VK 616.45
KOPPEKLVSI MMHEPAJIOKOPTUKOU/THOM HEJJOCTATOUHOCTU Y
JIETEA ¥ B3POCJIBIX (K THHUYECKHE PEKOMEHIALIAY)

B.H. Nununeuxo

Hayuonanvnasn axademus nocreduniomuozo obpazoeanus um. I1.J1. Lllynuxa

Peslome. /Ipusedenvr OanHvie 0 NPpUYUHAX U MeXAHU3IME DPA3GUMUS
Muneparokopmuxouonot (MK) nedocmamownocmu y Oemeil u 83pOCabiX, €€ KIUHUYECKUX
nposenenusx. llpaxmuseckum epauam NpednodCeHsbl NPUHYUNLL AeUeHUS GONbHbIX C
2UNOANLOOCMEPORUIMOM PASHOT IMUOTOSUU C YHEMOM CPABHUMENLHO XADAKMEDUCTIUKY
20PMOHANbHYIX NPENAPAMOS 2AIOKO- U MUHEDANOKOPMUKOUOOE, NPUMENTEMbIX OAs
KODpeKYUU MUHEPANOKOPMUKOUOHOU HedoCmamouHocmy 'y oemelt U 83pOCivix, ¢
YKRazanuem HeoGxX00uUMOli 003UPOBKYU NPERAPAMOE U UIMEHEHUA O03bl 8 3ABUCUMOCTIY
OM COCMOSHUA NAYUEHMA UNU CORYMCMBYIOWUX 3a601e8aN Ul

Ki04eBble ¢10Ba: HAOnoueuHUK08US HEOOCMANMOYHOCMb, 2UNOATLOOCIEPOHUIM,
BPONCOCHHAA OUCHYHKYUS KOPbI HAONOUEYHUKOS8, MUHEPATOKOPMUKOUOE,
2OPMOHOMEPANUA MUHEPITOKOPMUKOUOHOU HEOOCMAMOYHOCY.

Berynnenne. Hutepec k A¢HCTBIIO FOpMOHOB Kopbt Hagnoueynnkos (HIT)
CBsi3aH C OONBIITNM KOJIMYECTBOM 3a001eBaHuii KaK YHNOKPHHHOMH CHCTEMBL, TaK H
JApPYTHX OPTaHOB ¥ CUCTEM, KOTIa BOSHHKAET HEOOX0AMMOCTh 3aMECTHTELHOM I
dapMmakonunamuyeckoil Tepanuu, npexae Beero raokoxoptukounamu (TK).
Muuepanokoprukounibt (MK) B OCHOBHOM 1OKa3aHbl sl 3aMECTHUTEIBLHOM
Tepanuu. Aagporenbl H >crporedsl HIT He HMEI0T 0c000ro TepaneBTHYECKOro
3HAYEHHS.

Marepnaabl # MeTOABI HceaenoBaHus. Llenbio uccreaoBanus GbLiO
NPOAHATHIUPOBATL NPHUMHB! Y MEXaHH3M Pa3BuTHs MK HEeA0CTaTOUHOCTH y AeTel
H B3pOCIBIX, €€ KIMHUYECKHE NPOABJEHUS, ¢ nocaeayoweit paspaboTkoi
NPHHLHKIOB j1eueHHs GONBHBIX C THIIOAbA0CTEPOHI3MOM PA3HOH STHONOTHY,

PesynbTaThi Hec/1eA0BAHKA B HX 00cyxaAeHUe. OCHOBHBIM I0Ka3aHMEM
3aMeCTHUTENbHON Tepanuy npd naroaoruu HIT ABIsSeTCS FMIOKOPTHIH3M
(HaanoYeYHUKoBas HEAOCTATOUHOCTh, HH)~ CHMIITOMOKOMILIEKC HEZOCTATOYHOMN
cekpeiiu ropmonoB kopsl HIT B pesyasrare Hapyuienus ¢yHKLUHOHHPOBAHHS
OHOI0 WiTH HECKONBKHX 3BEHHEB THIOTANaMO-rUnoQu3apHO-HAATIOYEYHUKOBOU
CHCTEMBI. B 3aBUCUMOCTH OT JIOKANH3ALIMM NATOJIOMHYECKOIO NPOLECCa PaIdyaloT:

1) Mepsuunyio HH (1-HH) — nopaxenue camoii kopst HIT,

2) Bropuunyro HH (2-HH) — wuapymenne  cekpeuuu
a/lpeHOKOPTUKOTPOHHOTO 'OPMOHA FHITOGH3OM,

3) Tperuunyo HH (2HH) ~ Hapyuende BoIpaGOTKH KOPTHKOTPOMUH-
PWIH3HHT I'OPMOHa.
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B neanarprueckoit npaktrke |-HH npenmyecTBeHHO SBIISETCA CNEACTBHEM
BpOXACHHOM AncdyHKUHH koph! HaxnoucuHrkos (BJIKH), panee HasuiBacmoi
«AIPEHO-TEHUTAILHBIA CHHAPOMY, - TPYTITh HACHEACTBEHHBIX BPOWIEHHBIX
3a60:1eBaHHM C ay TOCOMHO-PELICCCHBHBIM THIIOM HAaC/leIOBAHK#A, B OCHOBE KOTOPBIX
Aexar depMeHTHbie fedeKTbl HAITOYEUHHKOBOIO CTEPOUIOTEHE3a.

JluddepenHunanbHas JHarHOCTUKH BTOpUYHOH M TpetuqHo# HH B
KJIMHHYECKOW NpaKkTHUKe 3aTPyAHEHA, NO3TOMY 3TH Ase GOPMEB! UaCTO
0OBEARHSFIOTCA TOJ €AHHLIM TEPMHHOM — LCHTpalbHaf (THNOTanaMo-
runodusapsas) HH.

3amecTuTelbHas Tepanus Becex TunoB HH Bocniosnser neuut ropMoHoB
kopbt HI1, Mogenupys pHTM uX cekpeuu B GpHU3HOJIOTHUECKHX YCIOBHSIX, U
Ha3HAYaeTCs MOXKU3HEHHO, MIPH 3TOM HE OTMEHSACH HH NPH KAKHX YCAOBHAX.
OcHosoii Tepanun HH sBastorca I'K. Oauaxo, 1-HH npeaycmarpusaer
o0s3arenbHyto komGunauuio npenaparos I'K n MK,

Hssectro, uro MK-cBoiicTBaMu 0061a1al0T pa3iiHUYHbIE CTEPOHAHBIE
ropmonst kopst HIT (Tabn. 1). Onnako, HanGonee GUONOTHUECKH AKTHBHBIM H
HA3HEHHO-BaXKHBIM MK siBiseTcs anbJOCTEpOH, KOTOPbIf CHHTE3HPYETCH
k/1yBouKOBOM 30HOM, H BBHI3BIBACT 3aMCPXKKY CONHM B opranusme. lipu
neaocratrounoct MK kaHastbLbl nodek He peabcopOHpyoT HATPHIE H3 nepBHUHOH
MOYH H OPTAHHM3M TepsieT 3TOT 3IEMEHT. ITO NPUBOLHUT K NOTEPE BOIBI — BHAYale
U3 BHEKJIETOYHOI0 NPOCTPAHCTBA, & TOTOM M M3 BHYTPHKJIETOYHbIX 3arnacos. B
pe3y.IbTaTe BO3HUKACT 3aJ€PiKKa KaJlus, HEAOCTATOUHOCTD fepedeprueckoro
KpOoBOOOPaUIEHHS ¥ TOYEYHas HEJOCTATOYHOCTh, YTO TMPHBOANT K CMEPTH
4eJIOBEKA.

Tabruys 1

MuHepaI0KOPTHKOHAHAA AKTUBHOCTD A/IPEHAJIOBLIX CTEPOHAOB

Topmon | CpasHuTe/nHas aKTMBHOCTh
Kopmson 0,2
_ Kopmwsow | 02
AJIBIOCTEPOH 100

. Koprukocrepon 4 03
JesoxcuxoprikoctepoH (JOKC) 3
o .. Opemwsonon | _..005 .
JlexcameTazox 0
a-quuospoxoptuzon ... 8

Buocnures MK npoucxo/imt U3 nperHeHoNI0Ha, KOTopblH M0 BO3AeHCTBHEM
38-HSD rpancpopmupyercs B 11-nesokcukoprrroctepoH (JJOKC). Mocaenyiomue
TPH ITAA CHHTE3a ANBA0CTEPOHA, a HMEHHO 00Pa30BaHe KOPTHKOCTEPOHa us 1 1-
JIOKC, 18-ruapokcukopTHKOCTEPOHA H ANbAOCTEPOIIA, HAXOAATCH MO KOHTPOJIEM
depyenra P450aldo (anbaocTepoH-cHHTETa3bl), KOTOPBIH KOAUPYCTCH TEHOM
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CYPI11B2 (nokanusoBan Ha xpomocome 8q22). AlbIOCTEPOH-CHHTETA3E ~
KOMILIEKCHAs CHCTeMa, cocTosias W3 | | B-rinpoxcuiasel, 1 8-ruapokcrnasbi v 18-
OKCHI3bi.

CuHres abIoCTEPOHA B OpraHu3Me 00ecieuBaeTCsi akTHBHOCTBIO pEHMH-
AHTHOTCH3UHOBON CHCTEMb, KOHIIEHTPALHEH HOHOB HATPHSA U KaNHA B CHIBOPOTKE
KpoBu, koHueHTparueil AKTI™ B cHIBOPOTKE KPOBH, a Takke NPOCTAIaHAHHAMU H
KHHHH-KAUIMKPEHHOBOH CHCTEMOIA.

Cexpeus anb10CTEpOHA y NPaKTHYECKH 310POBLIX Jtoaeit npu cBoGoAHOM
JAMETE H JOCTATOYHOM COACP)KaHHH B HEeH NoBapeHHO coau, cocrasaset ot 100
20 500 uMonv/cyTiu (30-150MKT/CyTRH).

Henocrarousocts cekpeunn MK Bo3HukaeT HauGonee 4acTo [pH NepBUIHON
HH - kak cnexcrsne BJIKH y nerei 1 ay ToHMMY HHOTO M TyOepKya€3HOTO Ipotiecca
B HI'ly B3pocanix.

BJIKH siBnsieTcs BpOxKAEHHBIM HACICACTBEHHBIM HapyLIEHHEM aKTHBHOCTH
OIIHOTO U3 5 OCHOBHAIX (PepPMEHTOB CTEPOMIOTEHE32 HITH TPAHCIIOPT-HBIX OEKOB:
CYP21,CYP11B1,CYP17,38-HSD, StAR-npoTenHa. 3HAMHTENHLHO peske BOZHUKACT
HENOCTATOMHOCTh KOPTHKOCTEPOHMETHIOKCHAA3b!- | (nedekT 1 8-ruapokcHiiase) H
-2(nedeKT anpJOCTEPOHCHHTETA3bL) TUIIa. YacToTa BCTPEUaeMOCTH BbIPMKEHHBIX
Knaccuqeckux gopm naronoryd cocrosnset 1 : 10 000 HOBOPOMKICHHBIX B CTpaHax
ceBepHoO¥ K 3anaauoit EBponibl,a reTepo3uroTHOS HOCHTENHCTBO HabmoaaeTes 1 :
55 cayuaes. et CYP21 (P450c21) cocrasnsier 90-95 % seex cinyyaes BJIKHI1.
Oauako, He npu scex sapunantax BJAKH ormeuaercs nedpuuunr MK.
'nnoanbaoCTEPOHH3M Pa3BUBACTCA NPH HEROCTATOMHOCTH 2 1-rHApoKcuiIasb
(CYP21,P450c21) — conbrepsnouieit popme, 3s-creporngeranporerass (3a-HSD),
20,22-pecmonassl (StAR-nmporenHa), KOpTHKOCTEPOHMETHIOKCH A3k 1 (redexT 18-
THIPOKCHAA3bI) M -2(4eEKT aJIbIOCTEPOHCHHTETA3bI) THIIA. MI3MEHEHHE ceKkpeLy
MK nipy paznuusbix natonorusx kopei HI npencrasscrist B Ta6. 2.

Ha psigy ¢ OTHM CeNeKTHBHbIH MIOANbIOCTEPOHH3M, IPU UHTAKTHOM
Ouocuntese ['K, orTMeuaeTcs Moc/j1e TMPUMEHEHHS renapHHa H
HOAHCYIbPATHPOBAHHBIX TNIMKO3AMHHOITHKAaHOB — FeNapHHOUAOR, NPH
HINOTIATHUCCKOM MMNOPCHUHEMHYECKOM THNTOANLAOCTCPOHHIME (llHC'l‘aJIbeln
peHanbHbiii anuno3 THNa-4), Npu caxapHoM auabere, couerawowemcsa ¢
XPOHUuECKOH MOUeYHON HEROCTATOUYHOCTHIO, MPHU IICEBAOTHIOANbIOCTEPOHHIME
Tuna | u TUNa 2, NpH cencuce, 3HAYUTENBHOH KPOBOMOTEPE U AP.COCTOSHUSAX,
KOT1a pa3RUBAeTCs BHIpaKEHHAs THIIOKCHA OPTaHoB 1 TKaHeH, BRICBOOOKAAETCS
3HaYUTEILHOE KOJMYECKTBO LHTOKHHOB (dakropa wexposa omnyxonei,
uHTep/eHkyHAa - | ) M NPEACEPAHOTO HATPHily peTHYECKOTO FOPMOHa.,
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Tabauya 2

Hapyuenne CHHTE32 KOPTHKOCTEPORIOB MPH epBHIHBIX

3a0onesanusx kopst HI1

Jabonesanne il"mokoxopm--[MuHepaﬂoxop— AHApOreHsb!

o ivowmw Tmowaw L
nnepropraipnM + 4+ + i +++
Tnmokoprawwsm_ [ --=y =- =M
BUKHIT
Hedexr21-mapokewnasy) | - -~ 1  --* e+
Jedext 11B- ruapokcunasbi - = + + ++++
Jedexr | 7a- rumpoxcunasbi / - + + -
1720mazen L b
Jedext 33 MApOKCHCTEpOH IHOM- - PR —_
JIeTHAPOTCHA3DbY

Jledext StAR- nporenna /
20,22-necMona3bt

Jledescr 18-ruapoxcunassl,
18-okcunassl (KMO-11 KMO-2)

[MpumMcuanuc:* B 3a8BUCHMOCTH OT % CHIDKCHHA aKTHBHOCTH (epMeHTa.
*¥ vy OKeHWHH (Y MY¥HMH TaKHX NPOABICHUI HET, TAK KAK aHAPOreHbl y HHX B
OCHOBHOM CHHTE3HPYIOTCA B MOJIOBBIX XKENE3AX).
Heduunt MK npossasercs npu pasnyuHbIX BapuanTax nepsuunod HH,
NPCHMY LLI€CTBEHHO BCICACTBHE &Y TOUMMYHHOIO HIIH Ty6epxyne3H0ro NOpaXKCHHA
xopbl HIT, uiu BCeacTBHE anpeHanakromMud (eM.kinaccuduxaiuro 1-HH).
Knaccruxanus nepsuuHON HAANOYEUHHKOBOA HEIOCTATOMHOCTH:
1. AyTOUMMYHHas JeCTPYKLHA KOPbl HAAITOUEYHHKOB
Hsonuposannas 1-HH
AyTOMMMYHHBIH TONHIIAHLYIAPHbIA CHHAPOM THMA ]
AYTOUMMYHHbIH NONUIIAHAYASPHBIA CUHAPOM THIIA 2

N R LN

Yorexayca-QDpuAepHKCEHA)

TyGepkynes HaaMOMEUHHKOB

Strporennas 1-HH (aBycTOpOHESS aAPEHANIKTOMMSA)
Bpoxaennas qucdyrkuus xopst HIT
AnpeHoneiikoauctpopus

MeTacTaTHYE€CKOE U OIy X0JIEBOE NOPAKEHHE HAAMOHEUHHKOB
V'emopparuueckuii uHdapkT Haanoyeunnxos (ABC-cuuapom, cuuapom

8. Pexue MPHUMHDI : aMHAOHAO3, rpubKoBbie Hidekumn, cnduiuc, BUY-
ACCOUMHPOBAHHBIH KOMILIEKC H .

B nesmarpuaeckoti npaxruke Haubonee yacro 1-HH asascres cneactanem
BJAKHI. xoropas B nonapasiouieM GONBIIHHCTBE CNyYaes Bbi3BaHa AChHIIUTOM
tepmenTa 2 | -ruapokcunasst (CYP21, P450c21). HanGonee sipko 31a naronorus
npos/seTes MK- HeA0CTAaTOMHOCTBIO (CHHAPOM NOTEPH COMH) Ha (hoHe ocTpoit
HENOCTAaTOYHOCTH KOpbI HIT u BBLIPAKEHHBIX CHUMIITOMOB BHPHIH3aAlHH Yy JHL
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MEHCKOTO reHeTHUECKOr0 Noia ( BILUIOTH J10 NOTHOH HHBEpCcUH moaa), CocrosHue
TaKUX HOBOPOXJIEHHBIX TSKEI0€: MPOrPECCHPYIOILAS NIOTEPS MACChHI TENa, YACThie
CPbIrHBaHUS, PBOTA, AHapes, GONM B KHUBOTE, CHIDKEHHE PeIEKCOB, CUMITTOMB]
IKCUKO3a ( CYXOCTh KOXKH, CHIXEHHE Typropa TKaHe, 3anajeHue poaHHYka),
THHCPIIHTMEHTALINA KOXH, agHHAaMHsA. BicTpO pa3sBHUBAETCs BbIPRXEHHAR
JIETHAPOTAUMS H CEPIEHHO-COCYIHCTas HEIOCTATOUHOCTD, YTO MPUBOIMT K CMEPTH,
4acTo BHE3anHOH (BCleACTBHE runepxanxeMun). InyGokuii nedekr 21-
I'4APOKCHAA3El CONPOBOKAAETCA HAKOIIEHMEM B CHIBOPOTKE KPOBH 17-
FdAPOKCHIporecTepoHa ( YacTo npessiinaet 200 Hr/MJ), 4TO ABJIACTCA OAHUM H3
OCHOBHBIX 1aB0PATOPHBIX KpUTEpUEB BepH(bHKauHHK IHario3a. BoipaxeHHocTs
HenocratoyHocty MK uuTerpupyerca nokasareisiMH rUIIOHATPHEMHH,
THIEPKANTHEM HU, THHIOXIIOPEMHUY,

Y B3pOCIBIX HJIOAEH NOXKHIIOND BO3pacta KIHHHYECKHE NPU3HAKH AeduumTa
MK metiee BEIpakeHb! 1, KaK IIPaBWIIO, IPOSIBISIOTCS METaBOIHUECKHM alliI030M,
YMEPEHHOH I'MilOHaTpUEMHEH K BLIPKEHHOMH THIEPKaTHEMHEH, UTO NPHBOLHUT K
HapyuIeHNIO CEPAEUHOrO PUTMa W CEPAEHHO-COCYMCTON HeNoCTaro4-HOCTH U
4aCTO CTAHOBUTBCA IPHUMHON CMEPTH TaKHX MALIHEHTOR,

Tunoane10cTepOHH3M, CBA3AHHBIH C JEUIUHTOM KOPTHKOCTEPOHMETHI-
oKkcHaasbl THia 1 1 -2 MmanudecTHpyeT B Bo3pacre oT | Heaesnu A0 3 JIET H npoTe-
K3ET ¢ KIHHHKOMH CONILTEPAIOUIETO CHHIPOMA C nocaeayioileli 3asepxkoii pocra
pebenka. 3aGoneBanue HaCIEAYETCA NO dyTOCOMHO-PELECCHBHOMY THITy. Jlabopa-
TOPHO BLISBAAECTCA FHNOHATPHEMH A, THNEPKaTneMus, MeTabonnyeckuii aunao3,
CHMKEHHE YPOBHS albAOCTEPOHA H NOBBILICHHE aKTHBHOCTH PEHMHA TLIa3Mbl
kpoB#, B n0cTHYOepTaTHOM [IepHOE OTMEYAETCSA CIIOHTAHHAN) HOPMATH3ALHA
CKOPOCTH poCTa M Oananca HaTpUs U Kalusd B OpraHu3Me 60bHbBIX.

K yraereHuto GHOCHHTE3a H CEKPELHH allbJ0CTEPOHA, a Takike MOpdo-
JIOTHYECKHUM U3MEHEHHAM Kny§ovkoBoit 30Hb! kopbl HIT npusonut anurensuoe
NPUMEHEHHE PenaprHa B 60NbKX 103aX WIH NOAHCYIb(ATHPOBAHHBIX IMHKO3-
aMMHOMNHMKaHOB. KnMHHYECKH Takoe COCTOAHHE COMPOBOXKAACTCA THIIOHATPUEMH-
it 1 meTabonH4YecKuM auKnao30M.

CHHIPOM I'HIIOPEHHHEMHUYECKOrO THNOAIbAOCTEPOHU3MA (BTOPUUHOIO
U30JIHPOBAHHOrO THITOANbAOCTEPOHU3IMA), HH AUCTANIbHBIN pEHANBHEIH annA03
THNa 4, BCTpEYaeTcs y NOXHILIX AI0AEH ( 0ObI4YHO, CTapiite 65 1eT), Yauie y MyxuHH,
Moutu y 80 % GonbHBIX CHHAPOM COYETAETCH ¢ TyGYNOHMHTEPCTHLHM-aAbHON
thopmoit 3a6onepaHUA MOYEK, NPOTEKAIOLIHNX C ABACHUSAMH XPOHUYECKOH IOYeuHOH
HEAOCTATOYHOCTH, 2 Y 40% GoNbHBIX — COUYETAETCA ¢ caxapHbiM auaderom. Y
001BbUIMHCTBA IAUMEHTOB COACPKAHHE PEHIIHA H 8JIbAOCTEPOHA B IJIA3ME KPOBH
cumxeno. Mnnepxaopemudeckuii MetaosiMueckHil aunao3 Berpevaercay 65-70%
GOJIEHBIX ¥ CONPOBOXNAETCS YMEPEHHOH runoHarpueMueil # BbipaxeHHOI
runepkaniemueil. OnHoH U3 NPUYUH NATONOTHH ABNAETCH WHTEPCHIIHAIbHbIH
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H(?CprT, pu KOTOPOM THIIEDKANTUEMUA MOXKET pasBHTHCA 3a/101ITO 4O HOABIICHUSA
npwsnakos XITH.

Hcesaorunoansgocrepornsm tana 1 (I1IA-1) cssan ¢ aedextom narpye-
BbIX KAHAIOB, KOTOPbIH BbI3BaH My Talueii FeHa, KOHTPOHPYIOWIETrO CHHTES CyOb-
AWK YMBTERNAILHBIX HATPHEBKIX KaHaloB, [Tepsuunniii nedext npu [NMrA-1
o0ycaonien HapyuleHHeM peabcopOuuy HATPHS B MOUCYHBIX KaHANbLUaX, a HE
CHWKSHHOH Yy BCTBHTEILHOCTBIO TKaHEH-MHIlIEHEH K ICHCTBHIO anb0CTEPOHA,
KdK CUHTAI0Ck panee. B Harcoswee speMs [1TA-1 noapasaenseTcs Ha NOYEHHY O
H ['CHEPATU30BAHHYIO, MK foNKoprannyio, dopmel, [Toueunas dopma INMIA-1
HACAISAY €TCH 8y TOCOMHO-IOMHHAHTHO, @ pe3HCTEHTHOCTE K MK BbISIBISETCA TONLKO
3 loukax. ['enepanusosanyas dopma [ICA-1 sBaseTcs ay TOCOMHG-PEUECCUBHBIM
3a00CBAHMEM H BCTPEYAETC B CEMBSIX, [1€ HMEIOTCA GNH3KOPOACTBEHHBIE GpaKy.
I'cHiaa My TaLHs IPH DTOM NaTOAOTHH NPHBOIHT K HHAKTHBAIMH Gelka HaTpHEBbIX
KaHaIOB H XapaKTepHU3yeTCA reHepalu3oBaHHO#N pe3sHcTeHTHOCThIO K MK.
Conepxanue ajlb0CTEPOHA M PEHHHA B TUIA3ME KPOBH TakuX OOJbHBIX, KaK
11PaBKJI0, OCTAETCA B IPEIENAX HOPMBbi.

Tlcesporunoansaocrepoinam tuna 2 (IMTA-2), win cunapom [opaona —
ceMeliHas THICPKATIMEMUR H MHIIEPTEH3HA C QY TOCOMHO-A0MHHAHTHBIM THIIOM
HacaegoBaHus. KnuHHueckn npogaiseTcsa MCTaboMHUECKHUM altRIIO30M, CHMITTO-
MaMH THITEPKANHEMHH IPH HOPMalibHOH Gy HKIKH KTy GOUKOB [TOYEK M HOPMAJTb-
HOM WJIH CHH)XCHHOM COZEP)KaHHM PCHHHA B IJIa3Me KPOBH.

3HauUTENLHOE KOJAHYECTBO MatTojioruit He Toabko HII, npu koTOpHIX
nabinonaerca HexocrarodHocth MK, TpebyioT 3aMecTHTE/IbHOM TepallHH
MHHEPAJIOKOPTHKOHAHBIMY fipenapaTaMu. [Ipenaparom BeiGopa ans Tako#
Tepanuyu npusHan 96-gTopkopruson (dAynpokopTH3OH) — npenaparsl:
“Koprunedd”, “dnopuned”.

Taknm 006pa3oM, jieueOHbie MEPOTIPHATHA Pa3IHUHLIX COCTOSHHH, CONpo-
BOMIAIOUINXCS THIORNbAOCTEPOHU3MOM M KIHHHKO-1a00PaTOPHEIMH NIPHU3HA-
KamH CHH/APOMa MOTEPH COMH, NOMKHBI BKIOYath npuem MK. Oanako, ocHoB-
HbIM 1TOKa3aHKHeM Juist ipuMeHenust MK gsisiercs saMectutenpHas tepanus HH.

K:nuueckolt oummbroi ssensercs nedenue 1-HH ¢ noMmornipto MoHOTE-panuiy
TK . 3amecrurtensHas tepanus nepenuto#t HH nonpasymesaer obasarensHoe
KOMOHHMPOBAHHE [IPENapaToB [IOKO- U MUHEPaNokopTHKo-HaoB. Tlpu 2-HH
Aeduumt MK, kak nparusio, OTCYTCTRYET 4 O3TOMY HEOOXONHMOCTH Ha3HAYEHUS
MK(d:yapoxopTH3oHa) HeT, 3a UCKIIOYEHHEM ClydaeB BHIPAXKEHHOH
apTepuainHoél rMNOTEH3HU Y nauuedTa. CpaBHHTEIbHAS aKTHBHOCTH W
B3aMMO3aMenaeMo T [IPENapaToB, UCNOJb3yeMbIX fis neuenus 1-HH
HpEACTaBeHs! B Taba. 3.
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Tabauya 3
[penapatbl KOPTUKOCTEPOHAOB It edenns nepputtHoii HH

HMpenapar - CranpaprtHan | CpapHHTeNbHan akTHBHOCTE | Dapmakokn-
!m6ne*mpo- HeTHKA
i;i"p’;a: (), TK |[MK | nomame |T12 8]TH2
E?KBHBaﬂeHT*A HHue rasme | 6ro-
{uan mom no AKTIT | (uacs1) | sdpexra
- 'K-aktue-
| HOCTH
FuapokopTuzon | 20 1 1 + 0,5- 8-12
KopTtHson 25 038 1 + 0,67- 8-1
2
Jlpeanmsonon 5 JA4 oS 24 1836
Merunnpeanuso- | 4 S 0,1 24 18-36
JIOH +
| Tpuamuwnnonoss 4 3 005 _ {++ 135 2448
Hexcamerazon 10,5 30 0-001 [+++ 5 36-54
[®nynpoxopmoon 10,1 15 150 _ |- |35 _ [1836___

3amectuTesnbHas Tepanus MK nofpasyMeBacT HCMoJb30BaHKE TONbLKO OHO-
ro npemnapara — 96-¢pTopkopTH3ONa (ayIPOKOPTH3OHA ALETAT), — MPenaparhbl:
“Koprutedd”, “®nopuned”. [Ipenapar spnsercs CHHTETHYECKAM TOPMOHOM KOpbI
HIT, ¢ropupoBaHHbIM NPOK3BOAHEIM THAPOKOPTH30HA, 0018 al0KUM BBICOKOH
MK axruBHOCTBIO — B 100 pa3 Gostee CHibHOE, 4eM I'HAPOKOPTH30H, a Takxke B 10-
15 pa3 uMeeT CHILHOE NPOTHBOBOCHAMTENBHOE JAciictBre. PuyapoxopTH3oH
BO3eMCTBYeT Ha IUCTANIBHYIO HAaCTh MOYEYHbIX KAHAILLEB, YCUINBas 00paTHOE
BCAchbIBAHKE HATPUSA U BOJbI, 1 YBEHUHBACT BELACNIEHUE KAJHS ¥ HOHOB BOJOPO/A.
IIpenapar Takxke BIWSET HA BBIACHCHHE BOABL U 3JEKTPOJUTOB TOJCTHIM
KUIHCHYHHUKOM, TOTOBBIMH H C/IIOHHBIMH XKEJIC3aMU, HO B MEHbIIEH CTENeHH.

flocae npuema BHYTPb QIYAPOKOPTH3OH OBICTPO M NOAHOCTHIO
abcopbupyerca u3 XKKT . AKTUBHOE BEECTBO O0HAPYXHMBAETCA B ChIBOPOTKE
KpoBH yike uepes 10-20 MuHyT nocsie npuema 0,1 Mr npenapara. MakcumanpHas
KOHLICHTPALIHs aKTHBHOTO BELIECTBA B ILIA3ME OTMEYAETCS NIPHOIM3UTENBHO Yepes

1,7 yacos nocie npuema. I Ipenapar cssi3siBaeTces ¢ 6ekaMu Kposy Ha 42%,
MeTaBoIU3UPYETCA B OCHOBHOM B [IEYEHH, YACTHUHO — B [10UKAX, BLIBOAUTCS B
BHIEC HECAKTUBHbIX MeTabONIHTOB C MOYOM.

OcCHOBHBIE NIPEUMYLIECTBAa QUIYAPOKOPTH3OHA ALETAT, 10 CPaBHECHUIO C
INPYTHMH KOPTH-KOCTEPOWIHBIMK TIpEnapaTaMy, 3aKiIOHaloTCS B €0 MOLIHOM
CONb3aJCPKMBAIO-1EM NeHCTBUM M NepopaibHOM NMpHMEHEHHH . Panee
npuMeHsemMblil npenapar Aesokcukoprukocrepona auerar (JIOKCA) obnanaer
HesocrarouHol MK akTHBHOCTBIO, MHAKTHBUPYETCS IPH NIEPBOM ITPOXOMICHUH
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qEpE3 NMEYEHb, 110ITOMY B HACTOSIIEE BPEMS HE HCMOAB3YETCA M CHAT C
11POU3BOACTBA,

1Tepuoa nojty BeiBECHHA Gy ApOKOpPTH3OHA alerar cocrasiser 18-36 yacos,
YO TO3BONSET UMHTHPORBATH CEKPEIHIO ANBIOCTEPOHA, MPAKTHYECKH HEMMEIOILLY IO
HHPK&JIHOTO PHTMA, OOJHOKPATHBIM €XEJHEBHLIM npHeMoM npenapata. ['K-
ypdextamu ¢ayapokopTH3OHA aueTaT HA NIPAKTHKE MOXHO npeHebpeds,
1IOCKOABKY OHW MPORBIAIOTCA NPH IpUEME npenapara B no3¢ Gonee, uem 0,5 Mr
(500 sKr) B cyTKH.

IMon6Gop no3wl npenaparta CTpOro HHAUBHIAYAICH H 3aBUCHT OT CTEICHH
icaocratogHocTH MK, ¢ Bo3pacTHO#t koppekiMel, Tak Kak OTHOCHTE/bHas
noTpebHoCcThL B MK ¢ BO3pacToM yMeHbIactes. C 11EMbI0 3aMECTHTENbHOM Tepaniy
1-HH dayapokopTHsona auerar HasHauaeTcs A€TSM B Bo3pacTe 10 | rona B nose
180-300 mkr/m? HOBEpXHOCTH Tejia 1-2 pasa B CYTKY, B BO3pacte ot 1-roaa a0 3-ner
—70-100 MKr/mM* HOBEPXHOCTH Tena B cyTkH B 1-2 nipueMa, o1 3-x 1o 14 aer—25-50
MKr/m? MOBEPXHOCTH Teda B CyTkH 1 pa3s, yTpoM. B3pociasiM nauueHTa
(i1vaApOKOPTH3OHA aLeTar HasHasaercs B Ao3e 50-200 MKr B CyTKM , yTpoMm
eMCHEBHO. B 3aBUCHMOCTH OT K/ITHHAHECKOH CHTy auluM 1032 Npeniapara BapsupyeT
B Jmanasone ot 100 mkr 3 pasa B Heaemo 10 200 Mxr exenHeBHO. B coueTanuu ¢
FHAPOKOPTU3OHOM TIpenapar HasHauaroT B 103¢ 100MKr B cyTku. JleTsaM B B3pOC:abiM
1pH MEPBHYHOM THNOATbAOCTCPOHU3ME-1 H-2 THNA, C LEIABIO BOCHOJIHEHHA
JieMLIMTA HATPHS U XJIODA, @ TAKKE HOPMATH3aUHH aKTHBHOCTH PEHHHA MIa3MBI ,
B palHOH 106aBNSIOT MOBAPEHHYIO COJb 13 pacdeTa 0,3 F/KT Macchi Tea B CyTKH.
KoHTpos1b anekBaTHOCTH J03bl OLEHUBAIOT [0 KIIHHUKE (MCHE3HOBEHHE NPH3HAKOB
NOTCPH €U, METaOOIHYECKOTO allWI03a) W HOPMaNK3aluy nokasarenci
IICKTPOJUTHOTO OOMEHa, 8 TaKKe aKTHBHOCTH PeHUHA naa3mbl kpomu. B
K/IMHNYECKON NIPAKTHKE PEKOMEHIYETCS HCTI0/Ib30BAaHHE CENY 1OILHX KpUTEpHes
&J1eKBATHOCTH Tepanmiy ¢GiiyIpOKOPTH3OHOM alleTar:

HopmasibHbie KOHUEHTPAUHY HaTPHS M KaJIMA B [11a3ME KPOBY;

HopMaibabill WIH YMEPEHHO NOBBILIEHHBIH YPOBEHb aKTHBHOCTH PEHUHA
NI1d3MB;

Hopmasnbroe (koMdopTHOE) apTepHalibHOE AaBlICHHE;

OTCyTCTBHE OTEHHOCTH, 33AEPKKH HKUAKOCTH (NPH3HAKY NEPECAO3UPOBKH
lperiapara);

Hopmanuzauus noka3saresneii pocra~y aereil.

®y/1IpoKOPTH30H aueTar o6bI4HO Xopoiro nepeHocutrca. Onnako, y
HEKOTOPLIX TRUHCHTOB MOXET Pa3BUBATLCH JIEIKast NPEXOAALLAS OTEYHOCTD,
ronoBHasi 605ib, yMEpeHHbIH M01bEM apTEPUATBHOTO JABJIEHUS H CKIOHHOCTE K
38ICPAKKE HKUIKOCTH. DTU ABICHHA HE ABANIOTCS NOKA3aHMEM JUIS OTMEHbI
rnpenapard, a.1uub TpedyoT A0NOJHUTENLHOH KOPPEKIMK JI03b1. B ipessimatoniux
CPeJHUX TCPANICBTHYECKHX J03aX, (AYAPOKOPTH3OH aHeTar MOXET YrHeTaTh
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thyvrunu xopst HI u THMy ca, Topmosuts cexpennito AKTT runodusom, ycunmsars
OTIIOKEHUE TTUKOrEHA B IEYEHH, a TIPH HEAOCTATOHHOM KONHuccTBe Oenka B NHILe
-~ IIPUBOAMTE K OTPHUATEALHOMY a30THCTOMY GasaHCy.

CuMIITOMBI NEPEAO3HPOBKYU Mperapara | aprepHaibLHas runepreHsus,
nepHpepHUECKHE OTEKH, THITOKATHEMHS, SHAYMTENbHOE YBETHUCHUE MacChl TN,
THIepTpodus MUOKapAA, — 0OBIYHO NPOXOIAT B TEYEHHUE HECKONBKUX THEH nocTe
OTMEHBI Npenapara.

T1py HeKOTOPBIX PH3NONOTUUECKHX U ITATONIOTHYECKHX COCTOSHHAX Ao3a MK

usMensercs (tabs. 4).

Tabnuya 4
Himenenne 1031 MK npH pa3iM9HbIX COCTOSHHAX

3aGoncsanine Jo3a
* CHCTEMHBIH KaHANIO3 MK nporusorioxazanbl |
" ApTepHANHAA THIICPTCHIMA |
. Tunotupeos Jlo3a quympokopTHioHa yMeHbILAETCA |
. [l'uppo:; neye s Ha 30 ~ 40 % ‘
. Hecneunguueckuit  A38eHHbIN
KOJIUT
. CimorpoMGiHe Mun

S3pennnie ropaxeuus XKKT
. [MoveuHan HENOCTATOMHOCTS
. Octeoniopos :
. Tybepkynes YewmBaercs cneunpuueckas Tepanus |

Ilpu 3amecTureabHoli trepanuun MK cieayer yUNThIBaTh HEKOTOPHIE
OCOOCHHOCTH HX NPHMEHEHHUs BO BpeMsi OepemeHnocTH. Tlpy GepemennocTu
fIPOHCXOINT NOCTETICHHOE H 3HAYHTEIBLHOE YBENHYCHHE Y POBHSA NIPOr¢CTCPOHa,
KOTOPBHi, NOAOOHO CUPOHOIAKTOHY, ABAACTCA aHTaronwcTom MK, B atoli cBsisu,
HeoOxoauMas 4032 GAYAPOKOPTHIOHA AHCTAT MOXET 3HAYHTENLHO BO3PACTATD.
Nonbop A03b1 ACNKEH OCYWECTBJIATLCA [0 YPOBHIO Kajgus NNAA3IMBL H
apTepHalbHOMY AABAEHHIO. YpOBEHb aKTHBHOCTH PEHHMHA NAa3Mbl HE
HH(l)OpMaTHBCH, MOCKOABLKY OH H B HOpDMC 3HaYHTCIILHO MAOBBILIEH BO BpeMs
GepemenHocTu. MRoLIa no3y ¢uyIpokopTH30HA alleTaT HEOOXOMHMO YRETHYHBATL
110 300 1 aaxe xo 600 Mxr B cyTkH. HOBOPOMKAEHHbIE OT MATEpei, IOy aBIHHX BO
BpeMs 6epeMeHHOCTH 3aMecTrTeNbHYIO Tepamiio 'K n MK 1pe6yoT Tiareasroro
Habmonesus u3-3a onacHoctH pa3Butus y Hux HH. INpu veoGxonumocrn
IPUMEHCHH NIPENApara B EPUO AaKTAIHU PEKOMEHAYETCS TIPEK PATHTH FPYIHOE
BCKapMJIMBAHKE, TaK KaK qulyApPOKOPTH3OH BBIACASETCSH C FPYAHBLIM MOJIOKOM.

DiyIpOKOPTH3OHA QLETAT NPOTHBOMOKA3aN NALUEHTaM C CHCTEMHBIMH
rpHOKOBbIMKH HHPEKLMAMHA,
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Hasnauenne MK nauueHtam ¢ akTuBHO#H dopmolt TyGepkynesa BO3MOXKHO
MIIb B CYYasnX AHCCEMHHUPOBAHHON HAH MOTHHEHOCHOI GopM 3ab0neBaHus ¥
10JIbKO B COYETAHMH € NPOTUBOTYGepKyne3HOR xumuorepanuel, [Ipu
neobxoaumocTy Hasznavenus Kopturedda nauneHTam ¢ 1aTeHTHBIM TyGepKy.ie-
30M WM N0:0XKUTENbHON Ty OepKyHHOBOM poGo cjieayeT TIHaTebHO KORTPO-
JMPOBATh WX COCTOSHHE H3-3a2 BHICOKOrO PHCKAa aKTHBALMK TyOEpKyJIe€3HOTO
npouecca. [Tpu anurennHom npumeHeHnn Koprudedda rakue naunesTh JonKHbI
101y 4aTh NPOTUBOTYOEPKYIEIHY IO XUMHONPODHIAKTHKY.

Y GonbHBIX THIOTHPEO3OM WJH LMPPO30M meueHH Aekctrue MK
ycuansaercs. Tlpy runonpoTpoMOMHEMHH CIEAYET OCTOPOXKHO Ha3Hayarh
Hpenapar OZHOBPEMEHRO C ALECTHACATHLHIOBOH KHCAOTOM, YTOOBI HE BbI3BaTD
rc.wopparw:ecxm‘i CHHAPOM. Taxxe OCTOPOXKHO HCOSXOJ]HMO NPAMCHATH
($h:ayapokopTU30H NpH HecneHHUECKOM A3BEHHOM KOJIHTE (H3-3a PHCKA Pa3BATHS
nepdopauun KHiIe4HHKa, abcuecca HAH ApyruX rHOWHBIX HHpeknHit),
AMBEPTHKYTIE3E KHIIEHHHKA, CBEKHX KHIHEUHBIX aHACTOMO3aX, IpO3UBHO-I3BEHHBIX
nopaxcHud XXKT, noyeunoit HenOCTATOUHOCTH, APTEpHANBHON THIIEPTEH3UN U
0cTeonopo3c. PHCk pasBuTHs NOCHEHETO MOXKHO CHU3HTB, Ha3HaYas KalblUMi u
BUTAMHH- /.

B jiuere Ha $oHe nprema GuiyapoKOpTH3OHA aueTaT HEOOXOAHMO YBETHIHTD
koinyectso Oenka (1,5-2 r/kr), >KHpOB H YIAEBONOB — IIPHEM JIETKOY CBOAEMBIX
YI:1€B0A0B (KOHGETHI, [IEUEHBE, COKH K T.A.) APOCHO B TEYEHHUE AHS, H OTPAHMUEHHE
fIpoAyKTOB, GOraThiX KajgueM (YepHOCIHB, aGpPHKOCH!, H3IOM, HHXKHD, NeHeHbIH
kaprogess U np.). B patusod Heo6xoauMo BKIOYATH RONOJHUTENLHO 10-15 1
110BapCHHOM COJIH, @ TAKXKE CBEXKHE OBOILH H PPYKTBI, 3€/ICHD,

Ormeny ¢ty IpOKOPTH3OHA aLETAT HEOOXOAUMO NPOBOIUTE NOCTENEHHO —~
LI NpeaoTBpALLeHHsS CHHAPOMA OTMEHbI (aHOPEKCHS, MOBLILIEHHE TEMIIEPATY Pbl
Tea.MHANTHK W apTairuy, ooLas cnabocTh npu OTCY TCTBHM NpH3Hakos HH).

K nenoctarkam ¢nyapokoptusoHa auetar (npenaparsl «Koptuuedd» H
«®D:1opused» ) MOXKHO OTHECTH OTCY TCTBHE HHBEKLIMOHHOH (OPMBI BhINyCKa ANS
fapenTepalbHOr0 NPUMEHEHUS npenapara, uTo ocobenHo Heofxoaumo y
HOBOPOsKIEHHBIX H TpyAHbIX Aetedt ¢ BKHII ¢ TsxenslM CUHAPOMOM NOTEpH
COH. & TaKKe NPH KyTTHPOBAHHK AJUCOHMYECKOTO KpH3a.

BuiBoasr

Taxum 06pa3oM, NPOBOAA TEPANEBTHYECKY IO KOPPEKLHIO HEAOCTATOYHOCTH
MK y aereii # B3pocibIx ¢ pa3sAHYHBIME HO3010rHYECKUMH dopmamu |- HH n
BIAKHIT n1ipuxoanM K BLIBOLY, UHTO :

1. CoBpemennas 3aMecTUTENLHAA TEpanns NEPBUHYHON HEAOCTATOYHOCTH
kopst HIlI noapasymeBaeT KOMNJIEKCHOE HCHONL3OBAHME TJIOKO- H
MHHEPAIOKOPTUKOHAOB. A 411 KOPPEKLHH MMNOAILAOCTEPOHH3MA NPUMEHAETCA
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TONLKO 96-hTOpKOpTHIO — QuIyApOKOpTH3OHa aueTar ( mpenaparsl: “Koprunedid”
n “®aopuned™).

2, OaynpokopTH30H aleTaT ABASETCS BLICOKOIPPCKTHBHBIM CHHTCTHHECKMM
MHHEPAIOKOPTHKOUIO0M, € Oonee BripaxeHHOH MK-akTHBHOCTRIO 0 CPABHEHHKIO
¢ JIOKCA (casrro#i ¢ npoussoacrsa ¢ 2005 roga).

3. OnyRpoxopTH30H auETaT XOPOLIO NIePeHOCUTCs GONBHBIME, Ha hOHE ero
npueMa JACrko JOCTHIracTCs HOpMAdH3aUHA U cTabUJIBHOCTL KAMHHKO-
TOPMOHAJIbHBIX M INEKTPONHTHBIX Nokasarteneit npu 1-HH u, ocobenso, npu
AedeHuHn kaaudeckux dhopm B/IKHIT ¢ CHHIPOMOM IIOTEPH COMH.

4. Tlpumenenne QiyApoKOpTH30HA aLUETAT NO3BOAAET HCKIOYHTHL
MePEI03UPOBKY NIKOKOKOPTHKOU/IOB, YCTPaHAA XapaxIepHble Wi H1X noGo4Hbie
addexTsl.

5. Koppexuuss ropMoHalbHbiX HapymleHudl I[IPH NEepPBHYHOU
HenocrarouHoct kopsl HIT ¢ ucnoabsoBanuem ¢uyapokOpTH3OHA BLETAT,
NIO3BOJISET NMPEAOTBPATUTL passuTue ocaoxHenui npy 1-HH u BJKHII, yro
yJIy4IIaeT OpOrHO3 AWHAMHKH 3a0oeBaHus, W GRaronpHaTHO OTpaXaerTcd Ha
KaueCcTBE KH3HH 11aLIHEHTOB.
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VIIK 616.379-008.64
YAOCKOHAJIEHHSI TEPAIIT YKPOBOI'O JIABETY 2 THTY 3
PAINOBAJIbHUM BUKOPUCTAHHAM EHAOTEHHUX PE3EPBIB
NUIULTYHKOBOI 3A103H

B.M.[Tuaunenxo’, B.M.Cxioyw’, H M. Kymnapoosa’, O.B.Kopnauesa-3inuv’

! Hayionanbra meduuna axademia nicniadunaomnoi oceimu im. I1.J1. lUlynuxa,
* lepocasna yemanoea * Incmumym endoxpunonoeii ma o6Miny peuwosun
im. B.I1. Komicapenka AMH Yxpainu”, Kuig

Peatome. Y cmammi nacedeni npunyunu mooughixayii ma yoockonareHrs mepanii
yykpogaco diabemy 2 muny 3 BUKOPUCMAHHAM EHOOZEHHUX Pe3epPBis NIOUTYHKO8OT 3a103u
3 MeMoIo Komnencayil 3axe0pi08aHHs ma YCYHEeHHA 2RIoKo3omoKcuunocmi. Hamu
APUBHAYABCA KYPC iHcyninomepani (incynin cepednvoi mpusarocmi Oil 0siui Ha 0oby, abo
mpueanol 0il odun paz Ha 060y) na mui 3acmocysanna memgopminy. fJo ma nicas
NPpUBHUYEHRHR THCYILIHY NPOBOOUNYU HEOOXIONI 0OCMENCERHA Ma SUSHAYANRU 2riKemiyuHuil
npocine, pisenn BXCK i enacwozo incyriny ma obuucmosaru inoexc
incyninopesucmenmnocmi HOMA-IR. JJoza memgopminy ne aminiosanace npomazom
nepiody incyninomepanii. Tpusanicmo incyninomepanii ckraoara 24,2+0.8 oui, dosa
ineyniny -- 32,8.£2,3 Q0. ITicna ycynenus 2niok030moKCUNHOCMI, npu Cmitikii nopmanisayil
ROKA3HUKIG 2AiKe MiT md nO3UMUBHIT OUHAMIYI 3A2ANbHO20 COMAMUYHO20 CMAHY X80P020
nOCMYno8o nepexodunu Ha nepopanvhi YYKPOIHUNCYIONI Npenapamy 3 0OHOYACKUM
IMERUEHHAM 003U IHCYRinY J0 Tiozo noenol eiominy. [oyinenicme maxozo memooy
incyririomepanii npy yyKpoeomy diabiemi 2 muny nosscae 8 payionaroHomy ma Ginvit
mpugaIOMy 8uKOPUCMAKHI eHO02eHHUX pe3eps8is niQwAyHK080l 3an03U 3a80AKY
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