAHT,
KOTOPBIII OTBETCTBEHEH 3a OeNKo-
BO-TTUIIMHBIE CBS3M B MeMOpaHax
U y4acTByeT B psAfe Ba>KHeNIINX
IIPOLIECCOB KJICTOYHOTO MeTab0/IN3-
Ma. HasHavyaercs BMecTe ¢ BUTaMu-
HOM A B fjose 1-1,5 MI/KT/CyT, HO He
6ornee 15 Mr/cyT Kypcamu 10 3 He-
menu B KBapTanl. JVicmonbsoBaHue
ButamMuHa E orpaHudeHno y pgereit
B IIy0epTaTHBI IEePHOL.

C MembpaHOCTabunMsnUpyoIe
Lelbl0 Ha3HayaeTcAd TaKXke M-
Medocdon. IIpemapar cmocoben
BOCCTAaHABIMBATb HABIXaTeIbHOE
dbochopunmposanme B MeMOpaHax
MUTOXOHJPUIA, YTO IPUBOAUT K CHH-
JKEHMIO IIPOLIeCCOB MePOKCUAALNN
ymununoB. HasHavaerca B gose 1 mn
Ha Kakjple 5 Kr Beca mam 30 Mr/kr
B 3 mpuema B Te4yeHue 2—-4 HefleNb,
IIPOBOAUTCA 3 Kypca B TOfI.

Y pereit ¢ JHOKK npumeHnsAmoT-
Cs TIperapaThl MarHMA, TOCKONBKY
MarHuil ABIAETCSA eCTeCTBEHHBIM
($bU3MOIOrMYeCKUM aHTarOHUCTOM
Ka/lbLMA U NPeNATCTBYeT ero Ha-
KaIUIMBAHVIO B TKaHAX U XUIKOC-
TaX. OgJHAKO IPVMMEHATD IIpenapaThl
MarHMA CTIeAyeT C OCTOPOXXHOCTBIO,
TaK KaK I1pY UX Ilepefio3MPOBKe BO3-
MOXXHO 00pas3oBaHMe MarHUEBBIX
conell B MOYEBBIX IyTAX. VI3 mpe-
IapaToB MarHUA MCIIONb3yeTcs
okuch Maruusg (go 7 nmet — 100 mr
B 2 mpuema, ot 7 o 10 et — 150 mr
B 3 npueMma, crapiue 10 et — 200 mr
B 2 mpuema) B TedeHue 3—4 Hefenpb
€XKeKBapTaTbHO.

B neuennn mereit ¢ JHOKK mu-
POKO MCHONb3YIOTCsA (UTOIpera-
paThl 1 JIeKapCTBeHHbIE pacTeHNA,
obnagammmne AUTONUTUIECKUM
JeiicTBUEM, yAydlIalonue o6MeH-
HbIe IIPOIeCCH, CIOCOOCTBYOIINE
BbIBEJICHNIO IPOAYKTOB 0OMeHa
He TOJIbKO Yepe3 MOYeBbIe/INTe/Ib-
HYIO CUCTEMY, HO U depe3 XKemly-
NOYHO-KMIIEYHBIN TPAKT, a TaKXKe
aHTMOKCHU/AHTbI, 0COOEHHO cofiep-
xamue ¢raBoHounsl. Purorepa-
oMA 0/KHA NPOBOJUTLCA pery-
JIAPHO C UCIIONIb30BaHUeM c60poB
TpaB, BKIIOYAIOMINX He 6oJee Tpex,
1o 1 MecsIy exxeKBapTaabHO — CIO-
PBILL, YKPOIL, 30/10TasA PO3ra, 3eMJIA-
HIIKa JIeCHasl, XBOII IIO/IeBOM, MATa
nmepevyHasd, HbIpell, KYKypy3HbIe
peuIbIa (Tabt. 2).
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VI3 KoMOMHMPOBAaHHBIX QuUTONpE-
[apaToB PeKOMEHAYEeTCS IpuMe-
HeHnue lluctona, ®urtonusmHa uin
Kanedpona H.

B kn1mHMYecKoll NmpakTUKe OYEHb
yzo6HO ucmonb3oBarb KaHed-
pou H. Kanedppon H - nexapcr-
BeHHOE CPeACTBO, COfmepKaliee
9KCTPAKTBI 30/I0TOTHICAYHNUKA, TTO-
6ucroka u posmapuua. [TockonbKy
9TOT IIPelapaT BBIIYCKAETCS B ABYX
JIeKapCTBEHHBIX (opMax — KaIlim
U [pa’ke, er0 MOXKHO JICIIONb30BaTh
IJIs1 Te9eHNsI CIOpafNIecKOi Byc-
MeTabomyecKoit HehpomaTuu gasxe
y HeTeil paHHero BospacTa. IIpema-
par okaspIBaeT KOMIIJIEKCHOE JeViCT-
BUe: OUYPEeTUIeCcKoe, IPOTUBOBOC-
Ma/JIuTeNbHOE, CIIa3MONUTUYECKOE,
HIPOTUBOMUKPOOHOE (TeM CaMbIM
yBemuuBasg 3¢GeKTUBHOCTb aHTH-
OMOTUKOTEpAIINN), aHTUOKCUIAHT-
HOe U He(POIPOTEKTUBHOE, YMEHbD-
IIaeT MPOHMI[AEMOCTH KAIIMIISIPOB.
SddexTnBHOCTD U 6€30MACHOCTD
IpenapaTa fOKasaHa B psAje 3apy-
OeXHBIX U POCCUIICKUX KIMHMYEC-
KX UccaemoBaHuii. B yvactHoCTH,
B XOJle MCCIeNOBaHNUA, B KOTOpOe
OBI/IM BK/IIOUEHDI IIATHIECAT [eTell
¢ pucMeTabonnveckoit Hepomaru-
eil, 6BII0 YCTAHOBIIEHO, YTO Tepa-
nus Kanedponom H o cpaBHeHn0
C JIe4eHreM KOMIIZIEKCOM BUTAMMU-
HoB (A, E, B) 6onee adpdexrnBHa
M NPUBOJAUT Y 3TUX MAIMEHTOB
K 0oree OBICTPOMY M 3HAYMMOMY
CHIDKEHMIO YaCTOTBI U BBIPakeH-
HOCTH FeMaTy Py, TUIIEPOKCAITY PHIL,
KaJIbLMITy pun v munupypun [21].
TepaneBtudeckue cBoiicTBa Kaneg-
poHa H 06ycnoBieHs! BXOZANMNI
B €r0 COCTaB 3(MPHBIMU Mac/IaMu
(mobucrox, posmapus), ¢GeHoONI-
KapOOHOBBIMU KucCaoTamu (po3ma-
PVH, TIOOMCTOK, 30/I0TOTBICYHMK),
¢dranmupamu (M6UCTOK), rOpedaMu
(307IOTOTBICAYHUK), ACKOPOUHOBOIL,
MEKTUHOBOI, TMMOHHOI U 267104~
HOJ KUC/IOTaMM, BUTaMuHaMu. Kak
M3BECTHO, OCHOBHBIE IIPOSIBIEHNUS
BOCIIA/INTE/IbHON peaKIy CBSA3HI-
BAIOT C TaK HA3bIBAEMBIMI MeJua-
TOpamu BocnaneHus (OpafuKHIH,
MPOCTAITIAHIVHBL, TUCTAMUH, CEPO-
TOHMH ¥ 1p.). IIpoTtuBoBOCIanu-
TenpHble cBoiicTBa Kanedppona H
00YC/IOB/IEHBI B OCHOBHOM aHTAaro-
HIM3MOM PO3MapUHOBOI KICIOTHI
B OTHOIIEHUY MeIMAaTOPOB BOCIA-
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Tabnuya 2. IIponucu nekapcmeenHvix c60poe6 07 eweHus demeti ¢ 00MeHHbIMU

Hedponamuamu
= OpyCHMKA, JIUCT = 2yacTu
Céop Ne 1 = CIIOpBILI, TPaBa = 24acTu
= Gepesa, TUCT = 1 yacTh
® TOJOKHAHKA, IUCT = ] 4acTh
C6op Ne 2 ’
= KYKypy3Hble pblblia = ] gacTh
= yKpOII, ceMs = ] yacTh
= 3eM/LTHMKA JTeCHAs, TIOAbI ¥ JINCT = 2 9acTu
C6op Ne 3 > TIOR
= [eTPYIUKA, IACT = 2 9acTn
= CMOpOJMHA YepHas, TUCT = 2d4actu
= eHxeb, IIOfbI = ] 9acTh
= OpPYCHMUKA, JIUCT = 2 dacTu
C6op Ne 4 = OJyBaHYMK, KOPEHb = ] gacThb
= [IMITOBHUK, I/IOZIBI = ] 9acTh
= KYKypYy3HbIe pbI/blia = ] gacTh

yeHnsA. MexaHU3M MelCTBUA CBS-
3aH ¢ 67I0KMpoBaHNeM Hecrennu-
YeCKOIl aKTMBALMM KOMIUIEMEHTa,
JINIOOKCUTEHA3bl VM LMKIOOKCHUTe-
Ha3bl C [OCIEAYIOLM yTHETeHEM
CMHTE3a JIEIKOTPMEHOB M IPOCTa-
rnananHoB. Hlupoknii criektp aHTH-
MUKPOOHOTO HENCTBMs IIperapara
obycnoBneH (eHONKapOOHOBLIMU
KUCTIOTaMM, 3QUPHBIMY MaciaMu
u T.1. IIpotuBoMuKpo6HsIi addext
¢beHonKapOOHOBBIX KIC/IOT OIIOC-
pemoBaH BO3felicTBMeM Ha Oakre-
puanbublit 6emok. Jlunodunbuse
¢dbmaBoHONUABI 1 3UPHBIE Mac/Ia CIO-
COOHBI paspyIIaTh KIETOYHBIE MEM-
Opanbl 6akrepuil. [Juyperudeckoe
IeliCTBYE MperapaTa OlpenesieTcs
B OCHOBHOM COY€TaHHBIM JIeIICTBM-
eM 3QUpHBIX Macen u ¢peHOonIKap-
OOHOBBIX KUCIOT. DPupHbIE Macia
pacUIMpPSIOT COCYABl IOYEK, YTO
yBeIM4YMBaeT MX KPOBOCHaOXeHNe.
DeHoMKapOOHOBbIE KUCTOTHI MPU
[ONa/aHNM B IPOCBET ITOYEYHBIX
KaHA/IbLEB CO3/JAI0T BHICOKOE OCMO-
THYECKOe [jaBJIeHIe, YTO CHIDKAET
peabcopOiMio BOABI ¥ MOHOB Ha-
Tpust. Takum o6pasom, yBemndeHye
BBIBEJIEHVSI BOJBI IIPOUCXOANT 6e3
HapylleHNsA MOHHOro GamaHca (ka-
nuiicbeperatommit apdexr). Cras-
monutndeckuit apdexr Kanedpo-
Ha H ob6ycmoBren ¢raBoHOURHOIM
cocTaBIsIIoLIell pernapara. AHaIo-
TUYHOE JIeICTBIE IPOSIBIIIOT (Ta-
nmupbl (TI06UCTOK), PO3MapUHOBOE
macmo. CrabbiMu CIIasMoIUTHYeC-
KMMM CBOJICTBaMU 06/mafaoT peHos-
Kap6oHoBbIe K1c0ThL. O6HApPYKeHa
BBICOKas 3P PeKTUBHOCTD (IaBOHO-
MJHOV COCTaBIIsAOLIel Ipermapara

B yMEHBIIEHUY IPOTeMHYpUN (B/IU-
sIHVe Ha IPOHMIAEMOCTh MeMbpa-
HBbI). brarogaps aHTHOKCHMIAaHTHBIM
cBolicTBaM (IaBOHOUJIBL CIIOCOOCT-
BYIOT 3alljiT€ MOYEK OT IOBpEX-
[leHVs1 CBOOOMHBIMU pafjuKaTaMIul.
ITo xnuHMYecKMM [aHHBIM, KaHe-
¢pon H yBenmmuuBaer BbIfeneHue
MOYeBOIl KMCTIOTBI U CIIOCOOCTBYET
nopfep>xanuio pH mounm B guamna-
30He 6,2-6,8, 4YTO 4Ype3BBIUANHO
B)XHO B JICYCHUN U IPOPIIAKTIKE
YPaTHOTO M Ka/IbINil-OKCalTaTHOTO
yponutuasa. ®raBoHOUABI U PO3-
MapMHOBasl KMCIOTA MOTYT CBSA3bI-
BaTb Ka/IbLIWII M MarHUII B XeJIaTHbIE
KOMIIIEKCBI, a Ha/In4yie MOYeTOHHOM
COCTaBIIAIe TO3BOJAET OBICTPO
BBIBOJUTD UX U3 opranusma. Heko-
TOpble MCCeNloBaTe/NN PeKOMEHY-
fot npumersaTs Kanedppon H n s
YIyYIIeHN OTXOXK/IeHNs (pparMeH-
TOB KOHKPEMEHTOB I10CTIe IUTOTPHUII-
cun [22, 23].

[Tpemapar BbIITycKaeTcsA B BUJe Ka-
menb u fpaxke. ¥ B3pocnbix Kane-
¢pon H nmpumensior mo 2 gpaxe
uny o 50 xanenb 3 pasa B CyTKMU.
Jlns mereit mo3a nmpenapara yMeHb-
maercs B 2-3 pasa B 3aBUCUMOCTU
OT BO3pacTa: mo 15-25 Kamnenp unn
1o 1 gpake 3 pasa B ieHb B TeYeHUE
6-8 Hepensb. IIpemapar ocobeHHO
MOKa3aH IpY HaTMYMUM BTOPUYHOTO
nnenoHedpuTa MeTabOMMIECKOTO
reHesa, addexTrBeH npu OKcanar-
HOJI U/VIM YPaTHO KpUCTATy UM,
Tak Kak usMeHnAet pH moun. Moxxer
UCII0/Ib30BAThCA KAaK B aKTUBHOI
CTafguy B KOMOMHALMM C aHTUOAK-
TepUATbHBIMIU CPEACTBAMH, TaK U B
BIIJIe MOHOTEPAIINI B Ka4eCTBe IO/

Ny
FHS
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Tab6nuya 3. OcHoéHble neuebHO-npodunaxmureckue cpedcmea, UCNONb3IyeMble NPU PASTUUHBIX HAPYUEHUAX 00MeHa okcanamog [1]

JIeueOHbBIE U JUETMYECKIE
cpencrsa

HOSI)I, nepuox M JIUTENIbHOCTD NpUeEMa

OKcamaTHBIN AnaTe3

OHOKK

TUH MeTa60n11M4ecKOro renesa

AHTHOKCaTypuJecKas ayera

Ilo 6 Henenb BeCHOI 1 OCEHBIO

6 Hefienb eXXeKBapTaNTbHO VN
3 Hefenu C TpexHele/IbHbIMU
HnepepbIBaMu

6 Hefenb eXXeKBapTaNTbHO VN
3 Hefienu C TpexXHele/IbHbIMU
HnepepbIBaMu

IToBbIEHHBI TUTHEBO PEXIM
(21/1,73 M* B cyTKn)

+

+

MuHepanbHble Bofbl TIA «BXKHI»,
«Hadrycs», «CrnaBsHOBCKast»,
«CMMpHOBCKas»

3-5 mn/Kr/cyT no 3-4 Hemenu
BECHOI1 I OCEHBIO

3-5 Ma/Kr/cyT 6 Hefenb
eKeKBapTalTbHO

3-5 Ma/Kr/cyT 6 Hefienb
eKeKBapTalTbHO

Buramuu B

1-3 mr/kr/cyT 3—4 HeflenM BECHOI
1 OCEHbIO

1-3 mr/kr/cyT 3-4 negenu
@XKeKBapTaIbHO

1-3 mr/kr/cyT 34 Hegenu
@XKeKBapTaIbHO

Buramnu A

1000 Ell/ron/cyt 2-3 Hepenn
BECHOI 1 OCEHbIO

1000 Ell/ron/cyt 2-3 Hepenn
€XKeKBapTa/lIbHO

1000 Ell/ron/cyT 2-3 Hepenn
€XeKBapTa/IbHO

Buramuu E

1-1,5 mr/kr/cyT (He 60mee 15 mr/
CyT) 2-3 Hefle/i BECHOI U OCEHBIO

1-1,5 mr/kr/cyT (He 6omee 15 mr /
24 4) 2-3 HefleNN eKeKBapTa/IbHO

1-1,5 mr/kr/cyT (He 60mee 15 mr/
CyT) 2-3 Hefie/u eXeKBapTaabHO

Oxuch Maraus
= 70 7 net — 100 mMr/cyT

B 2 mpuemMa

= 7-10 ner - 150 mr/cyr
B 3 mpuemMa

= crapme 10 et — 200 mMr/cyT
B 2 mpueMa

2-3 Hefenu BECHOM U OCEHbIO

3-4 Hefleny eXXKeKBapTalbHO

3-4 HeflenM eXXKeKBapTalbHO

Iumedocdon 15% mmm

KypanTun

1 M1 Ha KaXK[iple 5 KT Beca B 3 mpuema 3—4 HeJie/in eXKeKBapTaabHO

6-8 Mr/kr/cyT B 3 mpuema 3-4 mec.
2 Kypca B TOff

Kanedpon H
= IS AeTel TOIKOIbHOTO
BospacTa (crapure 1 roga) —
no 15 xanenp 3 pasa B JleHb
= I leTell INKOIbHOTO
BO3pacTa — 10 25 Karenb UiIn
1 npaxxe 3 pasa B JieHb

2-3 Hefie/mu BECHOM U OCEHBIO W
IUTENBHO (110 Ha3HAYEHUIO Bpaya)

6-8 Hefenb 2-3 Kypca B Iof| U/
INUTENBHO (110 Ha3HAYEHUIO Bpaya)

6-8 Hegenb 2-3 Kypca B Iof| U/
IUTENBHO (110 Ha3HAYEHUIO Bpaya)

IIycToH o 1 Tabs. 2-3 pasa B IeHb

2-3 Hefen BECHOV M OCEHbBIO

3—4 Heneny eXXeKBapTaJTbHO

2-3 Mecana 2-3 Kypca B roj,

®uronusuH 1o 1/4-1 yaiHoit
JIOXKKe 2-3 pasa B JIeHb

2-3 Hefieny BeCHOV U OCEHbBIO

3-4 Hefleny eXXeKBapTalbHO

3-4 Hefleny eXXeKBapTalbHO

C6opsl Tpas (He 60r1ee Tpex)

2-3 Heqien BECHOM M OCEHbBIO

3—4 Henenu eXXeKBapTaJTbHO

3—4 Heneny eXXeKBapTaJlbHO

TVH - TyOynonHTepCTULMATbHbII HePUT.

14

Iep>XMBAOIET0 TPOTHBOPEIIB-
HOTO JIeYeHMU .

ITpu pasButum Ty6yIOMHTEPCTHU-
nuanpHoro Heppura Merabonu-
YeCKOro reHesa JONOJNHUTEIbHO
npuMensaorca Kypantun (pumu-
pupamorn) 6-8 MI/Kr/cyT B 3 mpuema
Ha IPOTSDKEHNN 3-6 Mecsi1eB, 6oree
JUINTEIbHBIE KyPCBI MEMOpaHOCTa-
OUMIN3NPYIOIUX [IpernapaToB (gu-
MedpochoH) U KOMOMHMPOBAHHBIE
¢uTonpenaparsl, mpexje BCETO
nucron 1 Kanedpon H.

B tabn. 3 cyMmMupoBaHHI 1e4e6HO-
npoduIaKTUYecKue CpefCcTBa, Uc-

IIOIb3yeMble IIPY Pa3INIHbIX Hapy-
IIEeHsIX 0OMeHa OKCA/IaToB.

[Ipn HacmoeHUU MUKPOOHO-BOCTIA-
JUTENBHOTO MpOLiecca HPOBOMAT
KYPCBHI JIedeHNUs] aHTUOMOTUKAMMU
Y YPOCENTUKAMIL.

[lucnaHcepHoe HabniogeHne

B cBA3M C OINTENbHBIM, HEPETKO
NPOTPECCUPYOINUM TedeHUeM
IOHOKK y peTteit Heo6XORMMO IIpO-
BeJleHle CUCTEeMATU4YeCKOM [IMC-
MaHcepusanuy B YCIOBMAX ITal-
Horo Habmogenus. C 3Toil Ienbio
JKe/IaTe/IbHO B CUCTEMY 3TAIHOTO

nevenns 6onpHbx JTHOKK BxIIO-
YUTh MECTHBII HedpOmorndecKuii
caHatopuil u 6anbHeonedenne. [s
npodpmraktuku JHOKK u xanb-
1eBoro HeponuTUaza peKOMeH-
LyeTcs AMCIAaHCepHOe HaOMofeHe
HeTeil U3 ceMell, B KOTOPbIX MMe-
eTcA Hac/lefCTBeHHas Ipeapac-
MOJIO)KEHHOCTb K MOYEKaMEHHOM
601e3HH, C IIPOBefieHNeM perysap-
HOTO NPOQUIAKTUYECKOTO Jede-
HIA, BKTIOYAIOIIEro AMeTOTepamnuio,
INTHEBON peXMM, BUTAMIHOTEpa-
muio (A, E, Bs) u gpyrue Buppl nede-
HYIS, IPEXTe BCero GUTOTepaInmnIo. 3

JddeKTUBHaA apmakoTepanus. 42/2013



(o]
<
<
<
N
<
—
o
=]
=
=
=0
2
<
<
[N
<
)
o
ol
=
=
£
(5
[}
o

ww.bionorica.ru

PEKNAMA




N
TN

16

a HoMepa: 3a00/1eBaHNA MOYEBOI CUCTeMbI Y fieTeil

10.

11.

12.

Nvteparypa

Jnun B.B., Ocmanos V.M., IIpuxoouna JI.C., Opvesa 3.A.
O6mennble Hedpomatun y gmereir // Juarnocrmuec-
K1it cripaBoYHUK Hedponora / mog pen. 3.A. IOpbesoii,
B.B. Innua. M.: Osepreii, 2007. C. 173-194.

Wenamosa M.C., Benomuuies FO.E. [lerckas HepoIorusi.
PykosopctBo i Bpaueii. JI.: Mepununa, 1989.

Danpure C.J., Purkiss P., Jennings P.R, Watts R W. Mi-
tochondrial damage and the subcellular distribution of
2-oxoglutarate:glyoxylate carboligase in normal human
and rat liver and in the liver of a patient with primary
hyperoxaluria type I// Clin. Sci. (Lond.). 1986. Vol. 70. Ne 5.
P. 417-425.

Purdue P.E., Lumb M.]., Fox M. et al. Characterization
and chromosomal mapping of a genomic clone encoding
human alanine:glyoxylate aminotransferase // Genomics.
1991. Vol. 10. Ne 1. P. 34-42.

Hoppe B., Langman C.B. A United States survey on diag-
nosis, treatment, and outcome of primary hyperoxaluria //
Pediatr. Nephrol. 2003. Vol. 18. Ne 10. P. 986-991.

Cochat P., Deloraine A., Rotily M. et al. Epidemiology of
primary hyperoxaluria type 1. Société de Néphrologie and
the Société de Néphrologie Pédiatrique // Nephrol. Dial.
Transplant. 1995. Vol. 10. Suppl. 8. P. 3-7.

Kopp N., Leumann E. Changing pattern of primary hyper-
oxaluria in Switzerland // Nephrol. Dial. Transplant. 1995.
Vol. 10. Ne 12. P. 2224-2227.

Van Woerden C.S., Groothoff ] W., Wijburg F.A. et al. Cli-
nical implications of mutation analysis in primary hyper-
oxaluria type 1 // Kidney Int. 2004. Vol. 66. Ne 2. P. 746-752.
Mistry J., Danpure C.J., Chalmers R.A. Hepatic D-glycerate
dehydrogenase and glyoxylate reductase deficiency in pri-
mary hyperoxaluria type 2 // Biochem. Soc. Trans. 1988.
Vol. 16. P. 626-627.

Rumsby G., Cregeen D.P. Identification and expression of a
c¢DNA for human hydroxypyruvate/glyoxylate reductase //
Biochim. Biophys. Acta. 1999. Vol. 1446. Ne 3. P. 383-388.

Cramer S.D., Ferree P.M., Lin K. et al. The gene encod-
ing hydroxypyruvate reductase (GRHPR) is mutated in
patients with primary hyperoxaluria type II // Hum. Mol.
Genet. 1999. Vol. 8. Ne 11. P. 2063-2069.

Belostotsky R., Seboun E., Idelson G.H. et al. Mutations
in DHDPSL are responsible for primary hyperoxal-

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

uria type III // Am. J. Hum. Genet. 2010. Vol. 87. Ne 3.
P. 392-399.

Menamosa M.C. Comarudeckue 6ONe3sHU y feTel.
M.- Open6ypr: I0xHbI1 Ypan, 2002. 672 c.

Benvmuuyes FO.E., FOpvesa 3.A. [lucmerabonndeckie He-
¢dpomatuu // erckas Hepponorus / mox pex. M.C. Vrna-
toBoI1, F0.E. Benbruimena. J1.: Memguunna, 1982. C. 309-331.
Ananenko A.A., Cnexmop E.B., Ilonumosa /I.H. 3nauenne
uccnenosanuA I10JI nmpm BocHmanuTeNnbHBIX IIpoIjeccax
y nereit // IIpo6eMpl MeMOpPaHHOIT [IATONIOTMHU B IeAUAT-
pun. M., 1984. C. 162-172.

Banmaes Y.B. Porb MeMOpaHOIIATOIOINYECKIX IIPOLIECCOB
U HaC/Ie[ICTBEHHOTO IPePacIONo>KeHN IIPU BTOPUIHBIX
OKCaJIaTHBIX HePPOIATHSX Y feTeil: aBToped. AIC. ... JOKT.
Me[. Hayk. M., 1990. 41 c.

Xapuna E.A., FOpvesa D.A., Kypbarnosa 3.I. Tematypust
IIpY AM3MeTab0IMIeCcKOoil HepOIaThn ¢ OKCATATHO-KaJIb-
LMeBON Kpucramnypueit y gereit // Matepuanst Ilepsoro
KoHrpecca «CoBpeMeHHbIe METO/[bl AMAaTHOCTUKI 1 JIede-
HIs HepO-ypOIornieckux 3aboneBannit y gerei». M.,
1998. C. 20-22.

Menamosa M.C. TepaneBTrdyecke mogXoabl K 9KOMATO-
norun y pereit // Virnaros C.J., Virnarosa M.C. Jleuenue
coMaTr4ecKux 3aboeBannii y gereir. Ilenmarpudaeckuit ce-
muHap II. M.: Crap’Ko, 1996. C. 40-45.

Gonick H.C. Nephropathies of heavy metal intoxication //
Textbook of nephrology / ed. by S.G. Massry. 1983. Vol. L.
P.6.184-6.194.

Ocmanos M. M. KnuHnko-naToreHeT4eckme 0Co6eHHOCTI
U TaKTVKa JIeYeHNA TOPaKeHMIil TTI0YeK y AeTeil B 9KOIOo-
TMYEeCKV HeOTaroOMyYHbIX PErMOHaX: IUCC. ... HOKT. Mef.
HayK. M., 1996.

Hnun B.B., Hlamoxuna O.B., Ocmarnos V.M., IOpvesa 3.A.
Addexrusnocts Kanedpona H y gereit ¢ gucmerabomnu-
4YecKoil HepomaTyeil ¢ OKcajaTHO-KalbLMeBOl Kpuc-
Tajtypueit // BecTHUK mepuaTpudeckoil GpapMaKoIoTum
u myrpunyonorun. 2008. T. 5. Ne 4. C. 66-69.

Amocos A.B. PacturenbHbiii npenapat KanedpoH B yporno-
rudeckor mpakTtuke // Bpaa. 2000. T. 6. C. 38-39.
Jzepanos H.K., Bewinues [I.A. Jlederyie MO4eKaMeHHOI 60-
JIe3HM — KOMIIIEKCHAs MeUIIMHCKas mpobyema // Consilium
medicum. 2003. IIpunoxxenne «Yponorusa». C. 18-22.
Yucmsaxosa A.JI. durorepanus // Jledenne 3aboneBaHmi
movek y zereii / ot pep. V1.B. Mapkosoit, M.B. Hexenre-
Ba, A.B. [Tammasna. CII6.: Cotuc, 1994. C. 344-381.

Dysmetabolic nephropathy with calcium oxalate crystalluria
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The article addresses current concepts of pathogenesis, diagnosis, treatment and prevention of dysmetabolic
nephropathy with calcium oxalate crystalluria. Therapies are specified according to the stage of dysmetabolic

nephropathy with calcium oxalate crystalluria.
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