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1. AHaTomusi ¥ PU3HOJIOTHSI KOPbI HAANOYEYHUKOB

Hanmoweunmk  (glanctulasuprarenalis,  hypernephra) @ —  mapnHas
SHAOKpPUHHAS ~ JKelie3a  BHYTPEHHEW  CEeKpelud, pacrojioKeHHas B
3a0pIOLMIMHHOM MIPOCTPAHCTBE HAJl BEPXHUM MOJTIOCOM MOYKHU,HA ypoBHE Th12
1 L1 mo3BOHKOB. Y B3pOCiOro 4enoBeKka HAAMOYEYHUK UMEET TPEYTOJbHYIO
dhopmy pazmepom 4x2x0,3 cM. Macca olHOTO HaamoueyHrka 4-5 T.

Hannoueunuku COCTOSIT u3 JIBYX MOpPGh0o-hyHKIIMOHATBHO
CaMOCTOATENbHBIX 3HJIOKPUHHBIX K€J€3 - KOPKOBOI'O BEIECTBAa - KOpHI (Ha
J0JIF0  KoTopo mpuxoautcs okono 80% wmacchel jkene3bl)) U MO3TOBOIO
BEILECTBA, UMEIOIIUX PA3NIMYHOE SMOPHOHAIBHOE TPOUCXOXKICHHUE.

KopkoBoe BemecTBopopmMupyercss Ha 5S-ii Henmeiae BHYTPUYTPOOHOTO
nepuona W auddepeHIupyeTcs U3 WHTEPPEHATOBOW TKaHW, KOTOpas
NpEeJICTaBIsAeT COOOW YacTh ME30JIEPMBI, PACIOJIOKEHHOM MEXIy ABYMS
NEPBUYHBIMH MOYKaMu. M0O3roBoe BeIIecTBO NMeeT o01iee MPOUCX0XKICHUE C
HEpPBHOM CHUCTEMOM, pa3BUBaschb W3 cUMIAToOiacToB. CUMIIATOOIACTHI,
BBICEJISISICh U3 CUMITATHYECKOIO CTBOJIA, BHEAPAIOTCS B UHTEPPEHATIOBOETEIIO.

Ha 8-i1 Hexene Me3oJepMalibHbIE KJIETKM HAYMHAIOT WHTEHCUBHO
pa3sMHOXaThCsd U (HOPMHUPYETCS 2 30HBI KOpBI: HapyKHas - AeUHUTUBHAS U
sMOpuoHanbHas ((eTtanbHas), pacrojoKeHHass Ha TPaHUIIE C MO3TOBBIM
BemectBoM. Ha 10-20-ii Henmenme ¢ertanpHas kopa ObICTpo pactér, Kk 30-i
Hezaene oObEM AITOW 30HBI yBEIMYMBAETCS BABOE. B mionHOM mepuoie Ha
noJt0 (heTanbHOM 30HBI MPUXOAMUTCS OOJIbIlIas YacTh KOPBHI HAJMOYEYHUKA.
He3anonro no pokieHus HauMHAETCs JIereHepalusi 3TOM 30HbI U K KOHILY
MEPBOTO ToJia )KU3HU (peTabHas Kopa MOJTHOCThIO ncuesaer. detanbHas Kopa
CUHTE3UPYET NPEUMYIIECTBEHHO KOPTHU30J U JAECTUIPOINUAHIPOCTEPOH
(AT'A). Ilocneanuit B meuenu mioaa npeodpasyercs B 18"-nmpousBoaHbIe, U3
KOTOPBIX B IUIalleHTe oOpa3yeTcsi 0OoJiblliasi YacTh dCTPOTEHOB MAaTEPUHCKOIO
opraHusMa (3CTpHOJI, SCTPAANOII U SCTPOH).

O6béM neduHuTUBHOM KOpHI K 30-i Hejelle 3HAYUTEIbHO YBEITUYUBACTCS.
B Teuyenue mnepBoro roga Xu3HU B JACHUHUTHUBHONM KOPE OMPEACISIIOTCS
KJIyOOUYKOBas, IMy4yKoBas M ceryaTas 30HBL. JuddepeHnupoBka KOpPKOBOH
YacTH Ha/AMOYEHYHHMKA 3aBEPIIACTCA K TPETheMy rojay *u3HHU. B nanbHeiem
KOpa MPOJIOJKAET YBEJIMUYMBATHCS B 00bEME (OCOOEHHO B MEPUOJ] MOJIOBOIO
CO3pEeBaHUs), TOCTUTAs] OKOHYATEIBHBIX pazMepoB K 20 rojam.

[Tomararor, 4TO KJIETKM KOPBI M MO3TOBOM 4YacTH 3JKeJe3bl CIOCOOHBI
MOJJIEP>KUBATh CBOE KOJIMYECTBO KAK MyTEM UX Mpoiudepanuu, Tak 1 3a CUET
KaMOHMaJILHOTO pe3epBa.

KpoBocHaGxxeHre KOpbl HAQAMOYEHYHHKA OCYHIECTBISIETCS U3 TPEX
UCTOYHUKOB: BEpXHEH HAJAMOYEYHUKOBOW apTepuu (BETBb  HWXKHEU
nuadparMaibHON apTepuu), CpeIHEN HAMIOYEUHUKOBON apTepun, OTXOISIICH
HEMOCPEJICTBEHHO OT aopThl, HIDKHEW HAANOYEUHUKOBOW apTepuu (BETBb
nodyeyHoil aprepun). OTTOK BEHO3HOW KpOBH OCYIIECTBIISIETCA 4Yepes3
[EHTPAJIbHYIO HAJMIOYEYHUKOBYIO BeHy. LleHTpanpHass BeHa MpaBoro
HaJIMOYEeYHMKA (JUIMHOM OKOJI0 1 ¢M) BIIaJlaeT B HUKHIOIO TIOJTYIO BEHY, a BEHa
JIEBOr0 HAJIOYEUYHHKA, KOTOpPAash HECKOJIbKO [JIMHHEe mpaBoil (2-4 cm),
BIIQ/IAE€T B IOUYECUHYIO BEHY.



B kope HaANOYEUYHHKOB CHUHTE3UPYIOTCS  CTEPOUIHBIE TOPMOHBI
(MUHEPATTOKOPTUKOUIBI, TIIFOKOKOPTUKOUIBI ¥ aHAPOTEHBI), B XpoMadPpuHHOM
TKQHX MO3TOBOTO CIOSL - KaTexoJlaMuHbl (AodaMuH, HOpaJIpEeHaAIUH,
aJpeHaJIVH).

CTPOEHHUE KOPBI HAAIIOYEYHUKOB

Haamoyeunnk  OKpy»KeH  KamcyJlod M3  IUIOTHOM  BOJIOKHUCTOU
COCIMHUTEIBLHON TKaHU, OT KOTOpPOW B TOJIY KEIE3bl  OTXOJAT
COEIMHUTEILHOTKaHHbIE Tieperopoaku. CTpoma HaJIOYEYHUKA COCTOUT U3
PBIXJIOM  BOJIOKHUCTOM  COCAMHUTEIIBHOM  TKaHW,  MOAAEPKUBAIOLICH
AMUTENUANIbHBIC KIIETKU U COAEPIKAIIECH OrPOMHOE KOJIMYECTBO KPOBEHOCHBIX
KanwuisipoB ¢ (DEHECTUPOBAHHBIM  JHJIOTEIWEM, TMapeHXuma - U3
COBOKYITHOCTU SMUTEIUATBHBIX KJIETOK, UMEIOIINX Pa3IUYHOE CTPOCHHUE Ha
Pa3HOM PACCTOSIHUM OT KarcyJibl HajnodeyHuka. [lociennsst ocoOeHHOCTh, a
TaKKe XapakTep TOPMOHAIBHOTOCTE-POUAOTEHE3a, IMO3BOJISIET BBIJACIATH B
KOpe KIIyOOUKOBYIO, TyYKOBYIO U CETUATYIO 30HBI.

Knybouxosasa 3oma (15% tonuuubel kopsl). IlpeacraBneHa MenkuMu
SMUTEIMOUTHBIMU  KJIETKAMH, COJACPKAIIUMHU  HEOOJBIIIOE  KOJIWYECTBO
c1a00OKpaIIuBaeMO  IUTOIUIA3MbI.  3JI€Ch K€ BCTPEUAIOTCS KPYIITHBIE,
OoraTeie JMMHUIAMH, a TaK)KE BAKyOJW3WPOBAHHBIE KICTKH W CHHTHIIHM,
oOpasyrolue CKOIJICHUS TUMa KIyOoukoB. B 3Toi 30HE cHHTE3WpyrOTCS
MUHEPAIOKOPTUKOUIBI, TJABHBIM 00pa3oM ajbJOCTEPOH, CTUMYJISTOPOM
CHUHTE3a KOTOPOTO SBJISIOTCA AHTMOTEH3WH Il U B HE3HAYUTEIBLHOM CTENEHU
aJPEHOKOPTUKOTPOITHBIN TOPMOH (AKTT). Munepanoxkopmurxouovl
CUHME3UPYIOMCsl MOIbKO 8 KIIYOOUKOBOU 30He.

Cekpenysi  abJIOCTEPOHA KIYOOUKOBOWM 30HOW KOpBI HAAMOYECHHHKOB
PETryJIUPYETCS CHUCTEMON PpPEHUH-aHTMOTEH3UH-ANIbIOCTEPOH, MPAKTUYECKU
aBToHOMHO OT 3¢ dexkroB AKTI anmenorunodusza. AKTI" okaspiBaeT BiusHUE
TOJIKO Ha HaydalbHbIE CTaauu OMOCHMHTE3a MHUHEpATOKOPTUKOUIOB. [Ipum
nepunure  AKTIT  (BTOpMYHBIATUTIOKOPTUIIM3M)  KIIyOOuUKOBas  30Ha,
(GYHKUIUOHUPYIONIAsi aBTOHOMHO, B OTJIWYHE OT IIyYKOBOM U CETYATOM,
atpodun He moaBepraercsa. MIMEHHO ¢ 9TMM CBSI3aHO, Kak MpPaBWIIO, OoJiee
MSATKOE€ TEUYEHHE BTOPUYHOM HAANOYEYHUKOBOM HEAOCTATOYHOCTH IIO
CPaBHEHHMIO C TEPBUYHOM, NPU KOTOPOW pa3pylIaloTCsl BCE€ 30HBI KOPBI
HaJIMOYECYHUKA

Ilyukosas 3ona (75% TtonmmHbl KOpBI). TSXU IHAOKPUHHBIX KJIETOK U
HaxoJ/SIIMECs MEXKIYy HHUMH KPOBEHOCHBIE KAMWUIAPHI PAaCIOI0KEHBI
napajuiesibHO JpYyr Apyry (B BHUAE IYYKOB). DTO KpPYIHbIE KyOWYeCcKue U
MOJINTOHAJILHBIE KJIETKH; HEKOTOPBIE U3 HUX UMEIOT Mo JiBa siapa. [luTomiazma
KJIETOK BaKyOJIU3UPOBAHA W COJIEPKHUT OOJIBIIOE KOJUYECTBO JIUIHUIOB.
XonectepuH, KOTOPbIM OOraThl HaJMOYEUYHUKH, COJIEPKUTCS B OCHOBHOM B
KJIETKaX JTOH 30HBI B OOJIBIIIEM KOJMYECTBE, YeM B JI0OOOW Ipyroil TKaHU
opraHusMa. 3]1eCb CHUHTE3UPYIOTCSA TJIIOKOKOPTUKOHBI (IIPEUMYIIECTBEHHO
KOPTHU30JI, KOTOPBII METa00JIM3UPYETCs, B OCHOBHOM B TEUEHU U MOYKAX, B
MEHEE aKTUBHBI KOPTU30H [JETHMAPOKOPTUKOCTEPOH]), a TaKXKE aHAPOTEHBI.
CuHTE3 TIIOKOKOPTUKOHIOB PErYJIUPYET TPOMHBIA TOPMOH ajieHorumnodusa -
AKTT.

Cemuamas 3ona (10% Tonuuuel kopbl). Hanbonee riay0okas 4yacTte KOphI
HaJMMOYEYHUKA, TMpuieraromas K wMo3roBomy cioto. Coctoutr u3
NEePeIIeTAOIIUXCA MEXKIy co00i HempaBWIbHOW (OPMBI TsDKEM KIETOK



HEOOJIBIIIOTO  pa3Mepa, COJAepKAIMX MUTMEHT, HEOOJBIIOe KOJIWYECTBO
Kareyib JIMOUAOB M XOPOILIO OKpallMBaeMyro IuToIuia3Mmy. B ceTuaroil 30He
CUHTE3UPYIOTCA aHAPOTEHBbI (AETHAPOIMUAHIPOCTEPOH M AHJIPOCTEHIUOH),
CIENOBBIE KOJIMYECTBA JSCTPOT€HOB, a TaKXe€ OTYaCTU IPOreCTEPOH H
TIIFOKOKOPTUKOUABL. TponHbiil ropmoH - AKTT.

JInst my4KOBOM M CETYATOM 30HBI, KOTOPBIE SIBJISIFOTCS YACTHIO THIIOTAIIAMO-
runou3apHO-HAIMIOYEUHUKOBOM CHCTEMbI, OCHOBHBIM CEKPETOPHBIM U
TpoduueckuM ctumyisitopoM siBisiercss AKTI, BeieneHue KoToporo, B CBOIO
ouepenpb, perymupyercs KPI. DOTH ropMoHBI CBsI3aHBI MEXIy COOOM
KJIACCUYECKUMHM TETJIIMU OTPULIATEIbHOM 00paTHOM CBs3U. B cooTBeTCTBUU C
MPUHITUTIOM OTPUIIATETILHON 00paTHOM CBSI3U, U30BITOK KOPTHU30J1a MOJAABISET
nponykuuio AKT I', a gedunut — ee ctumynupyer (puc. 1.).

Puc. 1. OtpunarensbHas oOpaTHasi CBA3b B PETYJISIIIUU TPOLYKIIUU
KOPTH30Ja

dopMHUpPOBaHUE 30H KOPKOBOTO BellecTBa mpojaomkaercs no 11-14 ner. K
ATOMY MEPUOJIy COOTHOIICHUE IIMPUHBI KIIyOOUKOBOM, ITyYKOBOM U CETYATOM
30H coctaBisieT 1:1:1. B nanpHelimem (TpeTbe-nsATOE NECATUIIETUE) ceTyaTas
30Ha M OCOOCHHO IIyYKOBash HECKOJIbKO pAacCIIMpSIOTCS, B CBSI3U C YeM
cooTHomieHue 30H cocrtaBiager 1:2:2, a k 50 romam -1:3:2. Eciau macca
HAAMOYEYHUKA Yy B3POCIBIX CYIIECTBEHHO HE 3aBUCUT OT BO3pacTa, TO



TANWYHOE JIEJIEHNE UX Ha 30HBI XapAaKTEPHO JJIA JIIOJEW MOJIOAOrO BO3paCTa.
BrniocnenctBum nmydkoBasi 30Ha yTPauMBAET CBOMCTBEHHYKO €M KOJIOHYATYIHO
CTPYKTYpPY, MEXKJIy HEW M CETYATOW 30HOM IOSBIIAIOTCA MHOTOYHUCICHHBIE
BBIPOCTBI, JOXOIAIINE, C OJHOM CTOPOHBI, IO KamCyJbl, C APYrou - a0
MO3rOBOr0 BellecTBa. VHBOMIOIMM CETYATOM 30HBI C BO3PACTOM HE
HaOI01aeTCsl, KITyOOUKOBas JK€ 30Ha OIMpeesieTcs B OTACTbHBIX yJacTKax.

Kopa HagnodeuHuka sBI€TCA KU3HEHHO HEOOXOIUMBIM opranoM. CmMepTh
DKCIEPUMEHTAIBHBIX JKMBOTHBIX IIOCJIE JIBYCTOPOHHEH aJpEHAIIKTOMUU
HACTYTAET Yepe3 HECKOJIBKO CYTOK. AOCOIIIOTHAs AKU3HEHHAss HEOOXOIMMOCTh
KOPTHUKOCTEPOUIOB, B NEPBYIO OYEPEAb, ONPEAEIAECTCS ABYyMsS OCHOBHBIMH
(GYHKIMSMMU:

1. 3agepxka B OpraHu3Me HaTpUsi W MOAJAepkKaHUE (DU3MOIOTHUECKOU
OCMOJISIDHOCTH ~ BHYTPEHHEW cpelpl. OTa (QyHKIus oOecrieunBacTCs
MUHEpaTOKOPTUKOU1aMi. OCHOBHBIM MHHEPATOKOPTUKOUJIOM Y YEIIOBEKa
SABJISIETCS aJIbJIOCTEPOH

2. OGecrneueHue ajanTaluyd OpraHU3Ma K CTPECCOPHBIM (aKTopam
BHemHeH cpenbl. [log crpeccopHbiMu akTOpaMu MOHUMAIOT BECh KOMIUIEKC
BO3JICHCTBUI HA OpraHu3M OT WH(MEKIIMOHHBIX W TPABMHUPYIOLIUX areHTOB,
3aKaH4YMBas  OMOIMOHAIBHBIMU  CTPECCOpaMH.  YKazaHHble  A(OQPEKTHI
00€ecCreynBalOTCsl  TJIIOKOKOPTUKOWIAMH,  OCHOBHBIM  TPEJICTAaBUTEIIEM
KOTOPBIX y YEJIOBEKA SIBJISIETCS KOPTU3OJL.

CTEPOUJOI'EHE3 B KOPE HAAITOYEYHUKOB

Hannoueunuku CEKpPETUPYIOT KOPTUKOCTEPOU/IBI, SBJISIFOLIUECS
NPOM3BOJHBIMU  IMKJIONEHTaHONEpruApopeHanTpeHa (B OCHOBE  UX
XUMHUYECKOM CTPYKTYPBI JIEKUT CTEPOUTHOE KOJIBLIO U3 17 aTOMOB yrieposa).

W cxXoIHBIM TIPOJYKTOM CHHTE3a KOPTUKOCTEPOUIOB SIBISETCS XOJECTEPHH.
Bonbmas yacts xomecrepuna (80-90%) cBsd3aHa C KUPHBIMU KHCIOTaMH U
tonbko 10% npuxoauTcss Ha CBOOOJHBIA XOJIECTEPUH, KOTOpPHIA B
HAAMOYEUYHUKAX COJEPKUTCSA TJIaBHBIM 00pa3oM B HHAOIUIA3MAaTHYECKUX
MeMOpaHax M MUTOXOHAPUSX, a 3PUPbl XOJIECTEpUHA COCPEIOTOUYEHBI B
JUNUAHBIX KaIUSIX LUTOIIa3Mbl. XO0JIECTEPUH MOCTYNAeT B HAAMOYEUHUKH U3
IJ1a3Mbl WM CUHTE3UpYyeETCs 13 aneTuia-KoA.

[Tononuenue 3anacoB xonectepuHa Haxoautcs noxa koutpoiaem AKTT, mox
JEHUCTBUEM KOTOPOI'O YCKOPSIETCS MOCTYIJIEHUE CBOOOJHOTO XOJIECTEpUHA U3
IJ1a3Mbl, YCUJIMBAETCSd BHYTPUKIETOUHBIM CHUHTE3 XosiecTrepuHa de novo u
CTUMYJIMPYETCSI BHYTPUKIETOYHBIA TMAPOIU3 3(PUPOB XOJECTEpUHA B CaMUX
Hagnoueunnkax. AKTI'  perynupyer CKOpOCTh  CTEpOMIOTEHE3a B
Ha/AMOYEYHUKAX, U3MEHSA MeTaboiM3M  XOJecTepuHa U ero
nepepacrpesiefiecHie Kak BHYTPH KJIETKA, TaK HW B MHUTOXOHIPUSIX.
BHeksieTouHbIE JTUNONPOTEU bl SBISIOTCS BaXXHBIM PETYJIATOPOM CHHTE3a
XOJecTepuHa B HAANOYEYHMKAX, M IpU JOCTATOYHOM KOJIMYECTBE
BHEKJIETOYHOI'O XOJecTepruHa HaOJI0/aeTcsi YTHETeHHE BHYTPUKIETOYHOTO
€ro CHHTE3a.
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Puc. 2. Creponnorenes B Kope HaANIOYEYHUKOB.

[Ipoueccol crepouiorenesa odecneunBaOT (HEPMEHTHI, JIOKAJTU30BAHHbBIE B
MUTOXOHAPHUSIX M TIAAKOW  DHAOIUIa3MaTUYECKOW ceTu. buocuHTes
KOPTUKOCTEPOUJOB HAUYMHAETCA B MUTOXOHAPHUSX, A€ OT MOCTYHAOLIEro
xonectrepuna nona BiusHueM P450SCC (20,22 necMonasbl) TPOUCXOIUT
OTLIEIJIEHnE OOKOBOM WENM XOJecTeprHa M 00pa30BaHHE MPErHEHOJOHA,
KOTOPBIi SBIISETCS peAIeCTBEHHUKOM JUTSI OOJBIIMHCTBA
KOPTUKOCTEPOUIOB, CEKPETUPYIOLIUXCS B HAAIOUYEYHUKAX YeJoBeKa (puc.2).

['mroxoKOpTUKOMUIBI 00pa3yIOTCs B TIAAKON AHAOIMIA3MATHUECKOW CETH U3
nperHeHosiona npu ydactuu depmenta P450cl7 uepe3 mpomexyTOUHBIE
OpOAYKTHl - 17 "-TMAPOKCUNIPETHEHOJIOH W 17-ruapokcunporectepod. B
pe3yibTaTe mnocienyrmuen peakuuu npu ydactunm P450c21 npoucxomut
TUAPO-KCHWIMpOBaHWE B 21-M  TonoXKeHHMHM ¢ obOpa3oBanuem  11-
JI€30KCUKOPTHU30JIa, KOTOpBIii B MUTOXOHAPHUIX MOJIBepraeTcs
JOTOJIHUTEIIBHOMY THUAPOKCHUJIMPOBAHUIO B 11-M MOJOXKEHUHM NMPU y4aCTUU
P450cl1, u B pe3ynpTaTe IBYX pEaKUM THAPOKCHIMPOBAHHUS 00pa3yeTcs
KOPTH30JI, KOTOPBIM, KaK MW JErUApO3-NMHAHAPOCTEPOH, IPEACTABIECH B
My4YKOBOM M YACTUYHO B CETYATOM 30HAX KOPbI HAJAMIOYEUHUKOB. B 3TuX 30Hax
orcytctByeT  depment P450aldo  (ampnmoc-teponcunTaza, P450cto0),
HEOOXOAUMBIH JJIsl CUHTE3a allbJJOCTEPOHA.

MuHepaloKOpTUKOUABl  (aTbJOCTEpOH)  O0Opa3yloTcs B KJIETKax
KJIyOOUKOBOI 30HBI, (DYHKIIMM KOTOPBIX JIMIIb YAaCTUYHO HAXOMISATCS IO
koHTpoJeMAKTI'. Bce Tpu mnocimegHux 3Tana CHHTE3a albJOCTEpOHA, a
MMEHHO 00pa30BaHHUE KOPTUKOCTepoHa U3 11-me3okcukopTukocTepoHa, 18-
TUIPOKCUKOPTU-KOCTEPOHA M alIbJIOCTEPOHA, HAXOIATCA TOJ KOHTPOJIEM
dbepmenTa P450aldo.

OOpa3oBaHue aHIPOrE€HOB B KOPE HAANOYEHYHHKOB OCYILECTBISETCA B €€
CEeTYaTOM CJIO€ MW OT4YaCTM B IIy4YKOBOM 30HE KOHBepcuen 17 oa-
ruapokcunperseHonona B C-19  crepounpl, K KOTOPbIM OTHOCHUTCS
JETUIPO3NUAHIPOCTEPOH U JETUIPO-31UaHIPOCTEPOH cyibpdar.
AHgpocTeHIuoH o0pasyercss w3 17"-THAPOKCUIIPOrecTEpOHa MPH YYACTHH



depmenta 17,20 necmoinasbl. AHAPOCTEHIMOH MOKET KOHBEPTHPOBATHCS B
TECTOCTEPOH. Y MY)KYMH TECTOCTEPOH HAAIIOYEYHHUKOBOIO MPOUCXOKIACHUS
ABJISIETCS. JIMIIb HEOOJBIION YacThl0 OT OOILIEro YpOBHS TECTOCTEPOHA,
LUAPKYJHPYIOLIEro B KPOBH U DKCKPETUPYEMOI'O C MOYOM.

XapakTep CcTepoujoreHe3a omnpenensercss (EepMEHTHBIMU CUCTEMaMH,
akTUBHOCTh KOTOpbIX 3aBUCUT OT AKTI. KommnexkcupoBanme AKTI ¢
pPELENTOPOM  WHULMHUPYET  CEPUI0  IOCIENOBATENIBHBIX  PEAKUMM U
akTuBupoBaHne UAM®-3aBUCMMON NPOTEHMHKHHA3bl, KOTOpas B CBOIO
ouepeib MPUBOIUT K (hocHOopuInpoBaHrI0 OEITKOB prubOCOM, 00pa30BaHUIO U
MOBBIIICHUIO AKTHUBHOCTH (epMeHTOB (Xonectepunacrepasbl, P450SCC u
Ip.), ONPEAEIISIIOIIMX CKOPOCTh CTEPOUAOrEHE3A.

B Ttkanax HagnoueuHuka mnojx BausHueM AKTI orMeuaercst MOBBIIICHHE
cunte3a JIHK um PHK, yBenuumBarorcss pa3Mmepbl KIETOK, 00BEM sJep,
rUnepTpopupyercs AAPHIIIKO U IIACTUHYATHIA KOMILIEKC, BO3PACTAET YHUCIIO
JUIUAIHBIX KJIETOK B LUTOIIA3ME MHUTOXOHIPHUH, YBEJIMYMBAETCSA TIJIaJKas
SHIOIUIA3MATUYECKAS CETh.

I'OPMOHBbI KOPbBI HAJAITOYEYHUKOB

I'nirokoxopmukouowl

CaMpIM OHMOJOTHYECKHA AKTUBHBIM TIIOKOKOPTHKOUIOM, CEKPETHPYEMBIM
HaJIMOYEYHUKAMHU, SIBIIIETCS KOpPTU30J (Ha ero aomto npuxogutca 80%).
Ocranbabie 20% B mopsike yObIBaHHSI aKTUBHOCTU COCTABJISIOT KOPTH3O0H,
KOPTUKOCTEPOH, 11-ae30KkcuKopTH30i U 11-1€30KCUKOPTUKOCTEPOH. B cyTKHn
HaJIMOYEYHUKaMH cekpetupyercs 15-30 Mr kopTuzona.

bonee 90 % kopTuzona UUPKYJIHPYET B KPOBH CBA3AaHHBIM C O€JIKaMH -
MPEUMYIIECTBEHHO C "-TI00YIUHOM (KOPTHKOHICBSI3BIBAIOIIUM TIIO0YIMHOM
WM TPAaHCKOPTMHOM) W HeOoJsbIlas 4YacTh CBsi3aHa C albOyMHUHamu,
oOnmamaronmMMu K HeMy HH3KOW ad(UHHOCTHIO TI0 CpPaBHEHUIO C
TpaHCKOPTHHOM. Oxono 8% KopTu30jJa IUIa3Mbl SIBISETCS CBOOOJIHOM
dpaximeit, oCyecTBIsSIomen Onosorndeckuii 3P QexT.

JedbuuT uHCYIMHA U 3CTPOTEHBI MOBBIIAIOT COJIEPKAHUE TPAHCKOPTHHA,
YTO NPUBOAUT K YBEIMYEHHUIO KOPTH30Ja, CBSI3aHHOIO C Oelkamu, B
pe3ysbTaTe Yero yBeJIHYMUBaeTCs O0IIasi KOHIEHTpalus KOPTU30ia B IJIa3Me.
OnHako ypoBeHb CBOOOJHOIO KOpPTH30Ja, MO-BUAUMOMY, OCTaeTcs
HOPMaJIbHBIM, a TPHU3HAKK M CHUMITOMBI HU30BITKA TJIFOKOKOPTHKOHUIOB
OTCYTCTBYIOT.

BOABIIMHCTBO CHHTETUYECKUX aHAJIOTOB IIFOKOKOPTUKOUAOB CBSI3bIBAIOTCS
C TpaHcKOpTUHOM MeHee 3(pdexkTuBHO (mpumepHo 70% CcBs3bIBaHUS). ITO
MOXKET OOBACHHUTH CIIOCOOHOCTh HEKOTOPBIX M3 HHUX YK€ B HHU3KHX J103aX
BBI3BIBATh TOOOYHBIE A((PEKTHI.

3a0oneBaHusi TMEUYEHH M TIOYEK, a TaKXKe [UIMTCIbHBIA MpUéM
TIIFOKOKOPTHUKOMUI0B COMPOBOXKIAIOTCS CHI)KECHUEM coJlep KaHus
TPAHCKOPTUHA M yMEHbBIICHHEM (paKIUU KOPTHU30Jia, CBSI3aHHOTO C JTUM
OelKOM, UYTO MPUBOJAMT K  KIMHUYECKMM  TpPU3HAKaM  H30bITKA
[IFOKOKOPTUKOUIOB.

Bpemst nupkyisiiuu KopTU307a ONpeAessieTCss TPOUYHOCThIO CBSI3bIBAHUS C
TPAaHCKOPTHUHOM (I€pUOJ] Moaypacnaaa koptuzona coctapisier 80-120 muH,
KOPTHKOCTEpOHA - MeHee 60 MuH).



Oxckpeyusi. OCHOBHBIM MECTOM OOMEHa KOpPTH30Ja SIBISETCS IME€YEHb, HO
MOYKH, KUMIEYHUK W JIETKUE TakKe MPUHUMAIOT y4acTHE B OOMEHE KOpPTH-
KoctepouioB. B medenn mon BiuusiHEeM (epmenTtoB 5$- um 5"-pemykras
IIPOUCXOJIUT YJAJI€HUE KETOHOBOM I'pyNIbl B KOJbLUE A M IpHCcOeauHEHUE 4
aTOMOB BOJOpOJia C MPEBPAIICHUEM KOPTU30Ja B TETPATUAPOKOPTH3ON M
OKHUCJIEHHE TuApokcuiabHOM rpymnsl y Cl1 B KeTOHOByH TIpynmy ¢
MPEBPAILIEHUEM B TETPArMJAPOKOPTU30H. DTH META00IUTHI 00pa3yIOT MapHbIE
COEJIMHEHHUS C TJIFOKYPOHOBOM M CEPHOM KHUCIOTaMH, a TaK Kak 3(UpPbI 3TUX
CO€IMHEHUM (TITFOKOPOHHUIBI) XOPOIIO PACTBOPSIIOTCS U IJIOXO CBA3BIBAIOTCS C
OeJIkaMu KPOBH, OHU SKCKPETHPYIOTCA C MOYOHM.

CBoOoaHBIN KOpTH30 (PUIBTpyeTCS B KIIyOoukax rnodyek, ogaHako 80-90%
ero peabcopOupyeTcss B KaHalbllaX M JIMIIb HE3HAUYMUTENIbHAs YacTh
DKCKPETUPYETCS C MOYOM B TEUEHHE CYTOK. I3 BBIACIEHHBIX C MOYOHN
OPOJIYKTOB METaboIM3Ma KOPTHU30Jla TETPa-TUAPOINPOU3BOAHBIE COCTABISIOT
50-60%, xopTox M KOpTONOH - 25-35%, 17$-keroctepounbl - 5-8% u 1-3%
COCTAaBJISIET HEM3MEHEHHBIN TOPMOH.

KonsrorupoBanubie (OpMbI TIIFOKOKOPTHUKOUIOB CEKPETUPYIOTCS C KETUBIO
B JKKT, u3 Hux 20% tepsiercs ¢ kanom, 80% BcachIBaeTCsl B KUIIICUHUKE.

DyuKyuy TIIOKOKOPTUKOUIOB Pa3HOOOPA3HBI - OT PEryssiiuu MeTadoin3ma
10 MOAU(UKAIITT UMMYHOJIOTUYECKOTO U BOCHIAIUTEILHOTO OTBETOB.

Venesoomwiti obmen. C OIHOW CTOPOHBI, AKTHUBUPYS TEYCHOUYHBIH
TJIFOKOHEOTEHE3, a CAPYTrod, CTUMYJUPYs BBICBOOOXKIEHNE aMUHOKUCIOT —
CyOCTpaToB TJIOKOHEOreHe3a U3 Mepu(pepuyecKux TKaHeW (MBILIECYHOMH,
nuM(GOUTHOM) 3a cueT yCWJIeHHs KaTaboim3Ma OeNKOB, TIIOKOKOPTHUKOUIBI
CHOCOOCTBYIOT Pa3BUTHIO TUIIEPIIMKEMHUH, SBJISASACh, TaKUM 00pas3oM,
KOHTPUHCYJISIpHBIMM ~ ropMoHamH. KpoMe  TOro, riItOKOKOPTHUKOHW[BI
OKa3bIBAIOT TEPMUCCHUBHOE JEHCTBUE, IO3BOJIONIEE APYIMM TOPMOHaM
CTUMYJHMPOBATh KIIIOUEHBbIE METOOOJIMYECKUE TMPOLECChl, B TOM YHCIE
IJIIOKOHEOreHe3, € MakKCHUMallbHbIM 3¢ ¢dekToM.3a CcUeT NpeBpalleHUs
HEaKTUBHON (OPMBI TJIIMKOTEHCHUHTETa3bl B AKTUBHYIOTJIIOKOKOPTHUKOH/IBI
YBEJIUYMBAIOT 3aachl INIMKOTE€HA B IE€YEHU

benkosviti 0omen. B 11enom, rimrOKOKOPTUKOUIBI OKAa3bIBAIOT aHA0OINYECKOE
JeiicTBUE Ha O0OMeH O€JIKOB M HYKJIEHMHOBBIX KHUCIOT B TI€YEHU U
KaraboJMYeckoe B JAPYrMX OpraHax, BKJIIOYash MBIIILBI, KUPOBYIO,
TUMGOUIHYIO TKAHU, KOXKY U KOCTH.

Jlunuonwiti 06men. Jlunonus ycuianBaeTcss B 00JACTH BEPXHUX M HIDKHHUX
KOHEYHOCTEH, JIUIIOTeHe3 - B JPYTUX YacTsaX Tesa (TYJOBHIIE U JUIO). ITH
mubdepenuuansabie  3G(exTl  NpuAaloT OONbHBIM  (Hampumep, MOpu
cunapome Hnenko-KyiminHra) xapakTtepHblii BHEIIHMM Bua. IIpuBoguT k
BO3pAcTaHUIO YPOBHs CBOOOAHBIX >KUPHBIX KUCIIOT B IJIa3Me.

JleiicTBuE TIIOKOKOPTUKOUJIOB Ha O0OMeH Kalbyus BbIpAXKaeTcs B
HEraTUBHOM OajlaHCE M3-32 YMEHBIIEHUS BCACHIBAHUS KaJlbIUS U YCHUJICHUS
€ro BBIJICTICHUS], TAK KaK MOAABISAETCS aKTUBHOCTh BUTaMuHa D.

Hymynnas cucmema. B BBICOKMX J103aX MITIOKOKOPTUKOUBI BBICTYNAIOT KaK
MMMYHOJIETIPECCAHTHl  (IPUMEHSIIOT JUIsl IPEAYNPEXICHUS OTTOPKEHHUS
TPAHCIJIAHTUPOBAHHBIX OPraHOB) 3a CYET MOJABJICHUS aKTUBHOCTH HEUTPO-
(GUIOB ¥ MOHOLIUTOB, CIIOCOOHOCTH BBI3BIBATH JUM(MONECHHUIO U ACTPECCHIO
KJIETOYHBIX UMMYHOJIOTHYECKUX PEAKIIUIA.



Bocnanenue. [ IFOKOKOPTHUKOUIBI UMEIOT BBIPaKECHHBIN
MIPOTUBOBOCTIATTUTENBHBINA A(DEKT - UTPAIOT OOJBITYIO POJIb B CTA0MIH3AIIUN
KJIETOYHBIX ~MeMOpaH M  opraHesyi. B 3HauuTEenbHOH  CTENEeHH
MPOTUBOBOCTIAJIUTEIFHBIE W AHTHTOKCHYECKHE dS(PPEKTHI OOBICHSIIOTCS
cTabWin3alueil JIM30COMajbHBIX MEMOpaH, MpUYEM MPEJOTBPALLAETCS
BbIIeTICHHE (DEpMEHTOB, MOBPEKIAOMINX KJIETKH. briarogaps CHUXEHHIO
MMPOHUIAEMOCTH KalMJUIIPHOTO 3HAOTENN YIYyUIIAETCS MUKPOLUMPKYIALNS U
YMEHBIIIAETCSA DKCCYIALMs JIEMKOUNUTOB U TYYHBIX KJIETOK. YHUBEPCAIBHBIM
MEXaHU3MOM NPOTUBOBOCHAIUTEIBHON M AHTUIECTPYKTUBHOM aKTHUBHOCTH
TIIFOKOKOPTUKOUJIOB SIBJISIETCS MOJIaBJIEHUE TPAHCKPUIILIMK F€HOB (PEPMEHTOB,
y4acTBYIOIIMX B O0Opa30BaHUM JIMIHJHBIX MEIMATOPOB U BIMSHHUE Ha
MeTab0JIM3M BOCHAIUTEIbHBIX METUATOPOB.

Cunmes ronnazena. I'MTIOKOKOPTUKOWUIBI TPU JJIATEIBHOM HPUMEHECHHUU
UHTHOUPYIOT CHHTETHUYECKYIO0 aKTUBHOCThH (prOp00IacTOB U OCTE00J1acTOB, B
pe3yJabTare pa3BUBAIOTCS UICTOHYEHUE KOXKHU U OCTEOTIOPO3.

Ckenemmuvie Mmobluiysl. JUINTETPHOE MPUMEHEHHE TIIIIOKOKOPTUKOUIOB
HNOJJCPKUBACT KaTaOOJIM3M MBI, YTO MPUBOJUT K HX arpodpuu u
MBIIIEYHOM CJ1ab0CTH.

Peuentop ratokokoptukounoB (ren GCCR, 138040, 5q31-q32) - dakrop
TPAHCKPUIIIUH, TOJIUIICTITH]] U3 CEMENCTBAa OHKOreHOB erb-A. 1o ayrocomHo-
JOMMHAHTHOMY THIIy HAcCJIeIyeTCsi HECKOJIBKO MyTalui, NPUBOIAIIMX K
Pa3BUTHIO HEYYBCTBUTEIBHOCTH MUILIEHEN K MIFOKOKOPTUKOUIAM.

OCHOBHOW perynsiarop cuHTe3a IoKoKopTuKouaoB - AKTI, koTopsri
CHUHTE3UpPYETCS] M HaKalJIMBaeTCs B KIETKax NepeaHedl nonu rumnodusa.
Cekpeunst  AKTIT  w®  poACTBEHHBIX  NENTUAOB  KOHTPOJIUPYETCS
KOpTUKOTponuH-puiau3uHr-ropmonom (KPI'), cexpeTtupyembiM B cpeuHHOM
BO3BbIIeHNU Tunotanamyca. KPI' uepe3 mopranpHbI KPOBOTOK ITOCTYNIAET B
NEPETHIOI JIOJII0 TUMO(H3a, TJAE BBI3BIBAET B CBOIO OYEpPEIb CEKPELHIO
AKTT.

Taxxke, k (¢akTopam, peryaupytomum cekperuto AKTI, otHOCST
KOHLIEHTPAIMI0 CBOOOJHOrO KOpPTH30Ja B IUIa3Me, CTPECC M LUKI COH-
O0oapcrBoBanue. KopTu30m CHUXAET 4YyBCTBUTENBHOCTh KOPTHUKOTPO(DOB
runodpuza k KPI' u unrubupyer ero cekpenuio. TopMokeHHE CEKpeLHUH
AKTT, npuBondmee Kk arpo@uu HaANOYEUHUKOB NPU JUIUTEIHON TEparuu
[IFOKOKOPTUKO-UAAMU, CBSI3aHO B OCHOBHOM C MoJaBiieHHeM cekperun KPT'
Ha YPOBHE THIIOTAJIAMYCA, IIOCKOJIBKY B 3THUX YCIIOBHUSX DK30T€HHOE BBEICHUE
KPI" npogoikaeT BbI3bIBaTh NoAbEM ypoBHS AKTI B rmazme.

Hns cuHTe3a u cekpenuu koptukoinumbepuna, AKTI wu koprtuzona
XapaKTepHa BBIPAKEHHAs CYTOYHas MEPUOAMYHOCTH (T.H. HUPKATUAHHBIN
pUTM). YBEIMYEHHE CEKPEIMU KOPTU30Jia HACTYMAET MOCJE 3achlllaHusi U
JIOCTUTAET MAaKCUMYyMa IIPU POOY>KIECHUH.

MuHepai0KOPTHKOUABI

buonornueckn akTUBHBIMM MHUHEPAJIOKOPTUKOUAAMH B MOPSAJIKE yObIBAaHUS
AKTUBHOCTU  SBJISIIOTCSL  @IbJIOCTEPOH,  JI€30KCUKOPTUKOCTEPOH, 18-
OKCUKOPTHUKOCTEPOH U 18-okcuae3okcukopTukoctepod. OcHOBHas (yHKIUS
MUHEPAJIOKOPTUKOUJIOB - MOJIEpKaHUe OajlaHCa 3JIEKTPOJUTOB >KUIKOCTEH
OpraHn3Ma, OCYIIECTBIIsIEMas IOCPEICTBOM, B IIEPBYIO 0YEPEb, YBEIMUYCHUS
peaOcopOIM HMOHOB HAaTpUs B IOYEYHBIX KaHaJbLAX, YTO MPUBOJIUT K
YBEJIMUECHHIO COJAEpKaHMWs BOAbl B opranu3me u nosbimeHuto AJl. Kpome



ATOr0, MHUHEPATIOKOPTUKOUABI YBEIMYMBAIOT peabcopOuuio Xxjopa U
OukapOOHATOB, a TAK)KE YBEJIIMYMBAIOT IKCKPEIMIO HOHOB Kajus (IpUBOsLIee
K TUIOKAJIMEMUHN) U HOHOB BOJOPO/IA.

CekpeTupyemblii HAAMOYEUHUKAMHU aJIbJOCTEPOH C KPOBOTOKOM JTOCTHTaET
MOYEK, IJ€ MPOHUKAET B HNUTEIHAIBHBIE KJIETKM JAUCTAIBHBIX OTAEIOB
KaHaJbIIeB M CBS3BIBACTCI CO CHEHU(PUUECKUM IUTOIIA3MATHYECKUM
peuenTopoM. AJbJIOCTEPOHPEUENTOPHBIN KOMIUJIEKC 3aTeM MEpEeMEIaeTcs B
AIPO U CBS3BIBAECTCS C peLenTOpaMH, BbI3biBass ctuMyssaunio MPHK u cuntes
COOTBETCTBYyIOIIEro Oenka (pepmMeHTa), KOTOPHIM UM  OCYIIECTBISET
MOBBILICHHOE BbIICJIEHNE KAJIUS U 33/1€pKKY HaTpus (0OOMEH MOHOB HATpuUs Ha
KaJui B JUCTAIbHBIX OTJEIaX KaHAJIBLIEB).

Memabonusm. ANBIOCTEPOH TNPAKTHUECKH HE CBS3BIBACTCA C OelkaMu
IU1a3Mbl KPOBH, O 3TOW MPUYMHE BpEeMs €ro LUPKYJSIUU B KPOBU (Bpems
MOJIY’)KU3HU) HE mpeBblaer 15 MHH. AJBIOCTEpOH B  II€UYECHH
TpaHCHOPMUPYETCS B TETPArUAPOATHI0CTEPOH-3-TTIOKOPOHU U B 3TOM BUJIE
HKCKPETUPYETCS TOYKAMH.

Cekpeuyst aJbpJIOCTEPOHA B OpPraHU3ME KOHTPOJIMPYETCS CIEAYIOIIUMHU
dakropamu: 1) AaKTUBHOCTBIO PEHUH-AaHTMOTEH3MHHOM  CHUCTEMBI, 2)
KOHIIEHTpalueil MOHOB HATpUs U Kalusg B CBHIBOPOTKE KPOBH; 3) YpOBHEM
AKTT'; 4) mpocTarinaniuHaMUd U KUHUH-KAJUIMKPEUHOBOW CUCTEMOM.

Tabnuya 1
DaKTOpHI, peryJiupyninne CeKpenu peHHHA U AJIbJI0CTEPOHA
Crumyaupywoume Nurudupyomue
- Iepexol W3 TOPU30HTAIBHOIO Ba30IPECCHH
MOJIOKEHHUS B BEPTUKAIBbHOE
- CHI)KEHUE BHYTPUCOCYAUCTOTO 0-aIPEHOCTUMYJIATOPBI
JaBJICHUSA U 00beMa BCIIEICTBUE
JNEeruapataiui, KpOBOTECUCHHUS, B-anpenob60KkaTOpPhI (maaepai,
npuema JINYPETUKOB, 0031/1aH)
TUN0ATEOYyMUHEMUU
- CTPECCOBBIE CUTYAIINH, yBEJIMUEHUE TTOTPEOJICHUST HATPUs
MOBBIIIICHUE aKTUBHOCTH C muIIen
CUMITATUYECKOU HEPBHOM
CUCTEMBI

- MpHUEM P-aJAPEHOCTUMYJIATOPOB
(M30mpeHaNNH, aAPECHAIINH )
- TpaHUYEHHUE NpUeMa HaTpUs

- CTUMYJSIUS CeKpelnu
IPOCTAarjaHAWHOB, TJIIOKaroHa,
OpaaIuKHUHHHA

- Ceple4yHas HEeIO0CTaTOYHOCTh U
LIUPPO3 NIEYECHU

- CHIKEHHE KPOBOTOKA B
[I0YEYHOM apTepuu




PeHNMH-aHTMOTEH3MHHAsl CUCTEMa IPEACTAaBICHa HAaOOpOM KOMIIOHEHTOB,
B3aUMOJICUCTBYIOIIMX B CTPOrOM MOCIEAOBATEIBHOCTU. AHIMOTEH3UHOIEH,
oOpa3yloluiics B T[€YEHW I[0J] BIUSHUEM pPEHHHA, MECTOM CEKpeluu
KOTOPOTO SIBJISIETCSl FOKCTArJIOMEPYJISIPHBIN ammapaT KOPTHUKAJIbHBIX Hedpo-
HOB, KOHBEPTUPYETCA B aHTrMOTeH3UH [. [locmenHuil B 1€rkux noj BIUSHUEM
«KOHBEPTHUPYIOUINX (epMeHTOB» (kuHa3bl 1) mpeBpaiaeTcsi B aHTMOTEH3UH
IT (buosornvecky akTUBHBIN OKTAMENTH/), KOTOPBIA CTUMYJIHUPYET CEKPEIHUIO
aJbJIOCTEPOHA U BBI3BIBAET CY)KEHHE apTepHoi. Takum o0pa3oM, yBEIHUYEHUE
CEeKpelMM pEHUHA SBISETCS HEOOXOAUMBIM YCIOBUEM I YCUJICHUS
CEKpEeLUH allbJI0CTEPOHA.

CuuTaercsi, 4YTO CKOPOCTh OOpa30BaHUS PEHUHA 3aBUCUT OT: CHUKEHUSA
JaBJICHUS B IOKCTarJIOMEpyJIIpHOM anmnapare Mo4dku (OapopeuentopHas
TUI0TE3a); COCTOSHUS CUMIIATUYECKON HEPBHOM CUCTEMBI (apeHepruyeckas
TUIO0TE3a); CHIDKEHHMS] KOHIEHTpAllMM HATpus B 00JIAaCTU  IJIOTHOIO
nsTHa-«maculadensa» (rumore3a TeMHOro msATHA). DakTOpkI, peryaupyromue
CEKpELMIO pEHUHA ITPe/ICTaBIICHbI B Ta0I. 1.

OcHOBHOM (yHKIIUEH CUCTEMBbl PEHUH-aHTHOTEH3UH-AJIbJIOCTEPOH SIBIISIETCA
peryisiiusi rOMeocTa3a BOJbI, DJEKTPOJUTOB M TOJJIEPKAaHUE CUCTEMHOTO
apTepUaIbHOrO JAaBJICHUS U OCMOJISIPHOCTH. AHTMOTEH3UH, KOTOPBIA caM I10
cebe sBisieTcs HanOoJiee MOIIHBIM (DU3UOJIOTMUECKUM Ba30KOHCTPUKTOPOM,
CTUMYJHPYET KIyOOUKOBYIO 30HY OIOCPEIOBAHHO Yepe3 pEeLENTOPHI
TUTa3MaTUYECKON MEMOpPaHbI KIIETOK, KOTOphIE CBsi3aHbl ¢ hocdonumazoit C.

WoHbl Kanusi CTUMYJIUPYIOT CEKPELMIO aJIbJIOCTEPOHA HEMOCPEIACTBEHHO B
KJIyOOUKOBOI 30HE KOpbI HaANOYEYHUKA.KOJeOaHHE YpPOBHS Kajusl IUIa3Mbl
Bcero Ha O, 1 MMONB/I NPUBOAMT K U3MEHEHHIO KOHICHTpPALUU
albJOCTEPOHA, B TY WJIU UHYIO CTOPOHY, Ha 50% (puc. 3).

HNMeroTcsi MHOTOYMCIIEHHBIE JAHHBIE O KOHTPOJIE CEKPELMH albJ0CTEPOHA
AKTT'. O6 3TOM CBUIETENBCTBYET U TOT (PaKT, UYTO CYTOUHBIM PUTM CEKPELUU
alIbJ0CTEpOHA (MAKCUMYM BBICBOOOXKICHHUS €TI0 B YTPEHHUE Yachl) COBHAAACT
¢ putmoMm cexkpernn AKTT.

VYpoBeHb anbAOCTEpOHA B IUIa3ME€ HW3MEHSETCS TMpu  TpaHCy3uu
MPOCTArIaHIMHOB; KPOME TOro, HWHIHOWTOP CHHTE3a MPOCTArIaHIUHOB
UHIOMETAINH pepbIBaeT BIIUSIHUE HaTpUs u YBEJIUYCHHUS
BHYTPHUCOCYAMCTOr0 00bEMa Ha CEKpelHIo alblocTepoHa. He wuckitoueHo,
YTO JIEHCTBUE OCYIIECTBIIAECTCS COBMECTHO C KWHUHOBOW CHUCTEMOM Ha ypOBHE
00pa30BaHUs PEHMHA WM HEMOCPEACTBEHHO AJIbJOCTEPOHA.

Cekpenusi aJIbIOCTEpOHA B CYTKH Y MPAKTUYECKUA 3J0POBBIX JHI[ MpPU
CBOOOJHOM JueTe M HOPMAJIbHOM COJEpKaHMM B HEW XJopuaa HaTpus
(moBapenHno# comiu) coctasisger or 100 mo 500 amonb/cyT (30-150 MKr/cyT)
IpU KOHUEHTPAIMK €ro B ChIBOPOTKE KpoBH oT 15 mo 400 umons/n (5-15
Hr/100 m).

PeuenTop anbnocrepona (ren MCR, 264350, 4q31.1) - BHyTpUKIETOUHBIN
NOJIMIENTU € MoJIeKyJsipHO Maccod 107 k/l, cBsA3BIBaET alibJIOCTEPOH
(Takxke KOpTHU30J1, HO HE KOPTU30H) M aKTUBUPYET TPAHCKPHUIILIHIO T€HOB.
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Puc. 3. Cucrema peHUH-aHTMOTEH3UH-aIbJ0CTEPOH

HedekTsl pernentopa BEAyT K Pa3BUTHUIO TICEBAOTHIIOATBIOCTEPOHU3MA
(3amepkka Kalusg, TOTEpPsS HATpUsA, apTepHalbHAas THUNEPTEH3Us MpU
HOPMAaJIbHOM WJIM J1a)K€ MOBBIIIEHHON CEKPEIHU aibJJOCTEPOHA).

['maBHBIM OpraHOM-MHUILIEHBIO aJbJOCTEPOHA SIBJISIETCA IOYKA, A€ OH
YCUJIMBAEeT AaKTHBHYIO peaOCopOIMI0 HAaTpuss B  JAUCTaIbHBIXHM3BUTHIX



KaHAJII[aX U COOMPATEIHHBIX TPYOOUKaX MyTeM CTUMYJISIINN dKCKPEINH TeHa
Na+t/K+AT®a3zp. Kpome TOro, MHUHEPATOKOPTHUKOUIBI CIIOCOOCTBYIOT
BbIZeeHuI0 moukamu K+, H+, NH4+, [lpu nedunnre MuHEpantoKOpTUKOUIOB
MPOUCXOJIUT  TOTEepsl  OPraHU3MOM  HATpusl, 3aJ€pXKKa Kalus U
Merabonuyeckuid anuao3. CXOAHbIM 00pa3oM albJOCTEPOH BIHMSET Ha
IIOTOBBIE, CIIFOHHBIE W KUILICYHBIC KEJIE3bI.

['maBHBIMU HaAMO4YeUHUKOBBIMU anaporeHamu (C 19-ctepouipl) SBISIOTCS
neruaposnuanapoctepod (JDA, npactepon) u anapocteHAMOH. OHU UMEIOT
OPUHIMIHAIBHOE (PU3MOIIOTMYECKOE 3HAYEHUE, XOTS U HE HMMEIOT OCTpOM
KU3HEHHOH HEOOXOJIMMOCTH. [Io cBoEl AaHAPOreHHOM AKTUBHOCTH
TECTOCTEPOH MPEBOCXOAUT HX CcOOTBETCTBEHHO B 20 m 10 pa3. Ilepen
cekpenueit 99% JIDA cynwdarupyercs no JIIA-C.

duznonornueckoe 3HaueHue J[IA ocTaeTcs OKOHYATEIbHO HEBBISICHEHHBIM
TeM He MeHee, Ha OCHOBAHMM MHOI'OYHCIIECHHBIX JKCHEPUMEHTAJIbHBIX M
KJIIMHUYECKUX UCCIEAOBAaHUN, MOXKHO 3aKIIFOYUTh, YTO HU3KHUM ypoBeHb /DA
aCCOILIMMPOBAH C MOBBIIIEHHBIM PUCKOM 3a00JieBaHMi U cocTosiHuM, Kotopbie
pa3BUBAIOTCSA B IMOXWJIOM BO3pacTeé, B YAaCTHOCTH CO CHH)XEHUEM
UMMYHOJIOTUYECKON pEaKTUBHOCTH, OBBIIIIEHUEM CMEPTHOCTH, MOBBIILICHUEM
pUC. Ka pa3BUTHS HOBOOOpPA30BAaHUU, AaTEPOCKIEPO30M, OECCOHHMIIEH,
OCTEONOPO30M U JIEIPECCUBHBIMU COCTOSTHUSIM.

JpyrumMy HaJMOYEYHUKOBBIMU aHJIPOT€HAMU SIBISIIOTCS aHAPOCTEHIUOH M
3THOXOJaHONOH. [locnenHuid, Mo-BUIMMOMY, UTPAET OINPEIECICHHYIO pOJib B
IIPOLIECCAaX TEPMOPETYJSAUUHU. TECTOCTEPOH M ICTPOTE€HBI B HOPME B
3HAYMMBIX KOJIMYECTBAX HAAIIOYEYHUKAMU HE MTPOLYLUPYIOTCS.

2. Onpenesienne

HanmoueynukoBas HEJIOCTaTOYHOCTh (HETOCTaTOYHOCTh KOPBI
HAJIMOYCYHUKOB, runokoptunusM, HH) — kiouHHuYeckuét CcUHApPOM,
00yCJIOBIIEHHBIN HEJOCTATOYHON CEKpEIeli TOpPMOHOB KOPBI HAATIOUYECYHHUKOB
B pe3yibTaTe HapymieHUs (yHKIMOHUPOBAHUS OJJHOTO WM HECKOJBKUX
3BE€HHCB TUIIOTAIaMO-TUIIO(PU3apHO-HAITOYCTHUKOBOM CHCTEMBI.
[ToguepkHEM, UTO CHHOHMMOM TEPMHHA HAJAIIOYCYHUKOBASI HEJIOCTATOYHOCTh
SIBJISICTCS TUITOKOPTHUIIU3M, TO €CTh ACHUIIMT TOPMOHOB MO3TOBOTO BEIIECTBA
HaJINMOYCUYHUKOB B maroreHe3e HH, mo mMmerommMcs Ha CEroJHSIIHUNA JICHb
MPEJICTABJICHUSAM, 3HAYCHUS HE NUMEET.

3. Knaccudukanus

Kax u HepocTaToO4HOCTh JPYruX rUno(pu33aBUCUMbIX HIOKPUHHBIX Keje3
(mmToBUHAS Kene3a, roHansl), HH kinaccudunmpyercs coraacHo HayaabHON
JIOKJIN3aluu [1aTOJIOTUYECKOTO rpolecca. IIpn NIEPBUYHON
HaAno4YeyHUKOBOM HenoctarouHoctu (1 -HH) aeduuut xoptukocrepouioB
pa3BUBaeTCs B pe3yJbTaTe JECTPYKIMM CaMOW KOpPbI HAJIIOYEUYHUKOB.
Bropuunass nHaamoyeuHukoBasi HejoctatroyHocTh (2-HH) pasBuBaercs B
pesynbrate aepuuura AKTI, a Tperuunas - B pesynbrate aepuuura KPI'
runoranamyca. JuddepennuanbHas TUarHOCTUKa BTOPUYHONM U TPETUYHOU
HAAMOYEYHUKOBON HEJOCTATOYHOCTH B KIMHUYECKOW MpPaKTUKE 3aTpyJHEHA,
MO3TOMY OYEHBYACTO 3TU JBE (POPMbI OOBEIUHAIOTCS TEPMUHOM LIEHTpaIbHAs
HAJIIOYEYHUKOBAsI HENOCTAaTOYHOCTh. T€pMUH BTOpPUYHASI MPUMEHUTEIBHO K
HH yxa3piBaeT MMEHHO Ha €€ THUMOTaJaMO-TUNO(QU3ApHBIA TeHe3, a He



o0o3Ha4yaeT TOT (akT, YTO THUINOKOPTULIM3M Pa3BWICA BTOPHUYHO TIO
OTHOILIEHUIO K BO3ICHCTBMIO HA OPraHMU3M KaKOIro-TO MAaTOJIOTHYECKOTO
(axTOpa WM npu Kako" To Ipyrom 3aboseBaHU.

KTACCH®HKALIAA HAJITOYEYHHKOBOH
HEJJOCTATOYHOCTH

1. IlepBuYHas HAANIOYEYHUKOBAsSI HEOCTATOYHOCTD
1.1. AyroumMMyHHast 1eCTpyKIHs KOPbl HAATIOYEYHUKOB

1.1.1. U3onuposannas 1-HH

1.1.2. AyronMMyHHBIN NOJUTIAHAYJISIPHBIA CHHAPOM | THINA

1.1.3. AyTouMMyHHBII NOJIUTIAHAYJISIPHBIA CHHAPOM 2 TUIA
1.2. TyGepkyJiie3 HaAMOYEUHUKOB

1.3.Anpenoneiikoguctpodus
1.4. SAAtporennas 1-HH (nBycTOpOoHHSS1 apeHANIKTOMUS)
1.5. Meracratnueckoe 1 OIyXO0JeBOE MOPAKEHUE HAITOUEUHUKOB
1.6. 'emopparudeckuii nHpapkr HaanoueyHukoB (IBC-cunapom, cunapom
Yorepxayca-dpunepukcena)
1.7. Peaxve mNpUYMHBL: aMUJIOWI03, T'pUOKOBbIE WHGMEKIUHU, CUPUIHC,
BHNY-accounnpoBaHHbIN KOMILIEKC U JIp.

2. UenrpanbHas (rUmorajgaMo-runou3apHasi) HaANOYEYHUKOBAS
HeI0CTATOYHOCTH
2.1. Bropuunas HH
2.1. 1. Tepanus npenapataMu rTIOKOKOPTUKOUI0B
2.1.2. B paMKax IrunononuTyuTapu3ma
2.1.3. Uzonuposaunsiit gepunut AKTT
2.2. Tperuunas HH (moBpexaeHusi runoTtaiamyca pa3inqyHOro reHesa).

Kimanueckass kapTuHa 3a00Ji€eBaHMs, CBSI3aHHOIO C  JECTPYKLHEH
HAJANOYEYHUKOB NAaTOJOTMYECKUM IIPOLIECCOM, BIEPBBIE U JOCTATOYHO IOJHO
Obla ommcana B 1855 r. anrnmuiickum Bpadom Tomacom Ammucorom (1793-
1860). TepmuHoM 00Jie3Hb AJIMCOHA B HACTOSIIEE BpEMsSl MPHUHSITO
0003HayaTh MEPBUYHYIO XPOHUYECKYIO HAJIOYEYHUKOBYIO HEJIOCTATOYHOCTb
TyOepKyJI€3HOTO U ayTOMMMYHHOTO (MIMOMATUYECKOr0) reHe3a, TO €CTh Te
Bapuantsl 1-HH, xoropsie onucan Tomac Apaucon. PacnpocTpaHATs 3TOT
tepmuH Ha |-XHH npyronn stmonmormm wmm 2-HH He npaswibHO. B
JUTEpaType MOXKHO BCTPETHUTh TepMUH ~Oenbiii  ammucoHusm". Ero
LEJIECO00Pa3HO HUCIOJIb30BaTh B CiIyyae OecnUrMeHTHOW (opmbl O0JEe3HU
AnaucoHa, HO HE MpPUd BTOPUYHOM TUIOKOPTHUIU3ME, NpU KOTOPOM
TUIIEPIIMTMEHTALMS KOXKHBIX IIOKPOBOB 3aKOHOMEPHO OTCYTCTBYET.

1 -XHH sBnsiercst OTHOCUTENBHO peAKUM 3a0osieBaHueM. YacToTa HOBBIX
coyuaeB coctabisieT ot 40-60 mo 100—1 10 HOBBIX ciydaeB Ha 1 MuiH.
B3poCIbIX B roj. MctuHHas yacroTa nenrpaibHbeix dopm HH HeussecTHa, HO
ee Haubojiee YacTOW MNPUYMHOM SBJISETCS TMOAABJICHHE THUIIOTATaMO-
runoduzapHo-Haanoueynukopoit cucrembl (ITHC) nHa done xponHuueckoi
Teparuu [IFOKOKOPTHUKOUJAMHU. Bropuunas HAAMOYECYHUKOBAS
HEJJ0OCTaTOYHOCTh, B IIPAKTUKE 3HJIOKPUHOJIOTA, KAaK MPaBWIIO, BCTPEYAETCS B
pamMkax mnaHrunonutryutapuzMa. Cpeau TaNUMEHTOB ¢  TunoduzapHou
HEJIOCTaTOYHOCTBIO, KOTOPAs Yalle BCEro SBIIAECTCS MapLUUaIbHOM, TO €CTh C



BBITAQ/ICHUEM HE BCEX, a HECKOJNbKMX (PYHKUMU aleHOTruno(u3a, BTOPUYHBIN
TMIIOKOPTULIM3M BCTPEYAETCA OTHOCUTEIIBHO PEAKO.

4. ITHOJI0rUS NEPBUYHOTOTMIIOKOPTUIIA3MA

Pacnipoctpanennocts nepsuuHot XHH kone6nercst ot 40-60 no 110 ciyqaes
B rox Ha 1 muH Hacenenus. CpenHuil Bo3pacT OONBHBIX IPU MaHU(ECTaun
3aboneBanms coctaniseT ot 20 go 50 aet (wamre 30-40 mer).
4.1. AYTOMMMYHHOE MOPAKEHNE KOPbI HAANOYEeYHUKOB

AyTOMMMYHHast JNECTPYKIIHS KOPBI HaJIMOYECYHUKOB
(ayTOUMMYHHBIMQAPEHAINT) B HACTOAILEE BpEMs SBISETCS OCHOBHOM
npuunHoil 1-XHH. Ha ee nonto B pa3BUTHIX cTpaHax npuxoaurcs 10 90% u
6onee ciygaeB 1 —XHH.

Crenyer oTMETUTh, YTO €clv BO BTOpoM mojoBuHe XIX n Hauvane XX
BEKa Ha JIOJII0 ayTOMMMYHHOM JECTPYKIMU NPUXOAUIOCch He Gonee 15-20%0
OT BCEX cCiiy4aeB OoJyie3HM AjaWcoHa, TO Ha mpoTsokeHun 20 croneTus
COOTHOIIIEHHE 3THOJOTHYECKUX (HAKTOPOB NEPBUUYHOIO TUIIOKOPTUIIM3MA
MIOCTENIEHHO HW3MEHSUIOCh B CTOPOHY IpeoOjagaHusl ayTOMMMYHHOM
JNECTPYKIUU HAJl TYOEPKYJIE3HOM.

Paboramu Hawanma 90-x rofoB OBLJIO MOKA3aHO,4YTO «MHULIEHBIO» IS
aHTUTeN Tpu O0Je3HH AJNMCOHA SIBISIIOTCAAaHTUTENa K  (epMeHTaM
HAJMOYEYHUKOBOTO cTepougorene3a 21 -ruapokcunaze (P450c21), 17a-
ruapokcunasze (P450cl17) u depmenty ormiernieHus OOKOBOM — memu
(P450nscc).®epment crepougorene3a - 21-Tuapokcuiiasza, JOKaIU3ysICh B
SHJOIUIA3MATHYECKON CETHU KIETOK KOpPbI HAJIMOYEYHUKOB, KaTaIUu3HpPyET
peakiuto npespanieHus 17"-rugpokcunporectepona B 11-1€30KkCUKOPTU301 B
My4YKOBOI 30HE, 0OecreunBasi CHHTE3 KOPTH30J1a, a TAKXKE PEaKIrIo mepexoa
nporectepoHa B 11-7€30KCHKOPTUKOCTEPOH B KIIYyOOUKOBOW  30HE,
oOecrieunBasg cuHTe3 anpaocrepoHa. llpm w3omupoBannod 1 -XHH
HanOoJIblIee TUarHOCTHYECKOE 3HaUeHne umerotT antutena Kk P450c21. Ecinu
3HAQYEHUE YKAa3aHHBIX AHTUTEN Kak cepojorndeckoro mapkepa 1 -XHH
ayTOMMMYHHOTO I'€HEe3a B HACTOSIIEe BPEMsSI HE BBI3bIBAET COMHEHHH, TO MX
naTOreHeTUYecKas poJib B IECTPYKIIMU KOPbl HAATIOUYEYHUKOB OCTAeTCsl IOKOH
11a HEU3BECTHOM.

[Tarorene3 1 -XHH ayTouMMyHHOro reHesa, BEpOSITHO, BO MHOTOM CXOXKe€
TAaKOBBIM  JUISI  JIPYTUX  OPraHOCHEeIU(PUYECKUX  ayTOMMMYHHBIX
3aboneBanuii. B nHOpme T-uB-mumdbornuter nuddepermupyorcs u3

CTBOJIOBOM KJIETKM TI€MONO033a B KOCTHOM Mo3re. B panpHenmeM B

TUMYCEayTOPEAKTUBHBICTUMOLIUTHI MMOTMOAIOT MPU aronTo3e. Y MalueHTOB C

1-XHH, Ha QoHe BO3IEHCTBHS SK30T€HHBIX M T€HETUYECKUX (akropos, T-

KJIETKH pearupyroume ¢ COOCTBEHHOM KOpOW HaAIOYEYHHKOB I1aJIal0T B

nepupepruueckuii  KpOBOTOK, TJ€ pAaclO3HAIOT CBOM cHeu(pUYECKHe

ayTOAHTUTCHbl WM HUHULIUHUPYIOT JECTPYKLIHIO KOPBHI HajanoudeyHuka. Kpome

Toro, T-KIETKM CTUMYIUPYIOT AayTOPEAKTUBHbIE B-KIETKH, KOTOpPHIE

HAYMHAIOT IPOYLIMPOBATh ClielU(PUUecKrue ayTOaHTUTENA.



AyTOMMYHHBI MATOJIOTMYECKUI IIPOLlECC BHAYalle pa3BUBACTCA B
KIIyDOYKOBOM  30HE  KOpbl  HAANOYEYHUKOB, YEMY  COOTBETCTBYET
MIPOTPECCUPYIOLEE CHHKEHHE YPOBHS ajbJOCTEPOHA M COOTBETCTBYIOIIEE
YBEJIMYECHHE AKTUBHOCTM pPEHHHA IUIa3Mbl. B manmpHedmeM JecTpyKLHH
MO/IBEPraeTcsl My4yKoBask 30HA, YTO COMNPOBOXKAAETCS CHHKEHHUEM CEKPELHH
koptusosia u yBennueHueM cexkpennn AKTI. Mcxon B KakaIoM KOHKPETHOM
Cllyyae 3aBUCUT HE€ TOJBKO OT JUIMTEJIbHOCTH 3a00J€BaHUsA, HO U OT TUTpa
auTuTen (Ipu TUTPE aHTUTeN Hwke [:8, Kak NpaBWiIo, MPOUCXOJIUT
CIIOHTAHHAsI DSJIMMUHAIMSA AHTUTEN U3 CBIBOPOTKA KPOBHU, OCOOCHHO MpuU
Ha3HAYEHUU KOPTUKOCTEPOUI-HOM TepaIruu Mpy MEePBOM ke UX OOHAPYKEHUH,
torna kak npu tutpe 6onee 1:8 XHH mporpeccupyer).

['ensl, xogupyronme 2l-rugpokcuiniazy, pacnoyioxkeHbl B sokyce III
Kjiacca AHTUTECHOB TUCTOCOBMECTUMOCTH (MHC -
MajorHistocompatibilityComplex, kopoTkoe miedo xpomocoMsl 6, TeHsl TNF,
HSP70, C4, 2KOH). O cBsa3u 3aboneBanus ¢ aHtureHamu HLA
CBUJICTEJILCTBYET OOHApYyKEHUE Yy OOJIBIIMHCTBA OOJBHBIX raraoTUnoB DR3,
DR4, Al, BS.

OTHOCUTENBHBIN PUCK 3a00J€BaHUS BO3pACTAET MPUMEPHO B 6,5 u 26,5
pasa Ipu HaJIU4YUU COOTBETCTBEHHO rarmiotunoB DR3 u DR4 u rerepo3uror-
HocTH 110 3THM ajutensMm (DR3/DR4).

4.2. AYyTOMMMYHHbIE MOJHUIJIAHAYJISPHbIe CHHAPOMbI

[IpyHUMNIMATBHBIM ACIIEKTOM B paMkax oOcyxjeHus stuonorun 1-XHH,
ABJIAIOTCS AyTOMMMYHHbIE Tonurianayispubie cunapomsl (AIIC). AIIC
MPEACTABIAIOT COOON MEPBUYHOE ayTOMMMYHHOE MOpakKeHHe ABYX U Oosee
nepu(pepruueckuX SHAOKPUHHBIX Keje3, MPUBOAsAIICE, KaK IMPaBUIIO, K HUX
HEJOCTATOYHOCTH, 4acTo coueTaroneecs c pa3IMYHBIMU
OpraHocrnenuPpuIecKuMy HEIHJOKPUHHBIMU 3a00J1€BaHUSMU ayTOUMMYHHOTO
rege3a. B Hacrosimiee BpeMs Ha  OCHOBaHMM  KIMHHYECKHX U
uMMyHoTeHeTnueckux ocobennocteit BoiaessitoT AIIC 1 u 2 tumnos (cM. Tad1.
1).

AYTOMMMYHHBIM TOJUTIAHAYJSIpHBIA cuHapoMm 2 Tuna (AIIC-2) —
HanOoJiee pacIpoCTpaHCHHBINA, HO MeHee n3ydeHHbIN BapuaHT AIIC. B cBoro
oudepelb, caMbIM 4acTbIM BapuaHToM AIIC-2 gBnseTcs coueTaHne caxapHOro
nuabera 1 -ro tuma u ayroummyHHoro tupeouauta (AWT). Haubonee
m3BecTHBIM  BapuantoM  AIIC-2  sBmgercas  cunapom  Ilmwuara,
npeacTaBisonii codboit coueranne 1-XHH u ayTouMMyHHBIXTHpeonaTUi
(AUT wunu 6one3ss 'peitBca-bazenosa (BI'b)). Pexe BcTpeuaercs coueranue
1 -XHH c caxapubiM quabetom 1 -ro tuna (cungpom Kaprenrepa).

Mpmuorue u3 3abosneBanuii, Bctpeyasich B pamkax AIIC-2, accouuupoBaHsl C
rarotunamu — HLA-BS, -DR3, -DR4, -DRS5. Tem He MeHee, B HacTOsIIICe
BpeMsl HE BBISBICHO KaKUX-TMOO CYHIECTBEHHBIX HMMMYHOTE€HETHUYECKHUX
pa3IuuMil MEXIy W30JMPOBAHHBIM AYTOMMMYHHBIMH SHAOKPHHOINATUSMH M
takoBbIMH B pamkax AIIC-2. B GonpmmmacTBe cinydaeB AIIC-2 Bctpeuaercs
CHOpPaJNYECKH, OJHAKO, OMUCAHO HEMAaJl0 CIy4yaeB CEeMEWHBIX (opM, MpH



KOTOPBIX 3a00JieBaHUE HAOJIOIAETCsl y Pa3HbIX YJICHOB CEMbH B HECKOJIBKHX
nokoneHusx. AIIC-2 mpumepHo B 8 pa3 uyaile BCTpedYaeTcsl Yy JKEHILUH,
MaHudectupyeT B cpemHeM B Bospacte mexay 20 u 50 romamu, mpu 3TOM
MHTEpBAJl MEXIy KIMHHUYECKUM J€0I0TOM €ro OTIEJIbHBIX KOMIIOHEHTOB
MOXeT coctaBuTh Oonee 20 user. Y 40-500/0 OOJIBHBIX C HMCXOAHO
m3omupoBanHod 1 -XHH paHo wim 1MO3AHO pas3BUBAETCA  Jpyras
ayTouMMyHHas >H10KkpuHonaTus.1 -XHH BcTpeuaercs npu o0oux BapuaHTax
AIIC u, xak mpaBujo, SBISETCS HamOoJee 3HAYMMbIM UX KOMIIOHEHTOM B
kinHu4YeckoMm 1uiaHe. [lpunnunuansaeiM  oTiimuneM AIIC-1 ot AIIC-2
apisiercss coueranne | -XHH ¢ runomapatupeo3oM U OTHOCUTEIbHAS
PEOKOCTh Ay TOMMMYHHBIXTUPEOTIATU.

Tabnuya 1

KoMnoHeHTBI AYTOUMMYHHBIX NOJUTJTAHAY/IAPHBIX CHHAPOMOB

AIIC 1 -Tro Tuma

AIIC 2-ro Tuna

I'mnonapatupeos 76-9696
CIM3uCTO—KOKHBIM KaHAUI03 72-
100%

HanmouyeynukoBas
HeocTaTouyHOCTh 72— 100%
IlepBuYHBIA TUNOrOHAAU3M 26—
45%

Anonentnst 30%

MansabcopOrms 2396
[Tepuunnosnas anemus 14%
XPpOHUYECKUN AKTUBHBIM TE€NaTUT
12%

AyTtoummyHHBIA TUpeounut / BI'b
10%

Butnnuro 4%

Caxapubiit quadet 1 Tuna 2—5%

Hanmoueynukosas
HenoctatouHocTh 80-100%
AytoummyHHbIH THpeouaut/ BI'b
69-97%

Caxapnbiit quadet 1 Tumna 35-52%
Butnmuro 5-50%

IlepBuuHbId TUHOTOHAAU3M  3,5-
16%

[Tepuunnosnas anemus 16%

Kpome toro, B kimaccnueckyro tpuany KoMrnoHeHToB AIIC-1 tuma Bxoaut
CJIM3UCTO-KOKHBIN KaHIU03 (CM. Tad. 2).

Tabnuya 2

CpaBHureabHasi xapakrepuctuka AIIC

AIIC 1 -ro Tuna

ATIIC 2-ro Tumna

MoHoreHHas, ayTOCOMHO- 3aboneBaHue C HACJEJACTBEHHOU
perieccuBHOe  (MEHJEIUpYIOIee) MPEAPACTIOIOKEHHOCTHIO
3a00J1eBaHNE c TTOJTHOM (OJTMTEHHOE)

MIEHETPAHTHOCTHIO

[Tpu CEMENHBIX dbopmax IIpu cemeiiHbix ¢dopMax MOXKET




MIPOSIBIISIETCS] TOJIBKO y CHOCOB

IIPOABIIATLCA B HECKOJIbKHUX

ITOKOJICHHUAX

[Tux manudecranuu 12 net

[Tux manudecranuu 30 jierT.

OtcyTcTBHE accolManuu c
rarotunaMuHtA, MyTanus B reHe
AIRE na 21 g22.3 xpomocome

H1A-88, -Dw3, -Dr3, -Dr4

['unonaparupeos, CJIU3UCTO-
KOXXKHBIM KaHAWA03, XPOHHYECKUUI
ayTOMMMYHHBII renaTur,
ManbabcopOrusa.  OTHOCUTENbHAS
PEIKOCTh

ayTOMMMYHHBIXTUPEOIATHI

Vka3zaHHbIC 3a00J1eBaHMS HE
HaO0JIF01ar0TCHl.
AyTOUMMYHHBIETUPEOTIATUH
IIPAKTUYECKHU MTOCTOSIHHBIN
KOMITOHEHT

Caxapnbiit auabet 1 tunma — 2-5%

Caxapubiii quaber 1 Tuna -- 52 %

My>xuuHbI: )XeHIUHbI=1,4: 1

My>K4uHBI: )KEHIIUHBI = §:1

XapaktepHoe otiuune 1-XHH B
pamkax AJIC-1- OTHOCHUTENIBHO
BBICOKAsi 4YacToTa OOHApY)KEHUs
antuten Kk P450c17 u P450scc

IIpu 1 -XHH B pamkax AIIC-2 --
OTHOCHUTEJIbHO PEIKO BBIABISIOTCS
aatutena k P450cl7 u P450scc, ¢
BBICOKOM 4YacTOTOM aHTHTEIa K

P450c21

AyTtouMmmyHHBIH Tonurinanaysipabiii cuaapom tuna (AIIC-1, APECED-
Autoimmunepolyendocrinopathy-candidiasis-ectodermal-dystrophy, MEDAC-
MultipleEndocrineDeficiency AutoimmuneCandidiasis,
KAHIUJOTIOJMAHAOKPUHHBIA CUHAPOM) — PEAKOe 3a00J1€BaHUE C ayTOCOMHO-
PELECCUBHBIM  TUIIOM  HACJEJIOBAHMEM WJIM PpEXE  BCTpPEYAIOLIEeCs
CIOPAJUYECKH, JUIsl KOTOPOro XapakTepHa KJIacCHYecKasl TpHajaa, ONMCaHHas
Y alTKEepOM:CIM3UCTO-KOKHBIM KaHINU03, runomnaparupeos, 1 -XHH. AIIC-1
NeOlTUpYyeT, KakK MpaBWIo, B JIETCKOM Bo3pacte. B mopasistoniem
OOJBIIMHCTBE clly4aeB, nepBbiM mpossieHueMm AIIC- 1 sBusercs cnuzucro-
KOXHBIM KaHIWI03, pa3BUBarolIuiics B mepBble 10 neT kW3HU, Yalle B
BO3pacTe OKOJIO 2 JIeT, MPU STOM HAOIIOJACTCS TMOPAKEHHE CIU3UCTHIX
000JI04EK TMOJIOCTH pTa, FEHUTAINN, a TaKKe KOXH, HOITEBBIX BAJIMKOB,
HOTTeH, pexxe Berpedaercs nopaxenue XXKT, apixatenbusix myteid. Ha done
CIIM3UCTO-KOKHOTO  KaHaugo3a y  84%  manweHToB  pa3BUBAETCS
TUIONapaTupeo3, KoTopeii y 88% O0NbHBIX pa3BuBaeTcs B mepBbie 10 met
xu3Hu. Hambonee cCyIIeCTBEHHBIM OTKpPBITHEM MOCIEAHUX JIET B o0JacTu
uccnenoBanust AIIC sBnseTcst OTKphITHE T€HA, MYTALIUU B KOTOPOM IPUBOJSAT
Kk paszsuturo AIIC-1. Oror rem pacnosnoxeH Ha 21g22.3 xpomocome H
nosnyuyns HazBaHue ABE- 1 (ot autoimmuneregulator). OtkpbiTue rena AIRE
AMEET BaXHOE OOIMIEMEIUIIMHCKOE 3HA4YeHHE. | eHeTUYEeCKUil KOMITOHEHT
OpeanoiaraeTcs B KadyecTBe OJHOIO M3 MNPUHLIUINHAIBHBIX (AKTOPOB B
pa3BUTHM OOJIBIIMHCTBA ayTOMMMYHHBIX 3a0osieBaHuil. OIHAKO C MO3UIUHU
TeHETHUKM ayTOMMMYHHBIE 3a00JIeBaHUS OTHOCSTCS K TOJUTCHHBIM HWIIU
3a00JIeBaHUSM C HACJIEJACTBEHHOM NPEApACIONOKEHHOCThI0. B oTHOmEeHnH




ATIC-1 MBI IMEEM €10 C €IUHCTBEHHLIM M3BECTHBLIM B ITIATOJIOTMH YEJIOBEKA
(!) ayroumMMyHHBIM 3a00JIEBAHHEM C MOHOTCHHBIM, TO €CThb MEHCIICBCKUM
XapakTepoM HacjleAOBaHUsA, KOrJa ayTOMMMYHHBIA MPOIeCC B OOJIBIITMHCTBE
SHJOKPUHHBIX JKE€J€3 W MHOTUX JIPyTMX OpraHax OOYyCJIOBJIIEH MyTallueu
OJTHOTO €IMHCTBEHHOT'O I'€HA.

B mpoBeneHHOM HaM{ HUCCIEIOBAaHWHM NPU JUHAMHUYECKON OLIEHKE COOT
HomreHust yactothl m3onupoBanHoit 1 -XHH u 1 -XHH B pamkax ATIC 6110
BbIsIBJIEHO, 4TO eciik B 30-x—50-x rogax 20 Beka 1 -XHH B pamkax AIIC
BcTpeuanack B 13% ciydaes, To k 80-M—90-M rogam 3TOT MOKa3aresb BBIPOC
no 34%, B CBSI3M C 4YeM, MOXKHO cJieJlaThb BBIBOJ 00 oOuepeHOM JTarie
naroMopdo3a 00Je3HU ANJIMCOHA, KOTOPBIA 3aKIIOYACTCS B IMOCTEIEHHOM
nepexozie 3tou naronoruu B paspsag AIIC, B nepByro ouepeas AIIC-2.

4.3. TyOepKyJie3 HAIIIOYEYHUKOB

Kak y»e roBopuioch, 1eCTpyKIHs KOPKOBOI'O BEIIECTBA HAJAIOYECUHHKOB
TyOepKyJIE3HBIM MPOLIECCOM 3aHUMAET BTOPOE MECTO B PSIIy STHOJIOTHUYECKHUX
daktopoB 1-XHH. TyOepkyrne3 HaAMOYEUHUKOB Pa3BHBACTCS BCIIEIICTBUE
reMaTOTeHHOTO pacmpocTpaHeHusi MuKoOakTepuii. OOBIYHO B  MpoIlecC
BOBJICKACTCSI KaK KOPKOBOE, TaK M MO3TOBOE BELIECTBO (TOcienHUN (heHOMEH
KJIMHUYECKOTO 3HAYEHMs], NO-BUIAMUMOMY, IpakTuyecku He umeeT). Kak u B
cllyyae ayTOMMMYHHOTO MOpPa)KeHHsI, pU TyOepkyse3HoM mpouecce 1-XHH
KIIMHUYECKH MaHu(ecTupyer ToJbKO Tipu paspymieHun 90% KOpKOBOro
BelecTBa 00OMX HaAnoueyHUKoB. [lpu TyOepkysne3e HAANOYEYHUKOB B
OOJIBIIMHCTBE CiIy4aeB y OOJIbHBIX MMEIOTCA CIeAbl paHee MEePEeHECEHHOIO
TyOepKyJie3a Uil akTUBHBIN MpoIIecC.

4.4. AnpeHojieiikoaucTpopust

AnpeHoneikogucTpodus (AJIL, 00JIe3Hb 3uMepJIHTa-
KpoiindonpramenanoaepMudecKasiieiko1ucTpodust) 3a00JIeBaHME c
PELIECCUBHBIM TUIIOM HACJEAOBaHUSA, OCHOBHBIMU MPOSIBICHUSIMU KOTOPOTO
SBJISIETCS TOpakeHUEe OEJIoro BeIllecTBa IEHTPAIbHONW HEPBHOM CUCTEMBI U
KOpBI HAaJII0OYECYHUKOB. ['pynma nerkoaucTpopuii o0beuHsET
HACJIEJICTBEHHBIC  HEUWpoJereHepaTUBHbBIC  3a00JieBaHUs, TIPU  KOTOPBIX
MPOUCXOJIUT AC3UHTETpallUsl MHUEIMHOBBIX BOJOKOH meHTpaibHOW (LJHC) u
nepudopudocKoil HepBHOU cucTeMbl. bosiesHb 00yclioBlieHa Jeenuei reHa
AL[) Ha mmH, HOM 1UIeue X-XpOMOCOMBI (X(q28), MpOsBISIOMIEHCS
HEJO0CTATOYHOCTHIO JUTHOLepomi-KoA-cuHTerassl. DT0O, B CBOIO Ouepeb,
BEJICT K HAPYIIEHUIOB-OKUCICHUS HACKHIIIEHHBIX JITTHHHOIIETIOYEYHBIX YKHUPHBIX
kucinot (KK, umeronue 24-32 yriepoAHbIX aToma) B IMEPOKCUCOMAX H
MOCJICTYIONIEMY MX HAKOIJICHUIO BMeCTe ¢ d(hupaMu XOJECTEPHHA B KIETKaX
HEpPBHOMU CUCTEMBI U KOPKOBOIO BEILIECTBA  HAJMNOYEYHUKOB.
[IpennonoxkurenbHas pacHpOCTPAaHEHHOCTh 3a0o0JieBaHUsI cocTaBisieT | Ha
100 000-150 000 my>»)uuH.

Breimensercs, mo MeHbplneit Mmepe, 6 kimmHHWYecKHX ¢enoturno AJIJI,

KOTOpPBIE BapbUPYIOT OT TSKEJIOW JAEeTCKOM IiepedpanbHOil GOpMBI 10
OCCCUMIITOMHOTO TeueHHMs. B oOmHONM M TOHW K& ceMbe, KaK MpPaBHUIIO,



BcTpevaroTcsi pasnuuabie GeHotunbl AJIJl. Jlerckas mepeOpanpHas dhopma
aBisieTcsl (DOHOTHMHUYECKH HanOoiyiee TsDKENbIM BapuaHTtoM TteueHus AJI/].
[TanyenTel NOpakTUYECKW 340pOBBI A0 Bospacta 2-10 njer, xoraa
MaHU(pECTUPYET  HAJMOYCUHHKOBAsE  HEAOCTATOYHOCTh U TsKeJas
nporpeccupyroiiasi HeBposornueckass aucynkuus. Ilocne manudecranuu
CUMIITOMAaTHKa OBICTPO MPOrPECCUPYET U 3aKaHYMBAETCS CMEPTHIO MalleHTa
yepe3 2-4 rojga. AHAJIOTMYHBIM 00pa3oMm, HO B Oojiee TMO3HEM BO3pacTe,
OPOTEKAIOT MOJPOCTKOBas liepeOpanbHas U B3pocias LepedpanbHas (opma.
HauGonbimuit uHTEpEC M1 3HAOKPUHOJIOTOB MPEACTABISIOT CIEAyIoIue 2
dopmbl. TIpu anpenomuenouneiponaruu (35% ciayuaeB AJIJ]), koTopas, Kak
npaBmiIo, MaHU(pecTUpyeT B 3—4 nekajie ku3Hu Ha GOoHE MPOrpecCUupyromen
HEBPOJIOTHYECKOW CUMITOMATHKH (CIIACTUYECKUH Maparnape3 HOT, HapyIIeHHEe
BUOPAITMOHHOW YYBCTBUTEILHOCTH, HAPYIICHHUE JCATEIHHOCTA CHUHKTEPOB),
y 2/3 nmanmenTtoB pa3BuBaercs 1-XHH. U, nakonern, B 10-20% coydaeB AJI/]
€IMHCTBEHHBIM TIpOsiBIICHHEM 3a0oseBanus siBisiercs 1-XHH 6e3 kakux-mu6o
MPU3HAKOB HEBPOJIOrMYecKOM mucyHkuuu. bojee MOTOBUHBI KEHIIUH-
HocuTenen myrtauuu reHa AJI/l MMeroT Te WM HWHbIE HEBPOJIOTMYECKHE
NpOSIBIICHUsT  3a00JIeBaHMs, UYTO  CBSI3AHO C  HEPAaBHOMEPHOM U
[IPEUMYIIECTBEHHOM  HMHAKTUBaluen  X-XpOMOCOMBI, HE  HUMEIOLIEH
MyTaHTHOTO TeHa. OCHOBHBIMM MeTojaMu auarHoctuku AJlJ[ sBisercs
onpenenenue ypoBHa JIDKK B mmasme, MPT rosoBHoro mosra u mpsimMou
reHeTHYeCKuil anamus (puc. 3).

JlabopatopubiM MapkepoM AJIJ] sBisercs moseieHue ypoBHs JIJKK B
OMOJIOTMYECKUX KHUAKOCTIX. B mia3sme mpoBOAUTCS MCCIEOBAHUE YpPOBHS
Terapko3anoesoit (C24:0), menrakoszanoesoil (C25:0) u rexcaxozaHoeBOM
(C26:0) xucioT, a TakXke OTHOIICHHE HMX YpPOBHS K OEreHOBON KHCIIOTE
(C22:0). Ilpu nono3penun Ha AJIJ] o0s3aTeNIbHBIM UCCIEIOBAHUEM SIBJISLETCS
MPT ronosroro mosra. IIpomecc nemuenvHu3zanuM B TOJOBHOM MO3T€
OOBIYHO HAYMHAETCS C BaJIMKa MO30JIUCTOTO TEJa, PEKE C €ro KOJIeHa WU
TeJa, BHYTPEHHEW KarcCyJibl UM CTBOJIAa TOJIOBHOTO MO3ra U MPOrPECCUPYET,
yaiie Bcero, Ha npotsokenuu 1—10 net. [Ipu angpenomuenoneiiponatun MPT
BBISIBIISIET aTpouro CIIMHHOTO Mo3ra 0e3 HapylIEHUs
rematosHedanmnueckoro  O6apbepa.  Tunuuynoit ~ MP-tomorpaduueckoit
kaptuHo g AJIJI  sBasercd  mopakeHHME € ACUMMETPUYHBIM
pacnpeneseHueEM, 3aXBaThIBAIOILIEE MO30JIUCTOE TEJ0 U
MEePUBEHTPUKYIISIPHOETIAPUETO-OKLIUITUTATIbLHOE O€TI0€ BEIIECTRBO.



Knuunueckue cumnromsr AJ1JL

Ypoeeus [DKK B nnazme MPT ronoBHOro mMo3ra
L 1 L 4 4
l HOpMa MOBBILIEH HOpMa H3McHeHHA Oenoro BeuiecTsa

| AL LlepebpanbHas Jlpyrue
AJIJL Her - 4IpCHOMMENIOHEHponaTHs ¢dopma AJI] nefikoancTpopuu

- H3onuposanHas HH

- GeccumnTomHas popma

-HceneaoBaHHe PYHKUHH HaANO4YeYHHKOB
- Helipoduanonoruyeckoe obenegosanuc
- NEHETHYECCKUH aHanu3

Puc. 3. Cxema nmmarHoctuueckoro mnowcka mnpu AJIJ[ (Gartner J., et
al.,1998)

Haunbonee TOYHBIM METOAOM JIMAarHOCTUKH, KOTOPBIM HMEET OCHOBHOE
3HA4Y€HHE ISl BBISIBJICHUS T€TOPO3UTOTHBIX Gopm AJIJl y jKeHIIMH, SBISETCS
npsmoil reHetnueckuii ananus. [Ipu AJIJ] uzbpitounoe nakoruienue JJKK B
TKaHAX M OHOJOTMYECKUX KHUAKOCTAX OTMEYaeTcsi YK€ BHYTPUYTPOOHO.
Brilcokuii ypoBenbp JIXKK wmoxer ObITh 0OOHapykeH B aMHHOTHYECKOU
KUJKOCTH M B BOPCHHAX XOPHOHA.

Panee cuurtanoch, uro 1-XHH, Be3Bannass AJIJ], BcTpeuaetcsi KpaiiHe
penko. PykoBojncTtBa W y4yeOHMKM TIO SHIAOKPUHOJOTHU  IMPOLIEALINX
necstuietnii BooOme He ynmomunanu o6 AJIJI. Ilpuuuno# 3TOTO, BEpOSTHO,
ABJISIIACHh BBICOKAsi CMepTHOCTh 00nbHBIX AJIJ] B meTckom Bo3pacTe, a Takke
CIOKHOCTH JuarHocTuku AJIJ[, xoTopas NposBIAETCS W30IUPOBAaHHOM -
XHH. Kpome Toro, cama stmonormyeckas auarHoctuka 1-XHH crpownmacek
JUIIb HAa KOCBEHHBIX JAHHBIX (HAJIWYUE WIM OTCYTCTBUE JIETOYHOIO
TyOepkyne3a). Ilo coBpemeHHbIM TpeacTaBieHusM, AJIJ[ Bbixomutu u3
paspsna penxkux npuuuH 1-HH. DTo cTano odeBUAHBIM TOC]E MOSBICHUS
BO3MOXHOCTH onpenaeneHus B kposu 6onbHbIX 1-XHH ypous JIKK.

[lepBruuHBI TUMOKOPTULM3M, pa3BuBluuiica npu AJIJ], nmeer Haunbonee
TSDKENBIA TporHo3 mno cpasHenuto ¢ | -XHH gpyroro renesa, uyto
OmnpenensieTca  CONMYTCTBYIOIIEH  HEBPOJOTMYECKOW  marosiormen. Kak
YKa3bIBAJIOCh TIOCJIE ayTOMMMYHHOH JecTpykuuu u TyOepkynesza, AJIJ] B
HACTOSIIEE BPEMS CUUTAETCA TPEThEW IO 4YacTOTE€ MPUYUHOW NEPBUYHOIO
runokoprunmsma (mo cpennum onenkam 6—10% Beex ciyqaes 1-HH).



Yem mosoxke MyxkunHa Ha MoMeHT MaHupectanuu 1-XHH, tem Gombie
BEPOSITHOCTh TOTO, 4TO OHa cBsizaHa ¢ AJIJ[. I[loMmuMoO KOpBI HaJMOYECUHUKOB
mpu  AJI[IT He peaxko IPOUCXOOUT IOPAXKEHHE SUYEK C Pa3BUTHEM
IIEPBUYHOTOTUIIOTOHAAM3MA. YUHUTBIBAs CKAa3aHHOE BBIIIE, MOXHO BBIICIINUTH
Ipynmbl  MAalMEHTOB, y KOTOPBIX C OOJbLIEH BEPOSTHOCTBIO MOYKHO
IIOAO3PEBATh B KA4eCTBE NPUYMHBI HAAMOYEYHUKOBOW HEIOCTATOYHOCTH
AJI:

- Monoaeie myxxunnsl (Bo3pact Manudecrauuu 1 -XHH go 30 ner)

- Myxuunsl ¢ 1 -XHH, nMmeronue HeBpOJIOTHUECKUE HAPYIIEHUS

- Myxunnsl ¢ 1 -XHH 1 nepBUYHBIMIAIIOTOHAAN3MOM

- bonpuble 1-XHH, unmeromue B ceMEMHOM aHaMHE3€ CIllydyad PaHHEHN
JIETCKOM CMEPTHU, POJCTBEHHUKOB (MYYUH U EHIIMH) C HEBPOJIOTHUECKUMHU
3aboneBanusmu u/wm 1 -XHH

Ecnun nHaanmodeuHukoBas HemocTtaTodHocTh mnpu AJIJ] Oplma BoBpeMms
JAMAarHOCTUPOBaHA M BOBpeMsl Obljja Ha3HAa4YeHa 3aMECTUTENIbHAs Tepamus
npenaparaMi  KOPTUKOCTEPOUIOB, caM IO ce0e TUIOKOPTULU3M B
KJIIMHAUYECKOM IUIaHE OTXOJMUT Ha BTOpoi IuiaH. KpuTuyeckoe 3HaueHHe
npuoOpeTaeT  MPOrpecCUpPYIOIMA  AEMWIMHM3UMPYIOIIMA  Ipolecc ¢
MPOTPENUEHTHBIM HEBPOJIOTHUECKUM JAEPUIIUTOM.

B nacrosimiee Bpemst crienududeckoe narorenerndeckoe seuenne AJIJ] He
paspaborano. lueta mpu AJIJl mompazymeBaeT MaKCUMaJIbHOE OTPaHUYCHUE
nuiy, coxepxkamieit JDKK. OtHocutenbHo Oosiee 3P(HEKTUBHBIM METOAOM
neyenusa AJIJ] sBisercs TpaHcmaHTauus KocTtHoro mosra. CyTte meroaa
OCHOBAaHA HA TMPEANOJOXKEHHUHM O TOM, YTO KJIETKM MOHOLUTAPHO-
MakpodaraJibHO  CHUCTeMBbI  CIIOCOOHBI  KoJoHu3upoBathcsi B [IHC,
TpaHCHOPMHUPYSCh B KJIETKH MUKpOTJIuu. Takum 00pa3oM, €ciu JOHOPCKUE
KJIeTKU OynyT crocoOHbl MeTabonusupoBaTh JOKK, Tpancmnanranus cmoxer
OPUBECTH K NPEJOTBPALLCHUIO AAJbHEWIIEH neMuenuHuzanuu, Cuuraercs,
4YTO TpaHCIUIAaHTalus LejecooOpa3Ha Ha CTaJuU PAHHUX HPOSBICHMSIX
nuepeOpanbHON NUCHYHKUMN MPU HAIMYUM TOIXOMSIIEro TOHOPa, a TaKXKe Y
NAlMEHTOB C aJpEHOMHEIIOHEHpONaTueld, Yy TIOJOBUHBI KOTOPBIX B
JNAIBHEMIIEMBEPOSTHO  BOBJEYEHHME B  IPOLECC  CIOMHHOTO  MO3ra.
BoAbmIMHCTBO OOJBHBIX, y KOTOPBIX TPAHCIUIAHTALMs KOCTHOIO MO3ra
OKazajach ycnemHou, auarHo3AJIJ[ Obul yCTaHOBJIEH NpHU CEMENHOM
CKPUHUHIE WK 3TO ObUIM NMauueHThl ¢ n3oiaupoBanHHoi 1 -XHH wnu nums ¢
HAaYaJIbHBIMU  TPOSIBJICHUSIMA ~ HEBPOJOTMYECKON AUCHYHKUMHU. ITO B
OuepeIHOM pa3 MOAYEPKUMBAET HEOOXOIMMOCTh paHHed nuarHoctuku AJIJI,
KOTOpass  JIOCTaTOYHO  4YacTo MaHU(peCTUPYeT  HaANOYECUHUKOBOU
HEZ0CTaTOYHOCTBIO.

4.5. MeracTtaTn4eckoe nopaxeHue HaJAno4YeYHUKOB

Camo mo cebe mopakeHHWE HAAMNOYEYHUKOB MeETacTa3aMH OITyXoJeh
BCTPEYAETCs] JOCTaTOYHO 4YacTo. MeracTta3bl paka MOJIOYHOW JKEJIE3bl
MOpaXarOTHAAMIOYEYHUKU TpUMEpHO B 58% ciydyaeB, OpOHXOTEHHOTO paka
nerkoro B 36-40%, menanomsl --B 33% ciyyaes. Bmecre ¢ tem, 1-XHH npu



ATOM pa3BUBAETCS OUYEHb PENIKO, MOCKOJIbKY, KaK YKa3bIBAIOCH, IJISI 3TOTO
HeoOxoaumo pazpymieHue 90% xopbl oOomx HaamouedHWKOB. Hawbonee
YacTO OMYXOJbIO, METAcTa3bl KOTOPOW BBI3BIBAIOT PA3BUTHE KIMHUYCCKH
BBIPQ)KEHHOTO THIIOKOPTHUIIM3MA, SBIISICTCS HEXOKKHHCKAsT KPYITHOKJIETOYHASI
auMdomMa, HECKOJIBKO PeXe MPUYMHOW 3a00JIeBaHUSI SIBJISIOTCS METAcTa3bl
OpOHXOI€HHOTr'0 paKa JIETKOTO.

4.6. Ilopaxenue HaaNMoYe4yHNKOB npu uHpexunu BUY

JlatentHo mpotekatomas 1-XHH BwisiBusiercs y 8-12% O6onpubix BUU-
uHbekmnueil. Hanbonee 4acto oHa pa3BUBAETCS B PE3yJIbTaTe MOPAKEHUS
TKaHU HAJMMOYEYHUKOB MH(PWIBTPATUBHBIM IPOILIECCOM C TMOCIEAYIOIIEH ee
JECTPYKIMEeH ([UTOMETaloOBUpYyCHAsE WH(EKINs, TPUOKOBbIE HWHDEKIUH,
capkoma Kamomm, mwmmdboma wu  T1.4.). [lpuMeHeHme  pa3nHUHBIX
MEIMKAMEHTO3HBIX MIPENapaToB, BIMIOIMX HA CTEPOUIOTEHE3 (KETOKOHA301I,
pudaMnuH, (GEHUTOUH), TAKXKE MOXKET cTaTh NpuunHoil 1 -XHH.

4.7. Cunapom Yorepxayca-Opuaepukcena

Penxon, HO Xxopomo wu3BeCcTHOW mpuunHOM passutuss HH, sBigercs
cungpom Yotepxayca-Opunepukcena (CYD), KOTOPbIM B HACTOSIIEE BpPeMs
MOXKHO  0003HaUUTh  OCTPYH0  HAANOYEYHUKOBYIO  HEIOCTATOYHOCTH,
Pa3BUBIIYIOCS B PE3yJIbTaTe reMOpparndeckoro nHpapKkTa HaJMOYEYHUKOB, B
naToreHe3e KOTOpPOro HauOoJjblllee 3HAYEHHE MPUAAETCS CUHAPOMY
JUCCEMUHUPOBAHHOIO BHYTPUCOCYJIUCTOrO CcBepThiBaHUs KpoBu (/IBC-
CUHJpPOM) Ha (OHE OCTPBIX CENTHYCCKUX COCTOSHHMU. [ 'eMopparmueckuii
uHGaAPKT HAANOYEYHUKOB, KOTOPBIA pa3BUBACTCS MpU aHTU(OCHOIUTHIHOM
cugapome (ADPC) u Ha (QoHE TepanmuHu AHTUKOATYJISHTaMU (CM. HUXKE), MO
[IaTOreHe3y BO MHOIOM cX0k ¢ CY®, HO K mOCIeIHEMY HE OTHOCHTCH.
Pa3BuTHe BO BCEX 3THUX CiIyyasx IeMOpparuyeckoro HHQapKTa CBSI3aHO C
OCOOEHHOCTSIMU aHTMOAPXUTEKTOHUKH HAJANOYEYHUKOB, KAKJbIM U3 KOTOPBIX
noysyyaer KpoBb 1o 25-30 aprepusiM, HMES IPU 3TOM TOJBKO OJIHY
HEHTPAJIbHYI0 BeHY. Tpom003 IEeHTpabHOM BEHBI HAJNOYEYHUKA BEHET K
3HAYUTEIHHOMY MOJHOKPOBHIO U KPOBOMBIIHSHUIO.

Haunbonee yacto npuunnoi pazutusi CYD sBisieTcss MEHUHTOKOKIIEMUS,
TO €CTh MEHWHTOKOKKOBBIN cercruc. IMEHHO ¢ 3TUM CBsi3aH TOT (akT, 4TO B
MOJIaBJIAIOIIEM OOJIBIIMHCTBE CIIy4YaeB, 3TOT CHHJIPOM Pa3BUBAETCS y ACTEH.
ITocne momamanust Neisseriameningitidis B CHCTEMHBIN KPOBOTOK, MUKPOO, B
OTCYTCTBUHU CIEUUPUUECKUX AHTUTEN, OBICTPO PACHPOCTPAHSETCS MO BCEMY
opranuzMmy. B OoibImIUX KOJMYECTBAX MEHHHTOKOKK OOHApy>XHBAeTCS B
SHAOTETUANBHBIX KIIETKaX W HehuTpodunax, MHOUIBTPUPYIOMUX IHAOTEITUN
cocynoB. [mmepmpomykiusi TakuX BOCHAJIUTEIBHBIX MEIUATOPOB Kak
MPOCTArIAHIUHbBI, JICHKOTPUEHBI ¥ (aKTopa aKTUBAIUA TPOMOOITUTOB
OKa3bIBAET KaK MPsIMOE MOBPEXKIAIOIIEE NEHCTBUE HA HIOTEINNA COCYA0B, TaK
U 3a CYET aKTHBAIMU WHOWIBTPUPYIONINX HHAOTEIUN TPaHyJOIUTOB, B
pe3yibTaTe 4ero MPOUCXOAUT T'eHEepPaIM30BaHHOE OOpPa30BAHHME COCYIUCTHIX
tpoMO0B (JIBC-cunapom) ¢ dhopmMupoBaHUEM reMOpparMueckue U3MEHEHWUS,



KOTOpbIe 0OHAPYKUBAIOTCA HAa KOXKe (IMypIypa) U BHYTPEHHUX OpPraHax, B TOM
YUCJIC HAAMOYECUHUKAX.

BropeiM 1o uacrote Bo30ynureneM HHQEKIMH, KOTOpas OCIOXKHSIETCS
cencucom u CY®, sBusercs Haemophilusinfluenzae. Ilpu ananuze
JUTEPATYPHI, BBICHUIOCH, YTO CEPhE3HBIM (PAKTOPOM pHCKA pPa3BUTHS
cercuca ocioxHeHHoro CY®, sBisieTcss CHUHAPOM THIOCIUICHU3MA.
OCHOBHBIMM ~ MPUYMHAMHU  TUNOCIUICHU3MA  (ACIUIEHH3MAa)  SIBJISIOTCS
CIUICHIKTOMUS, BpOXKJIeHHOE OTCYTCTBUE CENE3ECHKH, CEPIIOBUIHO-KICTOUHAS
aHEMUS C SIBJICHUSMHU ayTOCIUICHIKTOMHH, OOYCIIOBICHHOW TOBTOPHBIMH
uHbpapkTamu. [lomarator 9To TsKECTh 3a00IeBaHMs 00YCIOBICHACHIKEHUEM
WM OTCYTCTBHEM (WIBTPYIONIEH (QYHKIIUU CEIIe3CHKH, HAIpaBJIICHHOW Ha
DIIMMHUHAITMIO TIOKPBITBIX AHTUTEIAMH OaKTepuid, a TakKe CHUKCHUEM
NPOAYKIIMUA psiia aHTUTEN. YKa3aHHOE COCTOSIHHE TMOJYYHJIO Ha3BaHHE
cungpoma OPSI  (overwhelmingpostsplenectomyinfection -  cungpOM
MOCTCIUIEHIKTOMUYECKON UH(DEKITUN).

4.8. AuTHdochomunuIHbIA CHHAPOM U APYyrHe KOaryJaonaTuu

Tepmun antudochommmuaneiii cuaapom (ADC) 6but punsT B 1994 rony.
On Ttakke obOo3Hauaercs kak cuHapoMm Hughes, B uecTh aHrmmiickoro
peBmaroJiora, BIIEPBBIC ONMCABILIETO €ro B 1986 ronay.
[1epBUYHBINTUIIOKOPTULIM3M  SIBISIETCS  peakuM  ocioxHeHnem ADC u
pa3BUBaeTCs, KaK MpaBUJIO, B PE3yJbTaTe€ JBYCTOPOHHEro TpomOo3a
HAJNIOYEYHUKOBBIX BeH. HaamoueyHuWKoBass HEJOCTATOYHOCTh MOKET OBITh
nepBbIM mposiBieHneM 1nepBuyHoro A®dC. Jlpyroil penkoil NpUYMHON
pasButusi 1-XHH, B maroreHe3e KOTOpOH OCHOBHOE 3HAYEHHUE MNPUAACTCA
JIBC-cunapoMy C pa3BUTHEM TeMOpPparu4yeckoro uHgpapkra 000uX
Ha/AMOYEYHUKOB,  SIBJSIIOTCS ~ KoaryjomaTMM — Ha  (oHe  Tepanuu
AHTUKOATYJITHTAMU U AaHTHAIPETaHTAMMU.

4.9. I'puokoevie unghexyuu

['pubkoBas nHpekuus ABASETCA OJHOM U3 caMbIX peakux npuunH 1-XHH.
Haunbosiee wyacTo HAANOYEUHHUKH TOPAXKAKOTCS MPU TAaKUX CHCTEMHBIX
MHKO3aX, KaK KOKIMJAWNOMHMKO3, IAPAKOKIUIUNOMHUKO3, PEXKE — TpH
CUCTEMHOM KaH/AMJI03€, OJAaCTOMHKO3€, THUCTOIUIa3MO03€, KPUITOKOKKO3E.
Hepenaxo 1-XHH, BbI3BaHHas TpUOKOBBIM MOPAKEHUEM HAJIIOYEUHUKOB,
pa3BUBACTCS B paMKax BHY-accounnpoBaHHOTO KOMILJIEKCA.
[TapakoKIMIUOMUKO3  (FOKHO-aMEPUKAHCKHI  OJaCTOMHMKO3, BO30YyIUTEIh
Paracoccidioidesbrasiliensis) — siBisiercss  HauOosiee  4acTod  TpUOKOBOIA
uHpekuen, npuBoasmeid Kk passutuio 1-XHH. 310 cucreMHbIii MuKO3,
pacrpocTpaHeHHbIN B cTpaHax JlatuHckoil Amepuku. J[ns HEro xapakTepHO
IIEPBUYHOE NOPAXKEHUE JIETKUX C PA3BUTHEM B HUX I'DAHYJIEM, OKPYKAIOIIUX
YYaCTKH Ka3€03HOTO HEKpO3a WIM MHUKPOAOCIIECCOB, a Takke TUM(pATHIECKIX
y3JI0B, CJIM3UCTOM 00OO0JOUYKH PTa U BEPXHUX AbIXATEIbHBIX MYTEH.

4.10. Cunopom Henvcona

ITepsuunas XHH c¢ nocnepyrommm pasButuem cuHapoma Henbcona
(anenoma runodwuza, cekperupyromas AKTI, na ¢one mepBuunori XHH)



BO3HHMKAET IIOCJIE IIPOBEACHMS TOTaIbHOW ajapeHasdKToMuu. Ilocnennss
npooautcst  10-15%  OONBHBIM ~ SHJIOTE€HHBIM  TUIEPKOPTUIIM3ZMOM
LEHTpaJIbHOTO reHe3a (0osne3Hpro Mienko-Kymmnra) u3-3a KpaiiHe TSXKENIO0ro
TeYeHUs 3a00J€BaHuUs IJIs CIIACEHMS XKU3HU O0JIBHOr0 WM HEA()(HEKTUBHOCTH
CYILIECTBYIOILIUX METOJIOB JI€UYECHMs (aJ€HOMAIKTOMUSI TMnodusa, JgyyeBas U
MEIUKAMEHTO3HAas Teparus).

4.11.Cunopom peppakmepHnvlx HAONOYEYHUKOB

OnmHoit w3 cambIx peakux npuunH nepsuyHoil XHH  saBnsercs
HEYYBCTBHUTEIIBHOCTh ~ KOphl  HaamoueyHukoB k  AKTIT  (cunapom
pedpakTepHbIX HAAMOYEYHUKOB), B pe3yJbrare naedexra CTPyKTypbl
penentopoB Kk AKTI wunm mocT-penentopHbIX CTPYKTyp. 3aboneBaHue
pa3BUBAETCS B IOHOIIECKOM BO3pacTe, OOJICFOT UM OOBIYHO HICHBI OJIHOM
CEMBH.

BTOpI/I‘IHaﬂ 4 TpeETUYIHAsA XpoHH4ecCKast HaAMMOYC¢IYHHUKOBadA
HeA0CTATOYHOCTDH

Bmopuunas u  mpemuunas ~ XHH - ueHTpaibHble  (POpPMBI
HAJIIOYECYHUKOBOW HENOCTATOYHOCTH. B TMIIMYHBIX ciyyasx BropuyHas XHH
pa3BUBaETCs Kak B pe3yibTaTe cHkeHus BbipaboTku AKTI runoduszom, tak
U B pe3yJibTaTe HApYIICHHUS LEJIOCTHOCTH HOXKU Tunoduza. Bropuunas u
tpetrnuHas XHH oObuHO pa3BUBAIOTCS OJIHOBPEMEHHO C HEIOCTATOYHOCTHIO
JIpYrUX TPOMHBIX TOPMOHOB rumnodusza (morenHusupyromero (JII),
(b OTUKYIOCTUMYITUPYIOIIIETO (OCI), TUPEOTPOITHOTO (TTD),
comatotpornHoro  (CTT)). WM3onupoBannas HepoctatouyHocTh  AKTID
BCTpedyaercss KpauHe penako. lIpuumael BrOpmyHOM m TpetmunHor XHH
MIPEICTABIICHBI B TAOII.

Yame Bcero Bropuunas XHH B pamkax runonuryurapu3ma BO3HUKAET
py 0OBEMHBIX MPOIIECCaxX B 00IACTH TYPEIKOTO ceyta (OmyXoyu runodusa u
pasnudHbBIe 00pa30BaHUS CEJUIIPHON M MapaceuIpHON o0jacTeit), a Takxke
00Jly4eHUU TUNOTaIaMOo-Tunodu3apHoil 00JaCTU U XUPYPTrUUYECKOU THUIIO-
(pU3IKTOMHUH.

HaubGonee uactoit mpuumaor tpermyHoit XHH sBasiercs mioutenbHOE
IIPUMEHEHUE  TOJABIIAIOIIMX 103 TIIOKOKOPTUKOWJIOB IIPU  JICYCHUU
pa3IUYHBIX CUCTEMHBIX 3a0oneBaHui. JliMTenbHas HEIOCTATOYHOCTH
cekpeuun KPI' u AKTI npuBoauT HE TONBKO K (PYHKUMOHAJIBHBIM, HO M
MOP(OJOTUYECKUM HM3MEHEHHMSIM KOPbl  HAJIOYEYHUKOB: Pa3BUBAETC
atpodusi Mmy4ykoBOM M ceryaTol 30H Kopbl. KiryboukoBas 30Ha W,
CJIE0BATENBHO, CEKPELUNS MHUHEPATOKOPTHUKOMIOB CTPAJalOT B MEHBUIEH
cTeneHu. ATpopuiecKue U3MEHEHUS KOPbl HAAMOYEYHUKOB MOTYT JOCTUTaTh
TAKOM CTEINEHHU, YTO Jnaxe jumrenbHas ctumyisiuus AKTI He mpuBomuT K
BOCCTAaHOBJICHUIO CEKPELIUU KOPTUKOCTEPOUIOB.

HanmoyeynnkoBass HEOOCTATOYHOCTh — SABJISIETCA — MApPaJOKCAIBHBIM
NOCJIEICTBUEM YCIIeMHOro JieueHus cunapoma Kymuura. XHH Bo3Hukaer y
OOJIBHBIX C KOPTUKOCTEPOMOM MOCJE OJTHOCTOPOHHEHN aApEeHaTIKTOMUU BBUILY
TOTO, YTO HENOPAXECHHbI HAANOYEYHUK 3a Bpems 3a00JeBaHUS



aTpodupyercs,

B pesynbrare mnoxaBiaeHus KPI' m AKTIT wu30mITouHO

CEKPETUPY-EMBIMU  OMYXOJIBIO  TVIFOKOKOPTHUKOMAAMH (M0  MEXaHU3MY
00paTHOM CBSI3M).
Tabnuya 2
IIpynyuHbl, nNpUBOAAIHE K Pa3BUTHI0 BTOPUYHON U TPETHYHOH
HAANOYEYHUKOBOM HEIO0CTATOYHOCTH
Bropununas XHH
(pa3pyuieHue EJ’II/I OTCYTCTBHE KIIETOK, Tpermanas XHH
(mepunut KPT')
cexkperupyromux AKTI)

[. Onyxonu cemsipHO# U mapaceuIIpHOn
obmactu (ageHOMBI THIO(dU3a,
KpaHnohapruHIuoMa, MCHUHTHUOMA,
TJIMOMa, MYKOIIEJIC)
II. Nmemus runodusza
1. ITocneponoBasi(cunapom llluxena)
2. CuctemHbie 3a0051€BaHUs (BUCOUHBIH
apTEepUUT, CEPIIOBUIHO-KICTOUHAS
aHEeMUS )
[11. KpoBousnusinue B runogus
[V. Stporennas (mocine o0ydeHus
runoguza, Xupypruueckoro
BMEIIIATEIIHCTBA)
V. CUHIPOM «ITyCTOTO» TYPEIKOTO Cealia
V1. AyTouMMyHHBIH
TUM(OLMTaAPHBIATUTIODU3UT
VI1I. BHyTpuuepennas anespuzma
BHYTPEHHEHW COHHOM apTepuu

VIII. TpoM603 KaBEpHO3HOTO CHHYCA

[X. Uadexunonnsie 3a00aeBaHus
(TyOepkynes, cudumimc, Maspus,
MEHUHTHT)

X. UnpunpTpaTUBHBIEC MOPAKEHUS
(reMoxpomaTo3, TUCTUOLHUTO3 X)

XI. MeTtabonnueckue HapyIIeHUs
(XpoHHUECKas MOYEUHAs
HEJIOCTaTOYHOCTb )

XII. UanonaTnueckue Ui TeHETUUCSCKUE
(mepocrarounas npoaykius AKTI,
cuHTe3 aHoMabHBIX hopm AKTI).

[. Pa3pymienne HOXXKH runodusa

1. CnaBneHue onyXxombro Win
AHEBPU3MOM
2. Tlocne HEHPOXUPYPTHUECKOTO
BMEILATENbCTBA
3. TpaBma
1. [TopaxxeHus runoTtangamyca WA IpyTUx
OTJIEJIOB LICHTPAJILHOM HEPBHON CUCTEMBI

1. TpaBmaTuyeckue

2. O6myuenue 00acTu runoTajgamyca

3. OnyxoneBsie (IEPBUYHBIE,

MeTacTaTH4ecKue, TuM{OMBI)

4. HepBHast aHopekcus

5. BocnanurtenbHbie (CapKOUI03,

TUCTHOITUTO3 X)

6. UndunsTpatuBHbIe (007I€3HU

OTJIOXKEHHUSI JIUITUIOB)

7. Toxcuueckue

8. AnnMenTtapHsbie (roJI01aHue,

0XKHPEHHE)

9. Unnonatuyeckue uiu TeHeTUYECKUe

(BpOXIECHHbBIE WM CEMEUHBIE)
III. inutenbHOE IPUMEHEHUE
HOJABJISIIOIINX /103 TIIIOKOKOPTUKOUIOB
0 MOBOY Pa3IUYHBIX COMAaTUYECKUX
3aboJieBaHUil

Ilo cTremeHM THKECTH, KaK TMEPBUYHYIO, TaK W BTOPUYHYIO HAAMOYCYHU-
KOBYIO HEJJOCTATOYHOCTb JIETSAT HA (POPMBI: JIETKYI0, CPEHIOI0 U TSHKETYIO.




IIo BhIpakeHHOCTH KIMHUYeCKHUX nposiBjaenud XHH nenurcs Ha siBHYI0 1
nateHTHyr0. Ha pone neuenuss XHH Bo3MoxkHO BhIENEeHNE cleayrommx (as:
JEKOMIIEHCaIUsl, CyOKOMIIEHCAIIUSI M KOMITCHCAIUSI.

5. IATOTEHE3 U KJIMHUWYECKUE MPOSIBJIEHUS
HAJIMTOYEYHUKOBO HEJOCTATOYHOCTH

5.1. HeanqHaﬂ XPOHHYIECKASA HANIMMOYCYHHUKOBasA HEAOCTATOIYHOCTb

B ocHoBe marorenesa 1-XHH nexur aOcomroTHbIN — aeduIUAT
KOpTUKOCTOpouaoB.  Hambomee  Tspkenmble  MeTaOOMWMYECKHME  CIBUTH
pa3BUBAIOTCS BCIEACTBUE Je(HUIIMTA OCHOBHOTO MHHEPATOKOPTUKOUIA -
anbAOCTEpOHA, DTOT AePUUUT MPUBOJUT K MOTEPE HATPUS U BOJBI Yepe3
MOYKU U JKEIIYJIOYHO-KHUIIEYHBbIM TpakT. Pe3ynpratom »3TOro spisercs
00€3BOKMBAaHUE  OpraHMW3Ma, THUIOTOHUA W  JKEIYJOYHO-KHUIIICUHbIC
paccTpoiictBa. B TskenbIX  cilydasX, IpU  PasBUTUM  BBIPAXXEHHOU
TUTIOHATPUEMUM W TUMNOOCMOJISIPHOCTH,  MPOUCXOJUT  HAPYUICHHE
TPaHCMEMOPAHHOTO TOMEOCTa3a, C TMOCJIEAYIOIUM pPAa3BUTUEM KIIETOUYHOM
nerunpatainuu. Hambosee Tsokenble B ATOM IJIaHE U3MEHEHUS! Pa3BUBAIOTCS CO
CTOPOHBI ~ IEHTPAJbHbI HEPBHOM CHUCTEMBI, KOTOPBIE MPOSBIISIOTCS
IIPOTPECCUPYIONICH TIOTepe CO3HAaHHWS, KOMOW U THOEIbI0 OOJIBHOTO.
[TapaiutennbHO ¢ moTEpEN HATPUS U BOJBL, IPOUCXOAUT 3aJEPHKKa B OPraHU3ME
kanus. B Hanbonee siBHOM (hopme, rUniepKaTueMus MPOSBISETCS HAPYIICHUEM
paboTHI cep/a M TUIepKaTueMudeckon Muokapanoauctpodueit. [lockompky
HEKOTOPOM MHHEPAJTOKOPTUKOUTHOM AKTUBHOCTBIO 00NalaeT U KOpPTHU30J,
MAaTOT€HE3 NEPEUNCIECHHBIX HAPYIIEHUH OTYACTH CBA3aH U C €ro JAePUIUTOM
(cm. puc. 4).

Jleduut KopTU307a - OCHOBHOTO aJIalITOT€HHOT0 TOPMOHA Y€JI0BEUYECKOTO
OpraHu3ma NPUBOJUT K CHIXKEHUIO CONPOTHUBIISIEMOCTH K PAa3JIMYHBIM 3HJIO- U
AK30TEHHBIM CTpeccopam, Ha (oHE KOTOPHIX (dare Bcero Ha ¢hoHe MHEKITHI)
n npoucxomut aexkomneHcamus HH. IlpuHnunuansHOe 3HA4YEHUE HMEET
BBIMIaJICHUE  Takol  (QYHKIMU  KOPTHU30JIa, KaK €ro  CTUMYJISLHUS
[JIFIOKOHEOTEHE3a M TJIMKOIEHOJNM3a B IIEYEHU, a TAKKE IEPMUCCHUBHBIC
3¢ dexThl KOPTH30J1a B OTHOIIEHUU TUPEOUTHBIX TOPMOHOB M KaT€XOJIAMUHOB.

Kimnanueckass xaptuHa 1 -XHH, kak ykassiBasmoch, ObLia JTOCTATOYHO
IIOJTHO M KPacoO4YHO omucaHa camuM TomacoM ApaucoHoM. B aToMm miaHe 3a
nocineaare 150 et K 3TOMY ONKMCAHUIO MOSIBUIKUCH JUIIb HE3HAYUTEIbHbBIC
nonoiaHeHus. bone3nb AnancoHa, Kak NpaBuiio, MaHU(eCTUPYET B BO3pacTe
Mexay 20 u 50 ronamu. B Hacrosiee Bpems, 3a00jieBaHHE JOCTOBEPHO Yallle
BCTpeYaeTcs Yy OSKEHIIMH, 4YTO CBsA3bIBalOT ¢ npeoOmananuem 1-XHH
ayTOMMMYHHOTO TeHe3a. boyie3Hplo AnaucoHa TyOEpKyJIe3HOW STHOJIOTHH
MY>KUYMHBI M OSKEHIIMHBI OOJICIOT OJMHAaKoBO uacto. K Kiaccumyeckum
cumrnromam 1-XHH oTtHOcsTCS:

1. T'unepnurMeHTanus KOXHU U CIU3UCTHIX 000104YEK
2. Iloxynanue



3. OO6mas c1abocTh, aCTEHUS ACTPECCUS
4. AprepualibHas TUMOTEH3US

5. Jlucnencuyeckue paccTporcTBa (pa3iuThie 00U B KMBOTE, TOIIHOTA,
pBOTa, AHOPEKCHUS, TIOHOCHI, 3aI10PHI)

6. IlpuctpacTue K CoJICHOH THUIIIE
7. IlpucTynbl THIOTIMKEMUU
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Puc. 4. Cxema nmarorenesa IMCPBUYIHOI'O TMIIOKOPTHUIIU3MA.

['uneprnurMeHTanus KOXHM M CJIM3UCTBIX — Haumboliee W3BECTHBIN U
TUMUYHBIA CUMIITOM 00JIe3HU AJJIMCOHA, KOTOPBIN MaTOr€HETUYECKH CBSI3aH C
teM, yto npu 1-XHH wumeercs runepcekpeuuss He Toiibko AKTI, HO ero



NpeamecTBeHHnKa — npoonvoMenaHokoptua (IIOMK), u3 koroporo
nomuMo AKTI B u30bITKE 00pa3yeTcsi METaHOIUTCTUMYTHPYIONTUN TOPMOH.

Bripak€eHHOCTb THUINEPIUTMEHTAIMA COOTBETCTBYET TSKECTH U JIABHOCTH
mpouecca. B Hawame TEMHEIOT OTKpBITBIE 4YacTH Teja, Hauboliee
NOJABEPKEHHBIE ACHUCTBUIO COJHIA: JIULO, LIEsI, PYKH, a TAKXKE MECTA, KOTOPbIE
U B HOpME OoJjie€ CHUJIIbHO NMUTMEHTUPOBAHHBI: COCKH, MOIIIOHKA, HapYyKHBIC
NOJIOBbIE ~ OpraHbl.  bBOJNIbIIYIO  JUArHOCTUYECKYIO  LIEHHOCTh  HMMEET
TUTIEPIIUTMEHTAIMSI MECT TPEHHS W BHIUMBIX CIHU3UCTHIX. XapaKTepHa
TUNIEPIUTMEHTALMS  JIQJOHHBIX  JIMHUM, KOTOpPbIE  BBIIEISAIOTCS  Ha
OTHOCUTEJIBHO CBETIOM (POHE OKPY>KaIOIIEH KOXKH, TIOTEMHEHHUE MECT TPEHUs
OJICKJIOM, BOPOTHUKOM, MOSICOM. OTTEHOK KOXH MOXKET BapbUpPOBaTh OT
IBIMYATOTO, OpOH30BOTO (OpOH30Basi 00J€3HB), IIBETA 3arapa, rps3HON KOXH,
BIUIOTh JI0 BBIpaXeHHOW nud@y3HON runepnurMentanuu. JloctaTrouHo
cnenupuUyHa, HO HE BCEr/la BhIPAXKEHA THIEPIUTMEHTAIMs CIU3UCTOM TYO,
JIeCeH, IIEeK, MSTKOTO W TBepAoro Heba. bomblryro auarHOCTUYECKYIO
IIEHHOCTh OHA MPUOOPETAET MPHU BBHIPAKEHHOM HAIIMOHAIBLHON WM PAcCOBOM
MUTMEHTALNH.

XoTs oTCyTCTBUE MenaHoAepmuu (OecnurmMmeHTHas ¢Gopma), 0COOCHHO MpHU
OTCYTCTBUU JIPYTUX CHUMITOMOB M XapaKTEPHBIX JAO0OPATOPHBIX aHHBIX,
ABJISIETCSI JIOCTaTOYHO CEPbE3HBIM JOBOJOM NPOTUB JIMarHo3a OOJIEe3HH
AJlTMCOHA, B JIMTEPATYpPE UMEETCS OOJIBIIOE YUCIIO OMUCAHUNM TaKUX CITy4acB
(mo 5-8%). Ilpu oOHapyxeHUM Yy TaAlUEHTa MEJIAHOJEPMHUHU, HEOOXOIUM
AKTUBHBIA TIOMCK JPYTUX KIMHUYECKUX U JIa0OpaTOPHBIX MPU3HAKOB
TUITOKOPTHUIM3MA.

B npouecce nedyeHuss OOJbHBIX 1O HM3MEHEHHIO HWHTEHCHUBHOCTHU
MUTMEHTAMM MOXXHO COCTaBUTh IpyOoe€ mpeacTaBieHue o0 aJeKBaTHOCTU
3aMECTUTENIbHONW TEpanuu KOPTUKOCTEPOMJAMHU: KOXKA HAYMHAET CBETJIETh
OpUMEPHO Yepe3 HeNEI0 OT Havalla JeUYeHUsI U TEMHEET NP JeKOMIIEHCAIUU.
BaxkHO MOMHHTB, YTO MENAHOAEPMHS KaK OTIEIbHO B3SThI CHMITOM
BCTpPEYAETCS MPU MHOTUX COCTOSIHUSIX.

Ha ¢one runepmurmMentaniuum y OOJBHBIX YacTO OOHAPYKUBAIOTCS
OecUrMeHTHbIE TIATHA (BUTWIWTO). Pasmep ux komnediiercs OT METKUX, eBa
3aMETHBIX, 10 KPYIHBIX C HEMPABWIbHBIMU KOHTYPAaMH, SIPKO BBIICISIOIINXCS
Ha oOmeM TemHOM ¢oHe. Kakoi-mnb6o wu3m00JeHHOW JIOKAIM3AlUA Y
BUTWIUTO HeT. (Cuuraercs, YTO TOSBICHHE BUTUIUIO XapaKTEpHO
UCKJIIOYUTEIBHO JUIsi TIEPBUYHOM  HAJMOYEYHUKOBOM HEAOCTATOYHOCTHU
ayTOMMMYHHOT'O T'€HE3a,

[Toxynenne Tunnunbi cumnrom 1 -XHH; nporpeccupyroniee yBernueHue
BeCa MAlMEHTa HAa MNPOTSHKEHUU NPEAIOoaraéMoro aHaMHe3a MPaKTUYECKU
uckioyaer auaruos. [loreps Beca, Kak MpaBUIIO, 3HAYUTEIbHAS -JOCTUTAET 5
—20 kr. OO1as 1 MblillleyHas cJiadoCTh B Havalie 3a00JieBaHUSI MOXKET ObITh
BBIp@XEHA YMEPEHHO (CHMXKEHHE pabOTOCIOCOOHOCTH) M JIOCTHTaeT
3HAUYUTENBHBIX CTEMEeHEH Tpu JAEKOMIIEHCAlMu (BIUIOTH 10 aJAWHAMUH),
Xapakrepueim cumntomom 1-XHH sBmsercs neuxmueckas nenpeccus. Kak
paBUiI0, OOJIbHBIC MOJIABJICHBI, BSIJIbI, HE AMOIMOHAIBHBI, Pa3IPaKUTEIbHBI,
y TIOJIOBUHBI U3 HUX JUATHOCTUPYIOTCS SIBHBIC JIETIPECCUBHBIE PACCTPOMCTRA,
Kapnunansnsiii cumntom 1 -XHH - aprepuanbsHas runotensus. BeipakenHas
CUCTOJIMYECKass U JUACTOJIMYECKas TUIEPTEH3Us, B OOJIBIIMHCTBE CIy4aes,
MO3BOJISIET  MCKJIIOYUTh  JWArHo3. TOoW WM HWHOM  BBIPAXKEHHOCTH



JUCIIETICUYECKHAE PACCTPOMCTBA MMEIOTCA IMPAKTUYECKH Bcernaa. Yame 3To
IUIOXOM amnmMeTUuT U TOIIHOTA, MEPUOANYECKH BO3HUKAIOIIUE Pa3IuThie 00U B
KUBOTE, PEXKE — PBOTA, PACCTPOMCTBO CTyJia. XApAKTEPHBIM CUMIITOM 1-
XHHnaroreneTnueckn CBSI3aHHBIA C BBIPAXECHHOM MOTEpEd HATpus -
NpUCTpacTUEe K CoJeHoW nuiie. B  psae cioyyaeB Mbl  HaOIHOJaIH
ynotpeOjeHre MalMeHTaMu COJM B YHMCTOM BHJIE.TEM HE MEHEe, MHOTHE
MAlMEHThl ATOM >KaloObl BOOOIIE HE MPEABSBISUIA. | UIOTIMKEMUYECKUE
npuctynsl — penkui cumnTom 1-XHH, game onn Bo3Hmkarot nipu 2-HH, B
CBSI3U C HE3HAYUTEIBbHON BBIPAKEHHOCTHIO APYTUX CUMIITOMOB.

Yame Bcero 00Jie3Hb HAUMHAET MPOSBIATHCS JIETKOM YyTOMIISIEMOCTBIO,
acteHueil. Ha mocTeneHHOe MOTEMHEHHUE KOXHBIX MOKPOBOB CaMH OOJIbHbBIE
BHUMAaHUS, Kak MpPaBWIO, HE OOpallarT, >KATyHTCS Ha TOJOBHBIE OO0NH,
IUIOXOM AamnmeTuT, TEpPSAT B Bece. TuUNWYHAsg KIMHUYECKas KapTUHA
(opMupyeTcsi NOCTENEHHO, HO Yallle Ha KaKOM-TO JTare MPOUCXOIUT pe3Kas
nekomnencauus. B 25% cnydaeB 1-XHH nuarnoctupyercs, Korga HauyueHT
HaXOIUTCS B KPUTHUYECKOM HJIM KOMAaTO3HOM cOCTOsSHUH. DakTropamu
JEKOMIIEHCAllUM Yallle BCEr0 OKa3bIBAIOTCS NPOCTYIHbIE U JIIOObIE JIpyrue
UH(QEKIIMOHHBIE  3a00JIeBaHUs, OJKCTpakius 3y0a, TSOKENbId  CTpecc,
OoepemenHocTs. Ilpu napyrom Oonee peaxkoM BapuaHTE [0 BO3AECUCTBUSA
T000T0 U3 MEPEUUCICHHBIX (HAaKTOPOB OOJBHBIE CUUTAIOT CEOSl MPAKTUUYECKU
3JI0pOBBIMH, 3a00JIEBAIOT OCTPO, CUMIITOMAaTHKa TajoNupyeT U HArlOMUHAET
OCTPYIO HAJIIOYEYHMKOBYIO HEJOCTATOYHOCTh, TOJBKO pacTsIHyTa Ha
HECKOJIBKO MECSLIEB.

Ba)XxHO OTMETUTH, YTO HM OJUH W3 OTIEIBHO B3ATHIX MEPEUYHUCICHHBIX
cumntomoB 1-XHH He sBnsgerca cnenu(UyYHBIM JUIsl 3TOro 3a00seBaHUS.
3Haue-HUE UMEET JIMILb COYETAHUE TUX CUMIITOMOB.

B knuHuueckoit kaptuHe y OonbHbIx C  AIIC-2, kak mpaBuio,
npeBanupytor nposisieHus 1-XHH. ['mnepnurMeHTanuss opu 3TOM MOXKET
ObITh BhIpaXkeHa ciabo, ocobeHHo npu coueranuun 1-XHH wu runorupeosa.
TunuyHol OIMMOKON SIBISIETCS MHTEPHpETalrs YMEPEHHOrO TMOBBIIIEHUS
ypoBHsi III" B ¢aze nexommnencamuu 1-XHH kak mposiBieHHs] MEPBUYHOTO
runotupeosa. Takoe mnosbilieHHEe YpoBHs [II' cBsi3bIBa€TCS € BBINAJACHUEM
cnaboro HMHrUOUPYIOIIET0 BO3JAEHCTBUA KOpTH30Jia Ha cekpenuto [II7
aneHorunopuzoM. TecT HEOOXOAMMO TOBTOPUTH MOCHE JOCTUKEHMS
komneHcauuun 1 -XHH, pomoaHuB  ero  uccinegoBaHHEM — YPOBHS
AHTUTUPEOUIHBIX aHTUTEeN W Y3W MUTOBUIAHOM Kene3bl. TUIMHUYHBIMU
npusHakamu pazButus 1-XHH Ha done caxapHoro nuabera 1 tuna siBisieTcs
CHIDKEHHE HEOoOXOIUMOM JUIsl MalMeHTa J03bl MHCYJIMHA U CKIOHHOCTh K
TUIIOTJIMKEMHUSM, COYETAIOLINECs], HE CMOTPSl Ha, Ka3zajoch Obl, Oojee JIerkoe
TeUYeHHWEe auabeTra, C MOXYyJaHHWEM, JUCHENCHYECKUMU PacCTpPOHCTBaMH,
runotonuen (cm. t1admn.3).

5.2. CoBpemeHHBI MaTOMOP()O3 NEPBUYHOIO ITMIIOKOPTHIIU3MA

3a mocienaHue JECATUIIETHS MOSBWIMCH HOBBIE JAHHBIE O KIMHUYECKOU
kaptuHe 1-XHH n naTonornyecknx n3MEHEHUsIX CUCTEM M OPTaHOB IIPH ATOM
3a0osieBaHuU. BO MHOTOM 3TO CBSI3aHO C yBEJIMYEHHEM MPOJOJKUTEIBHOCTH
U3HU OOJBHBIX OJyilarojapss BO3MOXKHOCTSM COBPEMEHHOH 3aMECTUTENbHOU
Tepanuu.



Haubonee BaxusiM matromopdoszom 1-XHH B Hacrosiiee Bpems ciemyeT
Npu3HaTh  yBenudeHue  pacnpoctpaHeHHoctu 1-XHH B pamkax
AyTOMMMYHHBIX  IOJMUIJIAHAYJISPHBIX ~ CHHIAPOMOB, /JIpyrMM  BaKHBIM
dakTOpoM, KOTOpPBIH MOMET CYIIECTBEHHHIM 00pa3oM  JOMOJHUTH
KIMHM4ecKkyro  kaprtuny | -XHH  sBusercs  OTKpbITHE  pOJH
aJipeHONEHKOAUCTPO(DUN B ITHOJIOTHUECKON CTPYKType 3a00IeBaHUsI.

Tabnuya 3
Kiunnyeckue CHMIITOMBI ¥ JIA0OPATOPHbIE CIBUTH HA MOMEHT
MaHU(pecTANUU XPOHUYECKON HAANOYEYHUKOBON HEA0CTATOUYHOCTH

CuMITOMBI ¥ TaOOpaTOPHBIE Yacrora BbISIBICHUS
CIABUTHU (%)
Kanobwr
CnabocCTh, yTOMJIIEMOCTh 100
AHoOpekcust 100
["acTponHTECTHHAJIbHAS] CAMOITOMATHKA 92
TomHoTa 86
PBota 75
3anopsl 33
bosn B xuBOTE 31
Hunapes 16
[Ipuctpactue K COJICHOMY 16
ITocTypasibHOE TOJIOBOKPYKEHUE 12
boJii B MBIIIIIAX U CycTaBax 6-13
CuMITOMBI
[loxynanue 100
['unepnurMeHTanus 94
AprepuanbHas TMIoTEeH3Us 88-94
(cucronmueckoe AJl <110 mmH )
Butunuro 10-20
KayibIIuHATHI B YIIHBIX PaKOBUHAX 5
JlaGopatopHble JaHHBIE
DIEKTPOIUTHBIE HAPYIICHUS 92
['mnonarpuemus 88
['mnepkanuemus 64
[M'unepkanbiueMust 6
A3zoTemusi 55
Anemust 40
Do3uHobuIus 17

Emte omna BakHas 0COOEHHOCTh COBPEMEHHOM KIMHUYECKON KapTHUHBI
1-XHH, coctour B TOM, uTO cerogHsmuue mnamueHtel ¢ 1-XHH Ha



MPOTSHKEHUA MHOTHX JECSATUIIETHN MOJIyYarOT 3aMECTUTENbHYIO Tepanui 1-
XHH, xotopas ¢ OJHOW CTOPOHBI — >KMU3HEHHO HEO0XO0aMMa, a C JAPYrou
MOXET MMETh XapaKTepHbIC IJii HEE OTJaJeHHbIC MOCJIEACTBUS, HauboJsee
CEPBE3HBIM U3 KOTOPBIX SABJISETCS CUHIPOM OCTEONEHUH.

Ha ¢done mnutenbHO# 3aMECTHUTENBHON Tepanmuu KOPTUKOCTEPOUIAMU
NAlMEHTBl HE PENKO JOXKUBAKOT JI0 «BO3PACTHOM»  apTEepUAIIbHOU
TUMEPTeH3UH,  KOTOpas  MOXET  MOTpeOoBaTh  M3MEHEHUS  CXEMBbI
3aMECTUTEIbHOW TEpanuu WM JaXe CHEHHAIbHOM MEIUKAMEHTO3HOU
KOPPEKIIHH.

5.3. Oco0eHHOCTH KINHUYECKOI KAPTUHBI BTOPUYHOTOTHIIOKOPTHIIM3MA

BaxueitimuMm natorenerndueckum otinuuem 2-HH sBnsiercst oTcyTcTBUE
npu Hed nedunmra anprocrepona. Jebuuur AKTI, B gaHHOM ciyyae,
MPUBOJUT K HEAOCTATOYHOCTH KOPTH30JIa U aHAPOT€HOB, HO HE 3aTParuBacT
MPAKTUYECKA HE3aBUCUMYIO OT aJCHOTHNO(DHU3apHBIX BIUSHUN MPOTYKIIUIO
aJIpJOCTEPOHA, CEKpEUHs] KOTOPOTrO PETYJHPYETCS CUCTEMOM PEHUH-
aHTOTCH3UH-HaTpuii-kanuid. B aToit cBsa3u, cumnromaruka 2-HH Oyner
noctatroyHo OenHod. He OyayT BbIpakeHbI TaKHe CHUMIITOMBI, Kak
apTepualbHas TUIIOTCH3UsI, JUCIEIICUYECKUE PACCTPOMCTBA, IMPUCTPACTHE K
conenor nuuie. [IpuHuunuaneaeiM K1uHH4YeckuM otianunem 2-HH sBnsgercs
OTCYTCTBUE THIEPHIUIMEHTAUUH KOXHM M CIM3UCThIX. Ha mepBbli 1miaH B
kuHuYeckoil kaptuHe 2-HH BricTymaroT obmias ciabocTh, MOXyaaHue, Pexe
TUNOTJIMKEMUYECKUe  3mu30bl.  OOseryaer  JAMArHOCTUKY — HaJIU4YME
QHAMHECTUYECKUM WM KIMHUYECKUX JIAHHBIX O TUMO(U3apHON MaTOJIOTHH,
orepanusax Ha Tunoduse, TUTETHHOM NMPpUEeMe KOPTUKOCTEPOUIOB.

5.4. OcTpblii TNNIOKOPTHIIU3M

Octpass  HaanmodeuHukoBasi HemoctaroyHocTh (OHH)-yprenTHbIN
KJIMHUYECKUW CUHIPOM, OOYCIIOBJICHHBI BHE3AIHBIM W/WJIW 3HAYUTEIbHBIM
CHWKEHHEM (YHKIIMOHAJIBHBIX PE3ePBOB KOPHI HAAMOUYeYHUKOB. Hambosee
yacteiMu puuriHamMu OHH sisiroTest:

1. Hexommnencanus paznuaabix Gopm XHH
2. CHHIPOM OTMEHBI TJIFOKOKOPTUKOUIOB
3. [lepBuuHO-OCTpas (ocTpeiiiiias) HAAMOYEYHUKOBASI HEIOCTATOYHOCTD:

a) /IBycTopoHHEEe KPOBOM3IUSIHUE B HAATIOYECYHUKU

0) AnpeHaIdKTOMUS
4. Octpast runoduszapHas HeTOCTATOYHOCTh
5. JlekoMmrieHcalus BpOXKJIEHHONM JIUCOYHKIUMU KOpPbI HAJMOYEUYHUKOB.
Haubonee  4yactoi  NPUYMHOM  OCTPOrOTrMIOKOPTULIM3MA  SIBISIETCS
JEKOMIIEHCAIlUsg WM ocTpas MaHudecramus xponuwdeckux ¢opm 1-HH,
ATHOJIOTHS KOTOpPOH pa3oOpana Bbllie. TakuM 00pa3oM, MPAaKTUYECKH BCerna
OyJeT onpenensThCsl BhIpAKEHHAs] CUMITOMATHKa, XapakrepHas s 1-XHH.
Pexxe peub uaer o remopparudueckoM MH(papKTe HAJMOYEUYHHUKOB, B OCHOBE
naTorese3a Koroporo Jexut J[BC-cHHIpOM HpH CENTUYECKHUX COCTOSTHUSAX



(cungpom Yotepxayca-OpuiepukceHa) M pas3iIMYHbIX Koarylomnatusx. B
CBSI3M C IIMPOKUM KIMHUYECKUM HCIOJIb30BAHUEM TIIFOKOKOPTUKOHUIOB
JIOCTATOYHO YacTO OCTpasi HAANMOYEUHUKOBAsA HEJIOCTATOUYHOCTh PA3BUBACTCS B
paMKax  TSDKEJIoro  cuHapoma  OTMeHbl, [lo  marorenesy  ocrtpas
HAJIMOYEYHUKOBAsT HEJOCTATOUYHOCThIpHU cuHApoMe oTMeHbl ['K Onuska k
OCTpoil rumno¢u3apHON HEAOCTATOYHOCTH, B mepBOM cilydyae aJieKBaTHBIM
ctpeccopHomy (aktopy BeiOpoc AKTIT He mnpoucxomutr BcelieaCTBUE
JUTUTEIIBHOTO MEMKAMEHTO3HOTO MOJAABICHUS €r0 CEKPELMH, BO BTOPOM — B
pe3yJibTaTe OPraHuYeCKOro MopaKeHus runodusa.

Benymum nposBienuem mo6oit dopmsl OHH siBisieTcst kputndeckas
LHUPKYJSATOPHAsE HEJOCTATOYHOCTh BCJIEACTBUE JACHCTBHS HAa OPraHU3M
BCEBO3MOKHBIX CTPECCOPHBIX (HaKTOpOB Ha (hOHE OTCYTCTBUS AJaNTUBHBIX
s dexToB KopTHKOCTEpOUIOB. B ciiyyae npeacymectByromieit 1-XHH, koraa
yK€ 3amylieHbl €€ MAaTOT€HETHYECKUE 3BEHbs, ATOT (AKTOpP MOXKET OBIThH
BECbMa HE3HAYUTENIbHBIM — pEClUpaTopHas WHPEKIHUS B YCIOBHUAX
COXpaHEHHUS JIUIIb MUHUMAJIbHOMN O AEP KUBAIOIICH J103bI
koptukocrepousioB. IIpy OHH onumcaHo O0CTaTOYHO MHOTO Pa3iWYHBIX
BAPUAHTOB HAPYIICHUN T€MOJMHAMUKHU, B YACTHOCTHA KaK TMIIOBOJIEMUYECKUN
(CHUXKEHUE TpeaHarpy3ku UM COKpPAaTUTEIbHOW aKTUBHOCTM MHOKapja B
COUETAaHWUU C TMOBBIIIEHHEM CHUCTEMHOW BEHO3HOW PE3UCTEHTHOCTH), TaK U
TUNEPIMHAMUYECKU TIOK (BBICOKMH CEpACYHBI BBIOPOC M CHUKCHUE
nepudeprueckoil  COCyIUCTONM PE3UCTEHTHOCTH), KOTOPBIM aHaJOrMYEH
CENTUYECKOMY IIOKY.

BreinenstoT Tpu ocHoBHBIC KimnHUYeckue ¢hopmb OHH.

1. Cepoeuno-cocyoucmasi. B naHHOM cllydae, JOMUHHUPYIOT SIBJICHUS
KOJUIAIICA U OCTPOU CEPACUYHO-COCYAUCTON HETOCTATOUYHOCTH.
2. Tacmpounmecmunanvuas. JOMUHUPYIOT TUCTIETICHYECKUE CUMIITOMBI:

BBIPOXKEHHAsI PBOTA, MOHOC. DTy (hopmy Heobxoammo muddepeHInpoBaTh C
MUTIEBEIMUTOKCUKOMH(DEKITUSMH.
3. Ilepeopanvnas ¢gopma (MeHuro-sHedanmutndeckas). IlanmueHTs B
IPOCTpaIK, HEPEJIKO JIETUPUO3HOM COCTOSTHUH, BhIpAXKEHA HEBPOJIOTUYECKas
CUMIITOMATHKA.

Kak mpaBuio, UMeeT MECTO COYETaHHE BCEX TPEX TPYII CHMIITOMOB
TOW WIA WHOM BbIpaxkeHHOCTH. JluarHo3 ocrpor HH, kak mpasuio,
O0asupyercs TMNPEUMYIIECTBEHHO Ha JaHHBIX KIWHUYECKONW KapTUHBI,
OTIPEICIICHHOE 3HAYCHUE OTBOJUTCS BBISBICHUIO XapaKTEPHOTO HAPYIICHUS
YPOBHS AJIEKTPOJIUTOB C TIOMOINBIO IKCTpecc METoI0B, [lo TedeHnto ocTpyro
HAJINMOYEYHUKOBYIO HEJIOCTATOYHOCTH II€JIeCO00pa3HO MOAPA3ACIUTh Ha JBE
bopMmBI:
1. TlepBuuHo-ocTpas (OcTpeiiinas) HaAMOYCYHUKOBASI HEJTOCTATOYHOCTh
2. JlekoMmeHcaiusi XpOHHYECKOW HaIMOYEYHUKOBOW HEJJOCTATOYHOCTH.



B nepBom ciiyyae KiIuMHHUYECKass KapTHHA Pa3BEPTHIBACTCS JIOCTATOYHO
BHE3AITHO, MHOTJIa 0€3 KaKuX-JIM00 MPOIPOMAIIbHBIX SIBICHUM, TTO3BOJISIOITUX
3amoJ03pUTh  HAJMOYECYHUKOBYKD  HEAOCTATOYHOCTh. Takas  cuTyanus
XapakTepHa JJIi JBYCTOPOHHETO KPOBOWU3JIMUSIHUS B  HAJAIMOYECUHHKHU
pa3IMYHOTO  TE€HEe3a, PeXke Uil TSHKEJIOr0  CHUHAPOMA  OTMEHBI
TJIIOKOKOPTUKOMIOB U TMPU OTCYTCTBUU KAKUX-TMOO aHAMHECTHUYECKHX
JAHHBIX YacTO MOJXKET paCUEHUBATbCA KAaK OCTpas UUPKYJIATOpHas
HEJIOCTATOYHOCTh  (COCYIMCTBIM  KOJUIANC). 3HAUUTEIIBHO PEXe  Tak
MaHu(pecTupyeT 00Je3Hb Anaucona (MOJTHUEHOCHAas dopma),
UCKIIIOUUTEIBPHO  PEIKO  I[EeHTpajbHbie  (GOpMBI  HAJMOYEUYHUKOBOU
HEJIOCTAaTOYHOCTH.

OHH, saBuBmascsa pesyapraToM pAekomneHcaumu 1-XHH game
pa3BHUBAETCS MEJIEHHO, B TEUCHHE HECKOJBKUX JTHEH, HENENb. 3a 3TO BpPEMs
IIOMHMO  CEpPACYHO-COCYAMCTOM  YCHEBAET  Pa3BUTBCSA  XapaKTepHasd
KEITYIOYHO- KHUIIEYHass M HEPBHO-NICUXUYECKass CHUMIOTOMATUKa, 4YTO
3HAUYMUTENILHO oOOJierdyaeT JauarHocTuky. Tak ausa  Ooje3Hu AdIuMcOHA
XapaKTepHO MOCTENEHHOE Ha MPOTSXKEHUU HENENH, a TO U 0oyiee YCUIICHHE
MUTMEHTAIIMU KOXHBIX IMOKPOBOB, YCHJIGHHE OONIeH crabocT, moTeps
amnreTuTa, TOIIHOTA, Y4Jallalwllascs pBOTa, 00JUM B KUBOTE, MOCTENEHHO
pa3BUBAETCS aJMHAMMS, BBIpAKEHHAs NEMPEccusi, MpocTpaius U OOJbHON
BIIAJIa€T BKOMY T@pU SBICHUSX HApacTalllell CeplIeYHO-COCYIUCTON
HEJIOCTAaTOYHOCTH. JIMxopaaka HeXapakTepHa - BCTPEYACTCS TOJIBKO IpH
COMYTCTBYIOIIEH MHPEKITUU WU TIPU BEIPAXKEHHOM 00€3BOKUBAHUMU.

6. /lmarnocTuka HaANMOYEYHUKOBOM HEOCTATOUYHOCTH

Kak ykazpiBamocy B omnpenenenuu, 1-XHH sBnsercs kimHU4YecKuM
CHHJIPOMOM, Pa3BUBAIOIIMMCS TIPU JCCTPYKTHBHBIX HIPOIECCAX B KOPE
HAJIMOYECYHUKOB PA3JIMYHOW 3THOJIOTUM. JlMarHOCTUYECKUM TOMCK mnpu 1 -
XHH Bxnroyaer ciaeayronme sTamnsl:

1. Knunuyeckass nuarHocTuka (Ha OCHOBaHUM JAHHBIX KIMHUYECKOU
KapTUHBI BbICKa3bIBAETCS Mpeanoioxkenue o Hanuuuu 1 -XHH);

2. JlabopaTopHO€ TMOATBEPKICHUE CHUHIPOMA THIOKOPTUIM3Ma (Ha
ATOM 3Tane, NpU MOMOUIM TOPMOHAJIBHBIX MCCIIEIOBAHUN, O0BEM KOTOPBIX
OMpENEIAeTCS] KOHKPETHOW KIMHUYECKON CUTyaluen, HeoOXOoauMO J10Ka3aTh
WIK OTBEPTHYTH HAJIU4KE JIe(UIIMTa KOPTUKOCTEPOUIOB);

3. DTuonoruyeckas AMArHOCTUKA, KOTOpas MOJIpa3yMEBAeT BBISICHEHHE
MIPUYUHBI, IPUBEIICH K TECTPYKIUHU KOPbI HAIMOYECYHUKA.

OTXO0XIOEHHE OT YKAa3aHHOIO ajroputMa HE pPEAKO MPUBOJIUT K
JTUATHOCTUYECKUM  OMMOKaM  WIM  TMPOBEACHUIO  OOJBIIOT0  YHCia
HE0OOCHOBAHHBIX UCCIICTOBAHHM.

6.1. Hecneuugpuueckue nabopamopnuie cosuzu

B kpoBM npy XpOHUYECKOW HAMOYEYHUKOBOW HEJOCTATOYHOCTH YacTO
BBIBJSIETCSI HOPMOXPOMHAsl WJIM TUIOXPOMHAs aHEMUs, yMEpeHHas



JEHKONCHUS, OTHOCUTEIbHBIN TUM(OIUTO3 U 303uHOGUINA. Y cKkopenue COD
OTMEYAeTCs  JIUIIb  NPU  HAIWYUKM  COMYTCTBYIONIETO  AKTHUBHOIO
BOCIIAJIUTEILHOTO MpoIiecca.

XapaKTepHBIM SIBISICTCS MOBBIIICHUE YPOBHS KaJlusl U KpPEaTUHHHA MPU
CHW)KCHHHM YPOBHSI HATpUsi B CHIBOPOTKE KPOBH, YTO OTPaAXaeT BIIHUSHUE
KOPTHUKOCTEPOUZOB Ha (QYHKIMIO TMOYEK M M3MEHEHHE COAepKaHUs
ANEKTPOJIMTOB BO BHEKJIETOYHOM M BHYTPUKIETOYHOM IPOCTPAHCTBE.
Henmocratok TIIOKO- W MUHEPAJIOKOPTUKOUIOB  SBJISIETCS  HPUYUMHOU
M30BITOYHOTO BBIJICJICHUS HATPUSI C MOYOU, U YPOBEHDb €0 B KPOBU CHUKAETCS
n0 110 Mmonb/n, xnopuaoB - Hke 98.4 MMOJB/J, a KOHIEHTpAIUs Kaus
YBEJIMYMBACTCS BBIIIE 5 MMOJIB/II.

Kak yxe ynomuHanoch panee, mina OonbHbix ¢ XHH xapakrtepnHo
HU3KOE COJIepKaHMEe TIIFOKO3bl B KPOBU HATOINAK M IUIOCKAs caXxapHasl KpuBas
BO BpeMsI IPOBEACHUS TNIFOKO30TOJIEPAHTHOIO TECTA.

Y 10-20% OonbHBIX pa3BUBaeTCA JierKas WIA  yMEpEeHHas
TUNIEPKAJIbIIMEMUS, TPUYMHA KOTOPON OcTaeTcsl HesicHOU. [ urnepkaibIiiueMust
COUYETAETCS C TUNEPKAIBLIMYPUEH, JKAXKIOH, MOJUYpPUEH U TUIIOCTEHYPHUEH.
AOGcopO1ys KanbIis B KUIIEYHUKE M €T0 BBIXOJ U3 KOCTEH YBEIIMYHUBAIOTCS.
Hopmanuzamust kanbiueBoro oOMeHa MPOUCXOIUT TMPU  aJIeKBATHOM
3aMECTUTENbHON TE€paInH.

6.2. I'opmonanvHule ucciedosanus

Tectom mepBOro ypoBHS B  JUArHOCTHKE  HAJMOYECYHUKOBOM
HEJIOCTATOYHOCTH SIBJISICTCSI OMpPENIeTIEHUE CYTOYHOM SKCKPEIMU CBOOOJIHOTO
KOpTH30ja ¢ Mouoi. Takue ucciaenoBaHus Kak ompejereHue dKckpenuu 17-
okcukoptukoctpeonno (17-0KC), 11-okcuxoptrkocteponso (1 1 -OKC) u
17-keTocTeponioB (17-KC) CUUTAIOTCS yCTapeBIINMH,
MaJoMH()OPMATUBHBIMU W HE JIOJKHBI UCIIOJIB30BAThCS HU JJISI TUATHOCTUKU
HH, Hu B KIMHUYECKON MEIUIIMHE B I[CJIOM.

B nacTosiiiee BpeMst BaxKHOE 3HAUEHHUE U PACHPOCTPAHEHHOCTh MOy
METOJI OTpeJIeJICHUsI B CYyTOYHOM MOYe CBOOOJHOTO KOPTHU30Jia C TOMOUIBIO
PaIMOMMMYHOJIOTUYECKOTO aHanu3a (PUA) U UCIIOJIb30BAHUEM
BBICOKOCTICIIU()MUECKUX AHTHUTEIN, KOTOPbIE CBSA3BIBAIOTCS HCKIIOUUTEIBHO C
D-konblioM KOpPTH307a. DTOT METOJ MCKIIOYAET MEPEKPECTHYIO PEAKIUIO C
JIPYTUMU CTEpOUJIaMU. DKCKPEIHsi CBOOOIHOTO KOPTH30J1a BIOJHE aJIEKBATHO
oTpaxaeT (YHKIMOHAIBLHOE COCTOSHME HaamouyeyHukoB. Ha  ¢one
pPa3BEpHYTOM KIMHUUECKON KapTHUHBI O0JIE3HU AJITMCOHA HU3KOE COJICpIKaHKE
CBOOOJHOrO KOpPTU30Ja B CyTOuHOM Moye (HopMma: 120-400 HMOINIB/JT B CYTKH)
ceugeTenbcTByer o0 HH u aukTyer HeoOX0oMUMOCTh Haydajga 3aMECTUTEIbHON
tepanuu. OJIHAKO IIEHHOCTh ATOTO METOJa B JUArHOCTUKE HAJIMOYECYHUKOBOM
HEJIOCTAaTOYHOCTU OrpaHuyYeHa, Mockoyibky 20% OonpHbiXx ¢ HH wumeror
HOpPMAaJIbHOE COJIEpKaHre CBOOOHOIO KOPTU30Ja B CYTOYHOU MOYe.



OnpeneneHue ypoBHS KOPTH30Jla KpPOBH HMEET OrPAHUYEHHOE
JMarHOCTUYECKOE 3HAUEHHE, TOCKOJIbKY y MHOTHX 00ibHBIX HH oH He penko
OKa3bIBa€TCA HA HWKHEW IpaHULIE HOPMBI. TeM He MeHee, 3HAUCHHE MOKET
MMETh BBIPAXEHHOE CHW)KEHUE OTOrO IIOKa3aTessl - YTPEHHUH YPOBEHb
KopTH30ja MeHee 80 HMOJB/II, MPU COOTBETCTBYIOLIUX JAHHBIX KIMHUYECKOU
KapTHHBI, B MOJABJISIOLUIEM OOJBIIMHCTBE Cily4yaeB cBuierenscTByer o HH.
IIpn pa3BepHYTOM KJIMHUYECKOW KAPTUHE MEPBUYHOIO T'MIIOKOPTULM3MA
OoOHapy’K€HHE 3HAYUTEIBHOIO CHUKEHUS CYTOYHOM 3KCKpEUUH CBOOOJHOIO
KOpPTH30Jla ¢ MOYOW IO3BOJISIET NOATBEPAUTH AWArHO3 M NPUCTYNaThb K
nedenuio (puc. 5).

OITPEAEJIEHUE AKTT

Uccnenoanne AKTI' B mnasme kpoBu 1mo3BojsieT auddepeHnnpoBaTh
nepeuuHyto U BropnuHyto XHH. Cekpeunss AKTI mpoucxoaut myascatopHo,
U eclii TUNo¢u3 U TUIOTAIaMyC UHTAKTHBI, B OTBET HAa TMIIOKOPTU30JIe-MHIO
oHa Bo3pactaer. YpoBeHb AKTI OGomee 100 nr/mi, omnpencleHHBIA ¢
nomoupto PUA wnu umMmyHO(EpMEHTHOro aHajau3a, ypOBHE KOpTH30Ja
meHee 500 HMONB/T W NOpU  HAIMYMM KIMHUKA  HAAINOYEYHUKOBOU
HEJIOCTaTOYHOCTH, OJHO3HAYHO CBHUJIETEIBCTBYET O €€ INEPBUYHOM TI€HE3E.
IIpu ypoBHe AKTI' menee 150 nr/mn u ypoBHe koptu3ona menee 500
HMOJIb/J, TpeOyeTcs JOMOMHUTEIbHBIA CTUMYJISIIUOHHBIN TECT C CHHAKTEHOM.

Koporkoe Bpemss mnonyxuzuun AKTIT B mnasme  (nmepuon
nosyku3HuuMMyHopeaktTuBHoro AKTIT 7-12 muH) m ero oueHb Oosblias
YS3BUMOCTD JIsI KIIETOUHBIX (DepMEHTOB TpeOyeT 3a00pa KpOBHU B IPOOUPKY C
ATUIANAMUH-TETPAYKCYCHOM KUCIOTOM ISl npenoTBpamienus pacnana AKTIT
U CKOpeHIIel JOCTaBKM KpOBUM B JIA0OPaTOPUI0 B E€MKOCTH CO JIbJIOM.
HccnenoBanne TpedyeT OoT Bpaya COOJIOJEHUS MpaBUil 3a00pa KPOBH: BpeMs
3a00pa B paHHHME YTPEHHUE YaChl, OCYILIECTBISETCA 3a00p B XOJIOAHYIO
npobupky ¢ DJITA, nmpobupka m0KHA OBITH JOCTABIICHA B TAOOPATOPHUIO IS
UCCJIEIOBAHHUSI B TEUYEHUE HECKOJbKMX YacoB. Clienyer OTMETUTh, YTO
onpenenenne ypoBHs AKTI cobctBenHo st auarHoctuku  HH,
CaMOCTOATEJIBHOTO 3HAYEHHsI HE MMEET, & MOXKET UCIOJIb30BAThCA JUIIb JJIS
muddepenumanbHoit tuarnoctuku 1 -HH u 2-HH.

OITPEAEJIEHUE AJIBJIOCTEPOHA, PEHUHA

JUIsT AMAarHOCTUKH THUIIOAIbJIOCTEPOHHU3MA IPOBOJIUTCS OIPEACIICHUE
KOHLEHTpAIMU aJbJ0CTEPOHA M PEHMHA B IuIasMe KpoBH. IIpu mepBUYHOMN
XHH ypoBeHb anbiocTepoHa B KPOBH MOXET ObITh B HOPME WJIM CHUKEH,
TOrJa Kak CoAep>KaHWe PEHUHA IMOBBIIIEHO B CBSI3U CO CHUXKEHUEM 00beMa
mia3Mel. B ycrmoBusx cranuonapa 3a00p KpoBH it u3Mepenus peanna, APIT
IIPOBOJAT JIEXKa, IOCIE HOYHOIO CHA IMAlUMEHT HE JOJDKEH IPUHUMATh
BEPTUKAJIBHOE IMOJIOKEHUE JI0 MOMEHTa 3a00pa KPOBU WJIU JIEKATh B TE€UEHUE
2X yacoB Iepen mpornenypoi 3abopa kposu. llpu HeBo3MOKHOCTH 3ab0pa



KPOBU JieXKa NPHUMEHSIOTCS JApPYyTHe HOPMATUBBI JUIS OLIEHKM IOKa3aTels
pEHUHA.

[Ipeanourenue oTnaercs HE OAHOMOMEHTHOMY HCCIIEIOBAHUIO YPOBHS
albJIOCTepOHa, a (papMakOAMHAMHYECKUM TecTaM [UIsl  ONpeAeTeHUs
MUHEPAJTOKOPTUKOUIHBIX PE3EPBOB CO CTUMYJISILUENH CUCTEMBI PEHUH-aHTHO-
TeH3uH. [locnenHsas 3akioyaroTCs B NIPOrpaMMHUPYEMOM  YMEHBIIEHUU
o0beMa >KUAKOCTH C TMOMOIIbIO, HAalmpUMep, OTPaHHYCHUS TpUEMa HATpUs,
BBEICHHUSI JUYPETUYECKUX CPEACTB WM JJIUTEIBHOTO NpeObIBaHUS B
noysioxkeHuu cros. IlpocteiM U MHGOPMATHBHBIM  TECTOM  SIBIISIETCSA
yYMEHBIIICHUE TpUeMa HATPUs B COYETAHUM C MPEeObIBAHUEM B BEPTUKAIHHOM
NOJIOKEHHUH. 3a 3-5 JHEel HaXO0XKJICHUS manueHTta Ha auete ¢ 10 MIKB HaTpus
CeKpelMs albJIoCTepoHa OOBIUHO Bo3pacTaeT B 2-3 paza. CopepkaHue
albJOCTEPOHA B IUIA3ME B YTPEHHHE Yachl YBEIMYUBAETCS, KaK IPaBUIIO, B 3-6
pa3. Kpome Toro, B oTBeT Ha npeObIBaHUE B MOJIOKEHUU CTOS B TeueHUe 2-3
4acoB YPOBEHb 3TOI'0 TOPMOHA B IJIa3M€ BO3pacTaeT eule B 2-4 pasa.
CTUMyISIIMOHHBIE TECThl NMPU HOPMAJIBLHOM MOTPEOJICHUHU HATPHUS C JIUETON
MOTYT BBIIIOJIHATBCA IIyTEM BBEACHUS CUJIBHBIX JUYPETUKOB, TaKUX Kak
dbypocemun B go3e 40-80 mr, ¢ OCIEAYIONMM MPEOBIBAHUEM B TIOJOKCHUH
cTOs B TeueHue 2-3 yacoB. HopMasibHas peakuus 3akimodaercs B 2-4-KpaTHOM
NOBBIIIEHUU YPOBHS albJOCTEPOHA B TUIA3ME.

OAPMAKOIMHAMUYECKUE TECTbBI

Kak yxxe oTMedanoch, HEpeIKO y OOJIbHBIX C YaCTUYHBIM MOPAKEHUEM
HAJIIOYEYHUKOB YpPOBHU KOPTHU30Jia B KPOBH M CBOOOAHOTO KOPTH30Ja B
CYTOYHOH MouY€ MOTYT ObITh HOPMaJbHBIMU WJIHM MOrpaHUYHbIMHU. [losTOoMy
0oJiee TOCTOBEPHBIM SBIISIETCS UCCIIEOBaHUE (PYHKIIMHM KOPHI HAIMTOUYEYHUKOB
B YCJIOBUSIX CTUMYJIMPYIOLIUX TECTOB.

J7ist BBISIBIIEHUS XapaKTepa U CTENEHU HAPYIICHHs CEKPEeLUd TOPMOHOB
KOpOW HAJNOYEYHUKOB IpeJIaraeTcs OosnbiI0e KOJIMYECTBO
dbapmMakoquHAMUYECKHX TECTOB. B Hamieil cTpaHe B KIMHUYECKOM MPAKTHKE
HanboJiee IIUPOKOE pacrpocTpaHeHue noaydwin TecTthl ¢ 1-24-AKTT u
uHCcynuHoTOoNepanTHbIN TecT (UTT).

Tectel ¢ cuHakTeHOM.CuHakTeH-cuHTeTHYecknii aHainmor AKTT.
Beimyckaercs B JByX (QopMax: B BUJE CHHAKT€Ha JUIsl BHYTPUBEHHOIO
BBeneHUs (B Poccum He 3aperucTpupoBaH), KOTOPBIM MPUMEHSETCS IS
npoBeaeHus  kKparkoBpemeHHoro tectra u  CHMHAK-TEHA-IEIIO
(NOVARTIS PHARMA) - 111 BHyTPUMBIIIIEYHOT'O BBEJEHUS, BBIITYCKa€MOIO
B (¢opMe CcyclneH3uu, coepxkaumii 1 Mr Terpako3akTHAarekcaalerara
(mpumeHsieTcsl ISl BBISIBIICHHMS HAJWYHBIX M TMOTEHIMAIbHBIX PE3EPBOB
HaJIMOYECYHUKORB).

CTUMYISIMOHHBIA TECT C MCCIEIOBAHUEM YPOBHS KOPTH30J1a IJIa3Mbl
yepe3 30 u 60 MuHyT nocie BHyTpuBeHHOTo BBeaeHUs 250 Mkr (25 En) 1-24-
AKTT na 5 M ¢pU3HONTOrHUECKOTO pacTBOpa — KJIACCUYECKOE MCCIICOBAHNE



B JIMarHOCTUKE TIEPBUYHOIO THUIOKOpTUIM3MA. [loBBIIEHHE  YpPOBHSA
kopTuzojia 6osee 500—550 Mo/ HaexxkHo uckmovaet 1-XHH.

Pa3BepHyTas knuHuyeckas kaptuHa 1-XHH
(MenaHooepmus, noxyaaHue, rmnoToOHUSA, AMcnencus 1 Nnpoy.)

l

OnpejeneHue CYTO4YHOM 9KCKpeLWin KOPTU30/a ¢ MOYOIA

l | |

3HaunTenbHoO YMepeHHO CHUXeHa, Hopma
CHUXeHa N1 COMHUTENbHbLIW pesynbrar

Y

YpoBeHb KOPTU30/1a MooGa ¢ 1-24-AKTT
meHee 550 HMOoNb/N ¢ e A7 (cnHakTeH)

e ki

Haanoyeynnkosas HeuyeTkune KnnHuyeckne paHHble 3a 1-XHH
HeocTaToyYHOCTb “ B NoBbIX COMHUTENbHbLIX cny4vyasax

Puc. 5. Cxema naboparopnoit auarnoctuku 1 —XHH

Panee 3HaYeHMe MPUAABAIIOCH KaK MMKOBOMY YPOBHIO KOPTH30Ja TOCTe
BBeqeHUs 1-24-AKTI, Tak U €ro OTHOCHUTENBHOMY MPUPOCTY OT UCXOJHOTO.
Kak Obuto mOKa3aHO B JaNbHEWIEM, OTHOCHUTENBHBIA TPUPOCT YpPOBHS
KOpTH30Jia Tula3Mbl (TO €CTh B MPOIEHTax OT 0a3ajbHOTO0), MOKa3aTelib He
BIIOJIHE HAJICKHBIM. B CBsI3U ¢ TeM, UTO OTHOCUTENBbHBIA IPUPOCT KOPTU30JIa
0o0paTHO MPOMOPLUHUOHAIEH €ro 0a3albHOMYy YPOBHIO, YTPOM, KOTJla YpOBHHU
sugoreHHoro AKTI™ u kopTH30ia MakCUMallbHBI, 3TOT TPUPOCT MOXKET OBITH
HEOOJIBIIIHM.

ITony4eHHBIH B pe3ysbTaTe€ NPOBEICHUSA KPATKOBPEMEHHOIO TeCTa C
CMHAKTEHOM HOPMAJbHBIM IMOABEM COAECPKAHUSA KOPTHU30JIa HE HCKIIOYAET
HaJIM4Me y 3TUX OOJIbHBIX HAJMOYEYHUKOBON HEIOCTATOUYHOCTH, TaK KaK 3TOT
TECT HE BBISABIAECT NOTCHLIMAIBHBIX PE3EPBOB.

Haunbosiee yacToil KIMHUYECKOM CUTyalMei, Ipyu KOTOPOW HE MOKa3aHo
IIPOBEJICHUE TECTOB C CHUHAKTEHOM, SIBJISIETCS IOCIJIECONEPALUOHHBINA MEPUOLT
MocJIe  HEMPOXMPYPrUYECKOro BMENIATENbCTBA Ha Tunoduse, Korjaa
suporeHHas cekpenus AKTI moxeT ObITh HapylieHa, a KOpa HaAIOYCYHUKA
€lle He Yyclena MOJBEpPrHyThCs TUIO- WM arpopuu. B 3Toil curyauuun
1eIeco00pa3Ho  ONpeAeNiecHHe YTPEHHEro YpOBHA KOPTH30Ja, a TakkKe
ITPOBEJICHUE NHCYJINHOTOJIEPAHTHOTO TECTA.

B nHacrosiee BpeMs NpakTUYECKUE Bpaul OYEHb YaCTO CTAJIKUBAIOTCA C
cuTyaume HenoctynmHocTd mnpenapatoB 1-24-AKTIT nnst BHYTpUBEHHOTO
BBeJIeHU. B UX pacnopsikeHHM yallle OKa3bIBalOTCs JENo-QOpMbl Ipenapara
(«cunakTen-ugenoy), coaepxkamue 250—1000 mkr 1-24-AKTT B 1 ammyre.



N3 3Toil cuTyanuu MOXET OBITh MNPEAJIOKEH CIEAYIOIHA JOCTaTOYHO
npocto  BeIXoA.250 wmm  gaxe 1000 wmxr 1-24-AKTIT -- 310
cynpadusmosiorniyeckas 103a Ipemnapara, TOraa Kak il MaKCUMallbHOU
CTUMYJISILIUM HAJMIOYEYHUKOB ObUIO OBl JJOCTAaTOYHO B COTHU pa3 MEHbIIEH
no3el (1 Mkr). Ilo coBpeMEHHBIM NPEACTABICHUSM 3TOT (PAKT HE HMEET
3Ha4YeHMs, ecau pedb uaer o nuarnocruke 1-XHH. [Ipyrumu cnoBamu, ecnu
BBecTH 250 MKT (M axke | MI') «CMHAKTEHA-JIeT0» BHYTPUMBIIIEYHO, MOXKHO
ObITh yBEpPEHHBIM YTO uepe3 8—I12 yacoB W [0JbIIE, HE3aBUCUMO OT
BO3MOXHBIX HWHIUBUIyaIbHBIX KOJIEOaHU KUHETUKHU TMpernapara, Kopa
HAJIIOYEYHUKOB OYyJIe€T HAXOJUTHCS MO/ BO3/IEUCTBUEM OYEHb BBICOKOW J103bI
AKTI' m npu orcyrctBun |-HH ypoBeHb KOpTH30J1a TOBBICUTCSA BBILIE
npuHsaToro nopora B 550 umons/a. To ecTb mpu OTCYTCTBUM IpenapaToB |-
24-AKTI" nnsi BHYTPUBEHHOTO BBEICHUSA, KOPOTKHUN CHHAKTCHOBBIM TECT
MOHO MOJU(PHUIIUPOBATH clieayromuM odpazoM. B 8-9 ywacoB yTpa 1-ro aus
NAlUECHTY MWCCIENYETCS YpPOBEHb KOPTH30JIa KpPOBU (B NPUHUUIIE, 3TO
UCCJIeIOBaHUE HE O0053aTeNbHO, MOCKOJbKY, KaK YKa3blBaJIOCh, BAXKEH HE
OTHOCUTEJIBHBIM TPUPOCT, a NMUKOBBIH ypOBEHb KOpTH30ia); B 21-22 daca
NalUEeHTy TJIyOOKO BHYTPUMBIIIEUHO BBOAUTCA amiylia «CHUHAKTEH-IETo»
(250-1000 mxr mpemapara). Ha 2-oii neHp B 8—9 4acoB yTpa uccieayercs
YPOBEHBb KOPTHU30JIa TIa3Mbl U eciii oH mpesbimaer 500-550 amons/n, 1-XHH
MOXET OBITh HCKJIIOUEHA.YKazaHHas Moau(uKalus TecTa JOJDKHA
paccMaTpUBaThHCS JIMIIb KaK MPAKTUYECKUI BBIXOJ U3 IOJIOXKEHUS, B KOTOPOM
orcyrctByeT 1-24-AKTI" nmyis  BHYTPUBEHHOTO BBEJEHHUSA, MOCKOJIBKY
IPUBEJICHHBINA TPOTOKOJI TECTA HE SIBJISIETCS OOLEIPUHSATHIM.

JInsi BBISBIICHUS TOTEHUUAIBHBIX PE3EPBOB KOPHI HAAMOYECYHHUKOB
NPUMEHSIOT (apMakOJAMHAMUYECKUH TECT ¢ JUIMTEIBHON CTUMYJIAIUEH
HAJIMOYECYHUKOB CHHAKTEHOM-/ICIIO, BBOJMMBIM BHYTPHUMBIIIEYHO OJITHOKPATHO
B 03¢ 1 mr. CBOOOAHBIM KOPTHU30JI B CYTOYHOM MOYE OIPEACISAIOT KakK JI0
BBEJICHUS Mpernapara, TaKk U B TEUEHHE IEPBOIr0, TPETHETO M MATOrO JHEU
CTUMYJISIITAUA KOPBI HAAITOYECYHUKOB.

VY 3700pOBBIX JIOJCH coaep)kaHHe CBOOOIHOTO KOPTH30Ja B CyTOYHOMN
MOYE yBeIWYMBaeTcs B 3-5 pa3 OT MCXOAHOTO ypoBHA. [lpu mnonHOU
(abcomoTHoM) mepBuuHor XHH ypoBeHb KopTH30j7a OyAeT oOCTaBaThCs
OJIMHAKOBO HU3KHUM BO BCE€ JTHU, KaK U IO CTUMYJISIUH.

[Ipn OTHOCWTENBHON HAANIOYEYHHWKA BOM HEJOCTATOYHOCTH HCXOIHOE
collep)KaHUE CBOOOJHOIO KOPTHU30Jla MOKET OBITh HOPMAJIbHBIM HIIA
CHW)KEHHBIM, B TIE€PBBIM [I€Hb CTUMYJSILMUA - YBEIUYMBATHCA 1O YPOBHS
300pOBBIX JroAeH. OAHAKO Ha TPETHHW [I€Hb YBEIMYEHUS COAECPKAHUSA
KOPTH30JIa HE MPOUCXOauT. TakuM 00pa3oMm, MpU COXPAaHEHHH HAIUYHBIX
PE3EPBOB CEKPELMU TOPMOHOB KOpPOM HAJIIOYEYHUKOB MUMEETCSI OTCYTCTBHUE
NOTEHIIMAJIbHBIX.

IIpn Bropumynoy XHH, nHampotuB, B NEpPBBIA JEHb CTUMYJIALMU
CUHAKTEHOM-ZIENI0O MOXKET HE MPOU3OUTH  YBEJIMYECHUS  COJAEPIKAHMS
CBOOOJHOr0 KOPTU30Ja B CYTOYHOM MOYE, a B MOCIIEYIOIUE 3-€ U 5-€ CyTKU
- IOCTUTAET HOPMAJIbHBIX 3HAYCHUM.

CnenyeT OTMETHTh, YTO HEPEIKO BO3HUKAIOT CHUTyallud, KOTrla
KOPTHUKOCTEPOUIbI OBLIIM Ha3HAYEHBI MAIlMEeHTY JI0 TOro, Kak auarHo3 1-XHH
OB TIOATBEPXKJICH B CTUMYJSIIIMOHHBIX TecTax. B 3To¥ curyaumu, 1is



OOBEKTHUBHOIO TOJTBEPXKACHHUS JHArHO3a, NAlUEHTa LeNecooOpa3Ho Ha
HECKOJIBKO JIHEeW TMepeBecTH Ha Tepanuio Hebonpmmmu go3amu (0,25 0,5
MI/CYT) JileKcaMeTa3oHa (MCKJIIOYaeTcsl TMEePEKPECTHOE pearupoBaHUE C
OHIOTEHHBIM  KOPTHU30JIOM), @  3aTeéM, TMPOBECTH  CTAHIAPTHBINA
BbICOKOI03UpOoBaHHbIM TecT ¢ 250 Mxr 1-24-AKTI' uepe3 24 wyaca nocine
OTMEHBI IIpenapara 1 HHTEPIPETUPOBATh PE3YyJIbTaThl TECTA B COOTBETCTBUU C
OOIIETIPUHATHIMUA PEKOMEHIAITUSIMHU.

[Togxoapl k 1a0OpaTOpPHON JUATHOCTUKE BTOPUUYHOTOTHUIIOKOPTUIIM3MA
HECKOJBKO OTJIMYAIOTCS. «30JO0ThIM CTaHAapTOM» JauarHoctuku 2-HH
SIBIIIETCSI TECT C WHCYJHMHOBOW THIOTJIIMKEMHEW. B TecTe ¢ WHCYJIMHOBOU
TUNOTJIMKEMUEH HHCYJIUH KOPOTKOIO JEHCTBUS BBOJUTCS BHYTPUBEHHO B
no3e 0,1-0,15En/kr. JIyis TOCTHXKEHHS THIOTJIMKEMHUH MOXKET MOTpeOOBaThCS
1 OoJblas 1032 UHCYJIMHA.JI00 BHYTPUBEHHOT'O BBEJACHUS MHCYJIMHA U MOCTE
ero BeeaeHusa udepes3 20, 30, 45, 60 u 90 MuH NPOU3BOJAT 3a00p BEHO3HOM
KPOBH U B KaXXJIOM 0OOpasile ONMpeAeisiiOT YPOBEHb KOPTHU30Jia U TIJIIOKO3BI.
Ecnu 3a »TOT mepuoa HE MNPOUCXOIUT CHUKEHUS YPOBHS TIIFOKO3BI B
CBIBOPOTKE 1O MeHbIIe Mmepe Ha 50%, 10 BETUUYHH HIKE 2.2 MMOJIb/J, Ipo0y
cnenyet noBToputh. Kak u B Tecte ¢ cuHakreHoMm, WTT nHambosiee BakHBIM
MoKa3aTeseM SIBJIAETCS HE MPUPOCT YPOBHSA KOPTH30Ja 0TOA3aIbLHOIO, a €ro
MUKOBBI  ypOBEHb, OoOJiee  aJIeKBaTHO  OTpaXalolluil  pe3epBHBIC
(byHKIIMOHATBHBIC CITIOCOOHOCTH TUIO0TaIaMO-TUIIO(DU3apHO-HAIIIO-
YEYHUKOBOM cucTeMbl. [locie BocnpousBe[eHUsS THUMOTIMKEMUU MaKCUMyM
KOHIICHTPAIIMU KOPTU30J1a B IJIa3Me JOJKEH MPEBhIIATh 552 HMOJIb/JI.

NUTT  cuuraercs  YyBCTBUTEIBHBIM  TECTOM,  MUCCIEAYIOLIUM
(YHKLIMOHAIBHOE COCTOSIHHE TUIIOTaIaMO-TUIIO()HU3apHO-HAAIIOUYEYHUKOBON
CHUCTEMbI, OCOOCHHO B BBISIBICHUM KOPTUKOTPOIHBIX PE3EPBOB TUMo(u3a y
MMallMEHTOB, HMEKMUX puck pas3Butuss BropuyHoM XHH. OcHOBHBIM
HepoctaTkoM UTT sBnsercs ero moTeHUManbHas ONACHOCTh U3-3a Pa3BUTHSA
IpY  HMEIOLIEHCA  HAANOYEYHUKOBOM  HEIOCTATOYHOCTH  TSKEJIBIX
TUIIOIIMKEMUM, COIPOBOXKIAIOIMIUXCA COCYIMCTHIM KOJUIAIICOM, YTO MOXKET
IIPUBECTHU K aJAUCOHUYECKOMY Kpu3y. [I0KWIIBIM ITaliueHTam, a TakKe Julam
¢ cepaeuHo-cocyaucrou narosoruert UTT nporuBonokaszas.

Huaenocmuka depuyuma MuHepaioKopmuKouodos

HopmanbHble TmOKa3aTenu Kalus, HATPUsA, PEHUHA, allbIOCTEPOHA
OKOHYATETbHO  HE  MCKIIOYAIOT  HAJIWYMe  MUHEPATOKOPTHKOMIHOU
HEIOCTAaTOYHOCTH. [l MCKITIOUEHUS MUHEPATOKOPTUKOUIHOTO JehHUIUTa
MOKa3aHo MpoBesieHrne mpoosl ¢ ¢pypocemusom. Jlannas mpoba OCHOBaHA Ha
TOM, YTO B HOpPME THUIIOBOJIEMHsI, BbI3BaHHAs (PypOCEMUIOM, CTUMYJIUPYET
CEKPEeLHIO aJIbJIOCTEPOHA. v MAIMEHTOB C neUIruTOM
MUHEPAIOKOPTUKOUIOB aJIEKBATHOTO BHIOpOCA allbJOCTEpOHA HE MPOUCXOTUT.

6.3. Imuonozuueckas ouaznocmuxka 1-XHH

DTHUONOrMYECKasl IMATHOCTUKA T0JIpa3yMeBaeT BbISICHEHUE MPUUYUHBI |-
XHH u gomxha cinenoBath 3a Bepudukanuen camoro ¢axra Hanuuusa 1-XHH
IIPY IIOMOLIM FOPMOHAJIBHOTO HCCIIENOBaHMsI, KOTOPOE 00CYKIal0Ch BBILIE.
Xotenoch Obl 3aMETUTh, YTO 3a IOCIEAHHE IECATHWIETUS ITHOJOTHYECKas
muarHoctuka 1-XHH cymecrBenno marnyna Bnepen. Ha mporsokenun
MHOTMX JIET B KIMHUYECKOM MPAKTUKE CYLIECTBOBAJIO NPAaBUJIO, YTO IIPHU
OTCYTCTBUM  TPHU3HAKOB  TyOEpKyJE€3HOTO  MpoLecca,  BBISBIECHHBIX




JNOCTYNIHBIMM ~ HUHCTPYMEHTAJIBHBIMU U JIAOOPATOPHBIMH  METOJaMHU
(pentrenorpadus, TOCEB MOKPOTHl M1 MOYHM Ha MHUKOOAKTEPHH TyOepKyse3a)
ycTaHaBiauBajach ayroummyHHas sthojorus [-XHH. Eme Oonee k sTtomy
CKJIOHSJIO OOHapykeHHe Yy OOJBHOTO COITyTCTBYIOLIEH ayTOMMMYHHOM
naToJiorui. Bo3MOXXHO, ¢ YMCTO NMPAKTUYECKUX KIMHUYECKUX MO3ULUH 3TO
OBUIO OMpPaBlIaHO, MOCKOJIBKY MaJIO OTPAXKaJIOCh HA 3aMECTUTEIILHOMN Tepanuu
U IporHo3e 3aboneBanud. OQHAKO TaKOM MOAXOJ HE OTBEYAET COBPEMEHHBIM
TpEOOBAHMSM W BO3MOYKHOCTSIM 3THUOJIOTHYECKOW JMArHOCTHKU. M3BecTHO,
YTO JMArHOCTHYECKasi LIEHHOCTh PEHTTE€HOJIOTMYECKOTO HCCIEI0BAHUS B
JMArHOCTUKE OpPraHHoro TyOepkyse3a He aOcomoTHa. [pyrumu cioBamu, |
XHH wmoxer umerh TyOepKyie3Hbli reHe3 M 0€3 BHIMMOIO JIETOYHOTO
nopaxxenusi. Celiyac 0OoJjiee cOpaBeUIMBO O0OpaTHOE YTBEPXKICHUE --
oOHapyKeHHE CTapOro KaJIblIM(PUKATA WM MEPBUYHOTO KOMILIEKCA HE MOXKET
JIOCTOBEPHO CBUJETENLCTBOBaTH 0 ToM, uro HH He siBnsieTcss pesynbTaTom
ayTOMMMYHHOTO TMOPAKEHUS HAAMOYECUHUKOB WJIM aJPEHOICHKOAUCTPODUU.
Ham HeopgHokpatHO  BCcTpewanuch ciaydyaum coueranus [-XHH ¢
ayTOUMMYHHBIM THUPEOMJUTOM IIPU OJIHOBPEMEHHOM HAJIMYUU CTapbIX
TyOepKyJe3HbIX oyaroB. B nuTeparype Takxke OmMcaHbl CIy4au aKTUBHOIO
TyOepKyse3Horo mpoiecca B jerkux u 1-XHH, Bbr3BaHHOW MX aTpoduei,
METacTaTUYEeCKUM TmopaxkeHueMm, a Ttakxke paszputue AIIC-2 y O0JbHBIX,
MMEIOLINX B aHaMHe3e TyOepKyJie3 pa3IMyHON JOKaIN3alHH.

CoBpemeHnHast 3Thojornueckas nauarHoctuka 1-XHH, B GonpmmHCTBE
ciydaeB, mojpazymeBaeT aud@epeHIManbHbpi  JuarHo3  TyOepkyliesa,
aZpeHoJIeUKOAUCTPO P u ayTOMMMYHHOM JNECTPYKIUN KOpBbI
HAJIMOYECYHUKOB, AJITOPUTMBI KOTOPOTO Mbl IPUBOJAUM J1AJIEE.

6.3.1. Jlabopamopnwvie memoowt

B »tnonorunyeckoii nuarnocrtuke 1-XHH ocHOoBHOE MecTO OTBOAUTCS
MMEHHO JIaHHBIM JIa0OpaTOpHBIX HccienoBaHuid. Kak — yka3bpIBaioch,
nabopaTopubiM MapkepoM 1-XHH ayTonMMyHHOTO TeHE3a MO0 COBPEMEHHBIM
NPEJICTABIICHUSAM SBJISIIOTCS aHTUTENa K (PEpPMEHTY HAANOYECYHHUKOBOTO
crepounorenesa P450c21, a MapkepoM aJpeHOJEHKOTUCTPOPUH —
JUTMHHOLIeTIOueuHble >kupHbie KucinoThl (JIXKK). S. Laureti m coaBTOopamu
(1998), Ha ocHOBaHMM OOOOIIEHHOTO aHaidu3a OOJBIIOTO YHCia cliydaeB 1-
XHH 1o coOGCTBEeHHBIM U JUTEpaTypHBIM JIaHHBIM, ObUT pa3paboTaH
JUArHOCTUYECKUN aJITOPUTM, BIIOJHE TMPUEMJIEMBIM I KJIMHAYECKOU
MPaKTUKH (CM. pucC. 8).
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Puc. 6. Cxema stumonornueckorr muarHoctuku 1-XHH [S.Lauretietal,
1998].

KombOunanusa onpenenenuss anturen Kk P450c21 wm ypoBua JIKK
1o3BoJisieT ycraHoBuTh 3tuoioruio 1-XHH npumepno B 97% ciydaes.
VYuutsiBas, yrtoHaubosiee uyacto BcTpeuaerca | -XHH ayroummyHHOIM
ATHOJIOTUH, HAYMHATHh PEKOMEH]IYETCSI MMEHHO C ONpPEJIEIEHUS aHTUTEN K
P450c21. D10 [O0CTAaTOYHO TMPOCTOE U  OTHOCHUTENBHO  HEAOPOToe
UCCJEOBAHNE,  BBIIOJIHEHHME  KOTOPOrO  OCYHIECTBUMO B  JIHOOOM
MMMYHOJIOTHYECKOW WJIM TOPMOHAIBHOU J1aboparopuu. B Hacrosiee BpeMs
HAaYMHAET MOSIBIATHCSA BCE OOJIbIIE KOMMEPUYECKUX HAOOPOB AJI ONpPEACIICHUS
anturen k P450c21. Ecnu y manmenta oOHapyxkeHbl antutena k P450c21,
HeoOxonumoctu npoBojauTh omnpenaenenue JKK wu KT (wm MPT)
HaAMoO4YeuyHukoB HeT. C Apyroil CTOpoHBI, MpU OOHAPYKEHHUU AHTUTEN K
P450c21, y mnamueHTa HEOOXOAMMO MCKJIIOYUTh HAIMYUE  JPYTUX
ayTOMMMYHHBIX 3HJIOKpUHONATHI, B TMEpPBYIO ouepeab 3a00seBaHUM
IIIUTOBUIHOM Ke€JIE3bI.

[Ipn orcyTrcTBMM y nanMeHTa HUPKyIUpyromux aHturen Kk P450c21
Heobxoaumo onpeneneaue ypoas JDKK mns uckmouenus y 6omsHoro AJIJ]
IIpu o6napyxenun Bbicokoro ypoBHsa JI)KK y OompHoro c 1-XHH
CIEAYIOIIMM 3TanoM sBISIETCA mnpoBeaeHue MPT ronoBHOrO W CIHHHOTO
MO3Ta JUIsi YTOYHEeHHsI KOHKpeTHOU KiauHudeckoit hopmbl AJIJI. [lapannensno
HEOOXOJMMO TMPOBEJACHHE TI'E€HETUYECKOr0 OOCIEI0BAHMS POACTBEHHUKOB
MAlMEHTa, B TOM YHCJE U >KEHILINH, KOTOPbIE MOTYT OBITh T€T€PO3UTOTHBIMU
HocuTenssmu reia MJI. Tlpu GepeMeHHOCTH y HUX MOXET OBITh IPOBEIEHA
IIpeHaTajJbHast AMarHocTuka. [Ipn ceMenHOM reHeTHYEeCKOM CKPUHUHIE€ MOTYT
ObITh BBISBJIEHBI TMAlMEHTHI, B TMEPBYID OuYepelb [J€TH, Y KOTOPBIX



OTCYTCTBYIOT KaK HEBPOJIOTUYECKHE, TAK W IHIAOKPUHHBIE HAPYIICHUS U Y
KOTOPBIX [IJISi TPENOTBPAIICHUS] PAa3BUTHUS HEBPOJIOTHMUECKOW TUCHYHKIIMH
MEPCHEKTUBHO MPOBEJACHUE TPAHCIUIAHTALIMY KOCTHOTO MO3Ta.

Ecmu y nmanuenta ¢ 1-XHH orcyrcTBytoT kak antutena k P450c21 , tak
u nosbslieHue ypoBHs KK, emy nokazana KT mnn MPT HaanoueyHUKOB ¢
EJIbI0 TUATHOCTUKH OITYXOJIEBOTO MOPaXKEHUs, TyOepKyJie3a, KpOBOU3IUSHUS
u apyrux peakux npuunH 1 -XHH.

6.3.2. HucmpymenmanibHble Memoowl

TpaguunoHHo kKak B 3THosorndeckor nuarHoctuke |-XHH, tak n
muarHoctuke HH B 1menom, BU3yallM3allMOHHBIM METOJIaM (PEHTT€HOBCKOE
HCCIIeIOBaHUE, KOMITbIOTEpHAass ToMorpadusi) OTBOAWIACH HEOOJIbIAsl POJIb.
Kak 310 cnegyeT u3 cxeMbl Ha pUCYHKE S, B TOCIEIHUE AECATUICTUS O3ULIUS
B OTOM IUIaHE HECKOJIBKO M3MeHuIach. CxeMa JIeMOHCTPUPYET TOT (HaKT, 4TO
BU3yaJIM3allMOHHBIE METOJMKHU Ilesiecoo0pa3Hbl (Kak, B OOIIEMTO, MOYTH
BCErJa B KIIMHUYECKON PHIOKPUHOJIOTHH) JIUILb HA 3aKJIIOUYUTEIIBHBIX dTamax
JMArHOCTUYECKOrO0 TMOUCKAa U TO, €CIM STHUOJOTUYECKUH JIMAarHo3 He ObLI
MOATBEPKJICH TAKUMU TUIa3MEHHBIMU MapKkepaMu Kak antutena Kk P450c21 u
JUOKK. B cOOTBETCTBHM C TON K€ CXEMOW - KOHKPETHOMW LIENBbIO NPOBEICHUS
KT wim MPT y nauueHToB ¢ ycTaHOBJIEHHBIM nuarHo3oM 1-XHH saBnsiercs
JMAarHOCTUKA TyOEPKYJIE3HOT'O U OIYXO0JICBOTO MOPaKEHUS HAAMOYEYHUKOB, a
Takke anpeHosieikoauctpoduu. [1ockonbKy H3MEHEHHUS, BBISBISEMbIE IPU
MPT ronosHoro mo3ra npu AJIJ] Obuin omMcaHbl BbIIIE, OCTAHOBUMCS Ha
OOCYXIEHMM PO  BU3YaJM3allMOHHBIX  METOJAMK B  JIMAarHOCTHUKE
TyOEpKYJIE3HOTO U OIyX0JIEBOT'O MOPAKEHUS HA/IMOYEUHUKOB.

Kanbriuduxanus HAJIITOYCYHHUKOB, omnpenenseMas OOBIYHBIM
PEHTIEHOJIOTHYECKUM METOJIOM, JJOCTATOYHO YacTO FTOBOPHUT O TYOepKYJIe3HOM
sTHONIOrMM Ooje3Hn ApmucoHa. OgHAKO TEXHHUKA MTAHHOIO HCCIIEIOBAHHUS
JIOCTaTOYHO TpyJHA (MTHEBMOPETPOIIEPUTOHEYM), U TIOJTYUYCHHbBIC PE3YJIbTaThI
MOTYT OBITh MHTEPHPETUPOBAHBI OIMIMOOYHO BBUJY YACTON KaJIbIIU(DUKALIUU
peOCEPHBIX XPAIICH, TEHb KOTOPBIX HAKJIAABIBACTCS HA HAATIOYCUHHUKH, a TAaK)Ke
B CBSI3M CO  BCTPCYAIOMIMMHUCS  HMHOTJA  KaJbIH(PUIUPOBAHHBIMH
auM@aTUYECKUMU y3JaMUd B 00JIaCTH HAJAMOYCUYHUKOB. JIJIsl MOATBEPKICHUS
TyOEpKYJIE3HOTO reLesa 3a00JIeBaHU 00s3aTEIbHO MIPOBOJAUTCS
PEHTICHOJIOTHICCKOCUCCIICIOBAHNE TPYIHON KJIeTKU. Takuwe 1abopaTopHbIE
METOJIbl, KaK TyOEpKyJIMHOBBIE MpPOObI, MOJIMMEpa3Has LEMHas peakius, a
TaKkKe IMOCEB MOYH, MOKPOTHI Ha OOHApYKEeHHE MUKOOAKTepUH TyOepKye3a, B
pslie cllydaeB IIOMOTAIOT IOJATBEPJAUTH JHArHO3 TYOEpKyJIe3HOW OoJe3HU
Annucona.

Jannbie 0 BbicOkOM uyBcTBUTENbHOCTH KT m KT HaamoueuHukoB B
JMarHOCTUKE TyOepKyJie3a ObUIM TOJIydeHbl MHOTHMHU HCCIIEAOBATeIsAMU. Y
OONbIIMHCTBA  OOJBHBIX IIPH  BIEPBBIE  BBISBJICHHOMIHUIIOKOPTHUIIM3ME
TyOEpKYJI€3HON ATHOJIOTUU HAATNOYECUYHUKHU YBEIUMYECHBI B pazMepax. Ha Oonee
MO3/THUX CTaAusAX 3a00JieBaHUs OHU IOJIBEpraroTcsi aTpo(uu, 4yacto B HHUX
BBISIBIISIIOTCSL  yY4acTKM HEKpo3a W Kamplubukanuu. [lpu mopakeHuu
HAJNOYCYHUKOB TyOEpKYJIEe3HBIM IMPOIECCOM, MPHUBOMAAIINM K Pa3BUTHIO |-



HH, nanmoyeyHukn MOTYT yBEIWYMBaThCA B pa3Mmepax B 2-3 paza. Tak,
onucad OOJBbHOM, y KOTOPOrO pa3Mephl IPABOTO U JIEBOTO HAAIIOYEYHUKOB Ha
KT 6butu paBHbI cOOTBETCTBEHHO 60x25 1 33%x20 MM.

[Tpu 3HaYNTENBHOM YBEJIMYEHUH HAANOYEYHUKOB, KOI/1a, HA OCHOBAaHUU
APYTUX WHCTPYMEHTAIBHBIX U JTAOOPATOPHBIX JAHHBIX JUArHO3 TyOepKyJses3a
NPEJCTABISACTCA  COMHUTENbHBIM,  JAUPdEepeHIManbHOW  AUArHOCTUKE
(MeTacTa3pl, rpuOKOBbIe MH(EKIUUA U JpP.) MOXKET MOMOYb TOHKOUTOJbHAs
acnupanvonHass  Ouomncus. Ilpy  MHKPOCKONHMYECKOM  HCCIEIOBaHUU
OMOIICUITHOTO MaTepuaia npu TyOepKyJie3e, BhISBISIOTCA YYAaCTKUA Ka3€03HOIO
HEKPO3a, OKPY>KEHHbBIE CKOIUICHUSAMM YHAOTEIUAIBHBIX U THTAHTCKUX KIIETOK,
¢ubpodmactoB u auMdouuToB. B OOIBIITIOM KOJUYECTBE OMPEICISIIOTCS
KHCJIOTOYCTOMUMBBIE Majouku M. tuberculosis.

8. BAMECTUTEJIbHAS TEPAIIUA HAJIOYEUYHUKOBOH

HEAOCTATOYHOCTH
7.1. 3amecmumenvnaa mepanusa npu 0CMPOMZUNOKOPMUYUIME.

Jleyenne ocTpoil HAJMOYEUHHUKOBOW HEOCTATOYHOCTH Oa3upyercs Ha
CJIEAYIOIIMX OCHOBHBIX MTPUHINIAX:

1. MaccupoBaHHas 3aMECTUTENbHAS TEPAINs KOPTUKOCTEPOUAAMU

2. Perupparanus u KOppEKLIMS JIEKTPOJIUTHBIX PACCTPOUCTB

3. Jleuenue 3a0o0sieBaHus, BBI3BABILIETO JEKOMIIEHCALINIO
(MaHudecTaIuio) mpoiecca U CUMIITOMAaTHYECKast Tepanus

MoxkeT ObITh MpeIOKEH ciienyromui anroputm gedenuss OHH:

1. HE OXHUJas pe3yJbTaTOB JIabOPaTOPHBIX HCCIeN0BaHUM (110
BO3MOXKHOCTH TMpEBapUTEIbHBIA 3a00p KpPOBU MAJIsl ONpEACNICHUS YpPOBHS
koptuzona, AKTI, kanus, pyTUHHBINA TeMaTOJIOTHYECKUNA U OMOXUMHUYECKHMA
aHanu3), KaK MOXHO paHbllle, HAaYMHAeTCs BHYTPUBEHHOE BBeJeHUE 2-3
JUTPOB (PU3HOIOTHYECKOTO pacTBopa (co ckopocThio 500 mu B wyac; npu
KOJUIAaTOMAHOMCOCTOSIHUM — CTPYMHO), BO3MOKHO B coueTtanuu ¢ 5-10%
pacTBOpPOM TJIFOKO3bl. 3a TMEpPBbIE CYTKH BBOJUTCS MHUHUMYM 4 JuTpa
KUIKOCTH. BBeneHne KanmiicomepKalux W TMIIOTOHUYECKUX PacTBOPOB, a
TaKXe JUYPETUKOB MPOTUBOIIOKA3AHO.

2. 100 Mr rupoKOpPTH30HAa BHYTPUBEHHO CPa3y, 3aTEM — KaXKJbIe
4-6 yacoB Ha MPOTSLKEHUM NEpBbIX cyTokK. Kak anmprepHartnBa (Ha BpeMs
JOCTaBKM B KIMHUKY) — 4 MI JleKcaMeTa3oHa BHYTPUBEHHO (MWK
SKBUBAJICHTHAs J103a MpeIHn30J0Ha — 40 Mr), ¢ TOCIEAYIOIINM MEPEX0I0M
Ha TEpanui THAPOKOPTU30HOM. [lapamnenbHo — cuUMOTOMAaTHYECKas
Tepamnusi — Yallleé BCero, aHTHOMOTUKOTEPAIMsl BbI3BABIIUX JEKOMIICHCAIIUIO
3a0o0sieBaHuUsT MHMEKITMOHHBIX TPOIECCOB.

©  Kontpons kanus, Hatpus, Tioko3bl, AJl, YCC — kaxapie 2 yaca

@  Hopmamuzamusi cocrosiHusi, Kanus, HaTpus — NEpexoi Ha B/M
BBEJICHUE THUJIPOKOPTHU30HA C IOCTEIIEHHBIM CHM)KEHUEM M IEPEXOAOM Ha
nepopaibHbIe penaparsl



3. Ha BTOpblEe-TpeThU CYTKH, MPHU MOJIOKUTEIbHOW JHMHAMUKE, 1032
TUAPOKOPTU30HA YyMeHblaercs 10 150—200 wmr/cyt (npu cTaOuiIbHOM
reMOJIMHAMUKE BBOJUTCS BHYTPUMBIIIEYHO). B Ha3HAYCHUU
MUHEPATOKOPTUKOUJOB (KopThHE(Pd) HET HEOOXOIUMOCTH, TMOKA CyTOYHAsS
7103a THIPOKOPTU30HA HE OyneT cHmxkeHa meHee 100 mr/cyT.

[Ipu ymepeHHO BblpaxkeHHOM nekommeHcauuu 1-XHH, a Takxke mpu
BIIEPBbIC BBISIBICHHOM 3a00J€BaHUU, TEPANMIO, KaK IMPABUIIO, HAYMHAIOT C
BHyTpuMbIIeyHOTro BBeaeHus 100—150 mr ruapokopth3oHa B CyTKH
(Hanpumep, yrpom 75 Mr, B o0eieHHOE BpeMs - 50 MI' 1 paHHUM BEYEPOM €l1Ie
25 mr). Yepe3 HECKOJIBKO JTHEW J03y Ipernapara CHUKAIOT U MEPEXolaT Ha
MO/JICP)KUBAIOIIYI0  3aMECTHTENIbHYI0O  TEpamuio  TalJeTHPOBAHHBIMU
Koptukocteponsamu. CiienyeT OTMETUTh, YTO BBIPAXKEHHBIN MOJ0KUTEIbHBIN
3ddeKT OT Tepanuu KOPTUKOCTEPOUAAMH, UMEET Ba)KHOE AUArHOCTUYECKOE
snauenue. [lpum nammumu 1-XHH namuenTsl OyKBaJIbHO Ha TIEPBBIE CYTKH
OTMEYAIOT 3aMETHOE YJIYYIICHUE CAMOYYBCTBHS.

[Ipenaparom BwiOOpa neuenuss OHH u nexomnencanuu XHH siBnsiercs
TUIPOKOPTU30H, B OOJBIIMX J03aX OOECINEeUMBAIONIMI Kak TJIIOKO-, TaK U
MUHEPATOKOPTUKOUTHBIE 3P deKThl. [ MAPOKOPTH30HA TEeMHUCYKITMHAT MOYKHO
BBOAUTHh KAaK BHYTPUMBIIIEYHO, TaK W BHYTpUBEHHO. CycCHeH3us
TUAPOKOPTH30HA aleTaTa BBOAMUTCS TOJbKO BHYTPHUMBIIIEYHO U JEUCTBYET
HECKOJIbKO 0OoJiee JIUTEThbHO, YeM TEeMHUCYKIIMHAT TIPH aHAJIOTMYHOM
BBEJICHUM.

[Ipr OTCYTCTBUUM MOJIOKUTENBHOM JUHAMHUKHN HA MPOTSIKEHUU TEPBBIX
4acOB  BHYTPUBEHHOE  BBEJICHUE  TUAPOKOPTU30HA  COYETAETCA  C
BHYTPUMBILICYHbIM. [IpuBeneHHBIE [103BI JOCTAaTOYHO YCIOBHBL llpum
OTCYTCTBUM TIOJIOKUTEIBbHON JUHAMUKM CYTOYHAas J03a THAPOKOPTHU30HA
MoxkeT aoxoauth a0 800—1000 mr. Tem He MmeHee, cieAyeT y4ecCTb, UTO
MPUBEJCHHBIX B CXEME /103 THIPOKOPTHU30HA B IMOJABIISIONIEM OOJIBITMHCTBE
CIy4aeB ¢ M30BITKOM XBaTa€T U OTCYTCTBHUE IMOJOKHUTEIbHOM AMHAMUKU HA
dboHEe HX BBEIECHUS MOXKET CBHUACTEILCTBOBATH O TOM, 4YTO YyKa3aHHas
cumnromaruka He cBsizana ¢ OHH mnu OHH coueraercst ¢ kKakum-To Ipyrum
3a00JIeBaHUEM, KOTOPOE UMEET OO0JIbIlIee KIMHUYECKOE 3HAUEHNUE.

Kak yka3pIBamoch, OJJHOM M3 CAMBIX YACThIX MPUYUH JECKOMIICHCALIMU
XHH sBastorcs uHdeknronnsie 3a0oneBanus. [Ipu nanuuuu nuxopaaku (3a
WCKIIFOUCHUEM BBIPAKEHHOTO OOE3BOKMBAHUS) AHTUOMOTHKHA HEOOXOIMMO
Ha3Ha4aTh Ja)Ke MPU OTCYTCTBUU SIBHOTO OYara MHQEKIINH.

[Tpodunaktuka OHH y 6onbHbix ¢ 1-XHH noapazymeBaet yBenuueHue
7103bI KOPTUKOCTEPOUIOB MTPU BOZHUKHOBEHUU COMYTCTBYIOIINX 3a00JICBAHMIA.
DTOT BOINPOC, KaK MOKAa3bIBAET MPAKTHKA, BECbMA AKTyaJ€H HE TOJBKO s
SHJAOKPUHOJIOIOB, HO W JUIsl Bpayed APYrMX CIEHHAIBHOCTEN, B IEPBYIO
ouepellb XMPYproB, aKylIEPOB-THHEKOJIOTOB U AaHECTE3UOIIOTOB.



B ciyyae BO3HUKHOBEHHS COIYTCTBYIONIUX J€2KUX NPOCIYVOHbBIX
3a0onesanuli, HE  COMPOBOXIAIOIMIMXCS  BBICOKON  JIMXOPAAKOW  WJIU
AQHAJIOTUYHBIX I10 TSKECTH COCTOSIHMM, a TakKKe CTPECCOBBIX CHUTYaIlUH
(9K3aMEHBI, OJIMMIHAIBI U JIP),JOCTATOYHO YBEIMUYEHUS J103bI MPUHUMAEMBIX
MAIMeHTOM TJIIOKOKOPTUKOUIOB B 2 — 3 pasa. Hampumep, ecniu manueHt
nosyyan 7,5 mr npenHuzosioHa (1 Ttabmerka ytpom, 1/2 Tabierku mocie
obena) — no3a yBenauwuyuBaercs 10 15 mr (2 tabnetku yrpom, 1 TabneTka
rocie ooena).

Ilpu maneix u KpamxoepemenHvlx emeuiamenbcmeax(AMarHoCTUYECKUE
Opoueaypbl, B T.4. KOJOHOCKONUS, OJKCTpakuus 3yO0OB U JApyrue
CTOMATOJIOTUYECKHE MPOIEAYPHl MPOJODKUTEIHLHOCThIO Oosiee 1 yaca),kak
MPaBUJIO, JTOCTATOYHO OJHOKPATHOTO BHYTPHUMBIIICUYHOTO BBeAcHUS S50 Mr
CYCIIEH3UM TUJIPOKOpPTH30HA 3a 15 — 30 muHyT A0 Manumyianuu. Ilocne
BMEIIIATEILCTBA — TPU  BO3MOXKHOCTH  DJHTEPAIBHOTO  TMUTAHUA  —
TaOJeTUPOBAHHBIE TMpenaparsl — KOpTed B yABOCHHOW a03€, KOopTHHED( B
NpeXHEH 103€, KOHTPOJIb Kallusl, HaTpwHsl, TJIIOKO3bl. Ha cienmyrommii AeHb -
BO3BpalleHue K OasucHod go3e. Hamgo oTMeTHTh, YTO K MOMEHTY
3aIUTAHUPOBAHHOTO XHPYPTAYECKOTO JICUCHUS] TMAIMECHT JIOJDKCH WMETh
KITMHUKO-TTA00PATOPHYIO0 KOMIIEHCAIIHIO 10 TIIOKO- 1 MUHEPATIOKOPTUKOUIAM.

llpu msaoicenvix 3abonesanusx, Ha TPUMEp TPHU TPUIIE, HEOOXOIAUM
nepexo Ha MHBEKIMK THAPOKOpTU30HA. Kak mpaBmiio, 10CTaTOYHO BBEIICHUS
150 — 200 ™Mr TrHAPOKOPTU30HA B CYTKH, Jy4ll€ BHYTPUMBIIIECYHO.
Hamnpumep, yrpom BBOAUTCS 75 MI' CyCIIEH3MH THIPOKOPTU30HA, B 00eq — 50
MT TUJPOKOPTU30HA, OJIMKE K Beuepy — 25 MT THAPOKOPTH3OHA.

Xupypeuueckoe Jneuenue ¢ 3HO0OMPAXeanbHbIM HAPKO30M (CpeIHEH
CIIOKHOCTH )(XOJICIUCTAKTOMUS, THUCTEPIKTOMHMS, OIEpalldd Ha HaPYKHBIX
TCHUTAIIASX U JIP):

. Jlenb nepen onepanuei:

Beuepnsis nos3a yBenmnumBaeTcs B 2 pas3a. B ciiyyae HEBO3MOKHOCTH
NepOpabHOTO TpUeMa — BHYTPUMBIIICYHOE BBEJACHUE T'HMAPOKOPTHU3OHA
(comy-kopteda) u3 pacuera: aetu a0 15 kr — 12,5 mr, 6omee 15 kr — 25 mr (25
Mr/m(2))

. B nenb onepanuu:

YTpo — ruapokopTusoH (comy-kopred) B/m 12,5 - 25 mr

. Bo Bpems onepanun

BHyTpuBeHHO KamelbHO B TedeHue omnepauuu — S0Mr/m(2) wiu 25 mr
s geteit po 15 kr, 50 mr qis getedt mocne 15 kr (CKOpOCTh BBEICHHUE — Ha
ocHoBaHuu AJl)

. [Tocne oneparuu - — THAPOKOPTU3OH (coiry-KopTed) B/m 12,5 - 25
Mr (25 mr/m(2)) — kaxzabie 6 4acoB, MPHU IIOXOM CaMOYyBCTBHH, HU3KOM A]J|
103y BO3MOKHO yBennuuTh Ha 50-100%. KoHTpons kanus, HaTpusi, TIOKO3HI.



. lit nenp mocne omneparuu: I[Ipu OTCYTCTBHM OCIIOXHEHH,
OTCYTCTBUM PBOTBI — TIE€pexoJ Ha TaOJeTUPOBAaHHbIE TMIpenaparbl B
yBeIu4YeHHOW B 2-3 pasza 1o3e oT 0Oa3oBoi: kopted (3 paza B JIeHb),
kopTuHED D B 0OBIYHOM /103€

. Co 2 ro gHS TOpU OTCYTCTBHUM OCJIOXKHEHUH IOCTENEHHOE
CHUKEHHE J103bI 1O CTAaHAAPTHOM /1036l B T€UEHHE 3-5 NHEN
Xupypeuueckoe Jjeuenue ¢ _IHOOMPAXEANbHbIM _HAPKO30M _(msxcelvle)
(KapAMOXUPYPrUYECKHE BMEIIATENbCTBA, ONEPAlMU Ha EYEHU, HA TOJOBHOM
MO3Te, KOJIOHPKTOMHUSI U JIp):

Jlenbp 1m0 omepanuu — ABOWHas 103a kKopreda, Beuyepom — 25-50 mr
THAPOKOPTU30HA (COMy-KopTeda)

B nenp omepanuu — 100-200 mr (150 mr /m(2)) rugpokopTU3oHa B
cyTKH (25-50 Mr Kaxxapie 6 4acoB)

lit nenp mocne omnepanuu — 100 mr B cytku B/M (unu 100-150 mr Ha
M(2)mioimaay moBepxHoCcTH Tena) (25-50 Mr kaxipie 6 4acoB)

Jlanee - B 3aBUCHMMOCTU OT BO3MOXXHOCTHU 3HTEpaibHOro nurtanus. [lpu
OTCYTCTBUHU OCJIOKHEHUN — BEPHYThCS K 0a3MCHOM 3aMECTUTENBLHOMN Teparnuu
B TeUECHUE S5-7 nHEU

Cnenyer 3aMeTUTh, YTO MpPU OBICTPON CTAOWUIU3AIUU COCTOSHUS
nanueHTa, 4TOo, Kak MpaBuUiio, ObIBaeT MpHU IUIAHOBBIX OIEpaIusix, HET
HEOOXOIUMOCTH B JOJTOW Tepanuu OOJIBIIUMH J103aMH THAPOKOPTU30HA, a
HY’)KHO 110 BO3MOXXHOCTM OBICTpee MNEepeXOJUTh Ha TaOJIETUPOBAHHBIE
npenapara, MmycTb B HECKOJBKO OOJbIIEH J03€, YeM OHU MPUHUMAIHUCH 0
onepaunu. llepeno3npoBka INIFOKOKOPTUKOMAAMH B IIOCIEONEPALUOHHOM
MEepUOJE ONAacHAa B IUIAHE YXYJIICHHS 3aKUBJICHUS ONEPAlMOHHON paHbl U
pa3sBUTUSA B CBs3M C OTUM OCIOXHEHUHM, llpu ponopaspemeHnn, Kak
perviasnaturalis, Tak W TpU ONEPATUBHOM, MPHUHATA AHAJIOTHYHAs TaKTHUKa
3aMECTUTEIBbHON TEPAIUH.

Haubonee BaxupiM wmepompusituem npodunaktuku OHH sBnsercs
obyuenue 6ombHBIX XHH. BonbHbIE MOMKHBI YETKO NMOHUMATh, YTO U3 ceOs
NPECTaBISAIOT cuMNTOMBI iekomrneHcarnn XHH. Onu nomkHbl nMeTh ob1iee
MPEACTABICHUE O POJIM KOPTHKOCTEPOUJOB B OpPraHU3ME M 3HATh O TE€X
CUTYalMsIX, KOTJa NOTPEOHOCTh B 3TUX TOPMOHAX 3HAYMTENILHO Bo3pacraer. B
ATOM TUIaHE OOJIbHBIE JTOJDKHBI 3HATh, YTO TPU CTPECCOPHBIX CUTYaIMsIX, B
NEPBYIO OYepelb HEOOXOAMMO YBEIMYEHHE J103bl TIIOKOKOPTHKOUIOB, a HE
MuHepanokopTukougoB. Bece OonbHbie 1-XHH nomxHbl ObITH 0OECEueHbI
TUAPOKOPTU30HOM  JKENATEIbHO CUHTETUYECKUMH TIIIOKOKOPTUKOUAAMH JUJIst
MHBEKIMN (MPEJHU30JI0H WIN JIEKCAMETa30H), a TaKKe IIIPHUIAMHU, KOTOpPbIE
JOJKHBI XPaHUTCS IOMa U OpaThCsi ¢ cCOO0M B KOMaHAUPOBKHU U OTITYCK.

7.2. 3amecmumenvnas mepanus XpOHUUECKOZ0ZUNOKOPMUUUIMA




3amecmumenvhas mepanus curmemu4decKumu COPMOHAMU  ABIAEMCA

HCUBHEHHO He00X00uMbiM Jevyenuem v obonvubix ¢ XHH u wne mooicem

OMMEHAMbCA HU NPpU Kaxkux ycaosusx!!!

HecMmoTpss Ha HEKOTOPYIO YCIIOBHOCTb PA3IECICHUS 3aMECTHTEIIBHOU
teparinn  |-XHH Ha MHHEpaTOKOPTUKOWIHBIA U TIIFOKOKOPTHUKOWIAHBIN
KOMIIOHEHTBI, MOXHO CKa3aTb, YTO HA CETOAHSAIIHUN [I€Hb, 3aMECTUTENIbHAs
tepanusi MK Oonee paspaborana, uem 3amectutenbHas Tepamus ['K. s
ATOTO UMEETCS PSi MPEANOCHUIOK:

- COBPEMCHHAs  3aMECTUTEIbHas  Tepanusd 1 -XHH
MUHEPAJIOKOPTUKOUIAMH II0JPAa3yMEBAET HCIIOIb30BAHUE TOJIBKO OJHOI'O
npenapara — 9a-propkopTuzona (koptuedd);

- OTCYTCTBUE CYLIECTBEHHOMW CYTOYHOM IHHAMUKH cekpenuun MK B
HOpME, KOTOpas XxapakrepHa i cekpeunu ['K;

- JIOCTATOYHO noipoOHOE OMHUCaHue (U3HOTOTHIECKUX
B3aMMO/JICHCTBUI B CUCTEME HAJMOYEYHUK-TIOUKA (KMl - HATPUM - PEHUH -
aJbJIOCTEPOH - BOJIHBIN OallaHC - apTepuaibHOE JIaBJICHHUE).

Tabnuya 4
[Ipenaparbl KOPTUKOCTEPOUIOB
[Ipenapar Cranmapt dapMaKoKnHe
Hast CpaBHUTEIbHASI AKTUBHOCTH
THKa
TabIETHUPO
BAHHAS T1/ T1/2
dopma 2 o103
(Mr) BILJI (I)CKT
(OxBuBaie asMm a
HTHAS e (dacer)
1034 10 Munepa (1acer)
I'K I'mokoxo - AKTT -
AKTUBHOCT PTHKOH- KOPTHKO MOJIABII
n) TTHAS WaHAS STFOTIAS
20 1 1 + 0 8-
, 12
5
I'muppoxoprtu 5
30H 5
Koptuzon 25 0,8 1 + 0 8-
, 12
6
7
2
IIpenauson 5 4 0,5 + 2-4 18-
OH 36
MeTtunmpen 4 5 0.1 + 4 18-
HU30JI0H 36
TpuamiuHo 4 5 0,05 ++ 3,5 24




JIOH

48

Jlekcameras 30 0,05 +++ 5 36-

OH 54

Koptunedd 0,1 15 150 - 3,5 18-
36

3amectutenbHas Tepanus 1 -XHH mnompa3zymeBaer oOs3arenbHOe
KOMOMHUPOBAHHOE Ha3HAYEHUe penapaToB TJIIOKO- u
MUHEPAIOKOPTUKOMAOB. TUMMYHON OIIMOKOW SBJISETCS JIeUeHHe OO0JIe3HU
ApIvcoHa ¢ TIOMOIIBIO MOHOTEpanuuritokokoptukougamu. Ilpm 2-HH
neUIUT  MUHEPATOKOPTUKOUIOB  OTCYTCTBYeT HW B  Ha3HAYCHUU
MUHEPAIOKOPTUKOUAOB (KopTUHE(P(D), 32 UCKIIOUEHHUEM Cly4yaeB, Korja y
NaueHTa UMEETCsl BhIpaKeHHasi apTepralibHasi TUIIOTEH3Us, HEOOXOIMMOCTH,
KaK IIPABUIIO, HET.

Ocnosnvle enobanvmvie yeau nevernus 1-XHH:

1. [Togo6parh pexuM U 03Bl MPENapaToB TIIIOKOKOPTUKOWOB TakK,
9TOOBI OHM MAaKCUMaJIbHO COOTBETCTBOBAIM  (DU3HOJOTUYECKOMY U
[UPKAJHOMY PUTMY KOPTH30JIa

2. N30exaTh pa3BUTHS aipe€HAIOBOr0 KpH3a

3. N306exaTh XPOHHYECKOW TIEPENO3UPOBKH M €€ OTIJAICHHBIX
HEeXenaTelbHbIX 3P (HEeKTOB (0CTEONOpO3, MOBBIIICHUE KapIuOBACKYIISIPHBIX
PHUCKOB, META0OJIMUECKUN CUHJIPOM)

4. VYAy4ymuTh KayecTBO KU3HM MAallMEHTa, O00ECIEeYUB €ro ICUXO-
COLIMAJIBHYIO aJJalTal[UIO

7.2.1. 3amecmumenvuan mepanus MUHEPAIOKOPMUKOUOAMU

EQMHCTBEHHBIM  CHUHTETUYECKMM  IpEnaparoM Uil 3aMElICHU
MUHEPATOKOPTUKOUIHOW HEJOCTATOYHOCTH, BBIYCKAEMbIM B TaOJeTKax,
aisiercs OJIYIPOKOPTU3OH. B Poccun npumenstorcs KOPTUHEDD
(ITOJIb®A) u ®JIOPUHE® (BRISTOL-MYERS SQUIBB), conepxariue B
onHol Tabnerke Quyapokoptuzona arerata 0.1 mr. Ilocine nmpuema BHYTpH
ObICTpO M MOJHOCTHIO BcackiBaeTcs u3 JKKT. MakcumanbHas KOHIICHTpAIUs
aKTHBHOIO BEILIECTBA B IJIa3Me JocTuraercs uepes 1,7 yaca.

[Ipenapar ne3okcukoptukoctepona amerar (JOKCA) obGnanaer
HEJIOCTATOYHOW MUHEPATOKOPTUKOUHON aKTUBHOCTbIO, MHAKTUBUPYETCS MPH
MIEPBOM NPOXOKJACHUU Yepe3 MEeUEHb; B HACTOSIIEE BPEMSl HE UCIIOIb3YETCS U
CHSAT C MPOU3BOJICTBA.

Koptunedd nHaznauvaercss oaumH pa3 B cyTku B jgoze 0,05—0, 1 wmr
(makcumansHo 0,2 Mr), Kak MpaBUiIO, €KEIHEBHO YTpOoM. B KiIMHUYECKOU
MPaKTUKE
PEKOMEHAYETCSI HCHOJIb30BAHUE CIEAYIOUIUX KPUTEPUEB aJEKBATHOCTH
Tepanuu KoptunePppom:

- HOpMaJIbHBIC YPOBHU KaJIUsI U HATPUSI TUTA3MBbI;



-HOPMAJIbHBIA WJIM YMEPEHHO IMOBBIIIEHHBI YPOBEHb AKTHMBHOCTH PEHHUHA

IU1a3MBl;

- HopMasibHOE (KOM(OPTHOE) apTepuaIbHOE JIaBJICHUE;

- OTCYTCTBHE OTE€YHOCTH, 3aJE€PKKH >KUIKOCTU (MpPU3HAKU IEPEAO3UPOBKHU

npemnapara).

Cnegyer uMeTh B BHJly HEKOTOpbIE OCOOCHHOCTH 3aMECTUTEIbHOMN
Tepanun KoptuHepdhoM BO Bpems OepemeHHocTH. [lpu OepemeHHOCTH
MPOUCXOJUT  TOCTENEHHOE W  3HAYUTEIBbHOE  YBEJIMYEHUE  YPOBHS
MPOTeCcTepOHa, KOTOPHIH, MOJIOOHO CIIUPOHOJIAKTOHY, SIBJIIETCSI AHTAarOHUCTOM
MK. B oto#i cBsizu, HeoOxomumas no3a koptuHedda npu OepeMEeHHOCTH
MOJKET 3HaYUTENbHO Bo3pacTaTh. [10100p 03Bl AOMKEH OCYLIECTBIATHCA 10
YPOBHIO Kaius IUIa3Mbl U apTEpUATBLHOMY JaBjieHUI0. YpoBeHb APII He
MH()OPMATUBEH, TIOCKOJIbKY BO BpeMsi OEpEeMEHHOCTM OH U B HOpPME
3HAQUUTENbHO TMOBbIIEH. OmNUcaHbl CIoy4aw, KOrja, OCHOBBIBAsCh Ha
MEPEUYNCICHHBIX  KPUTEPHsIX, 03y KoptuHepdha HEOoOXoauMo  ObLIO
yBennunBath 10 0,3 u gaxe 10 0,6 Mr B JI€HD.

7.2.2. 3amecmumenvuan mepanus 210KOKOPMUKOUOAmu

Kak yxe yka3piBasioch, pa3pabOTKa MPUHIMIIOB 3aMECTHTEIbHON
tepanuu 'K mpezacraBnsier Oousblliie TPYJHOCTH IO CPABHEHHMIO C YiKe
onucaHHou Tepanueid MK. D10 moaTBepxKaaeTCs TEM, UTO:

- B apceHasie Bpaua uMeercsi Oojbinoe uucio npenapatoB 'K, koropsie
MOTEHUIHUAIBHO MOTYT HMCIOJIb30BAaThCSl NIJII 3aMECTUTEIBHON Tepanuu 1-
XHH;

- IUpKagHbIM xapakrep cekpenuu 'K B HOpMme;

- KOPOTKHMH NEPHUOJ IMOJTYKU3HHU €CTECTBEHHOro u ocHOoBHOTO 'K yenoBeka
KOPTHU30JIa U €ro Mpenaparos;

- OTCYTCTBHE OOBEKTHUBHBIX (JIaDOpAaTOPHBIX) KPUTEPUEB aIE€KBATHOCTH
3amecTtuTesbHOM Tepanuu ['K, mpuro Heix AJis MOBCETHEBHON MPAKTUKH.

B xiMHMYecKOW MpakTUKE NPUMEHSIIOTCS THAPOKOPTU30H (KOPTHU30M),
KOPTU30HA aleTaT U UX MOJIyCUHTETHYeCKHe npousBoAHble. [locnennue, B
CBOIO oOuepeslb, JENSITCs Ha He@TOpUpoBaHHbBIE (MPEIHU3OH, MPETHU3OJIOH,
METWITNPETHNU30JI0H) U (PTOpUpOBaHHBIE (TPUAMIIMHOJIOH, JEKCAMETa30H U
OeTaMeTas3oH).

[Ipn mpueme BHYTPH TIIOKOKOPTUKOWIBI OBICTPO W TIOYTH TOJTHOCTHIO
BCACBIBAIOTCS] B BEPXHUX OTJEIaX Tomieil Kuiku. [IpueM numm He BIuseT Ha
CTENEHb BCAChIBAaHUS TOPMOHOB, XOTS CKOPOCTb 3TOr0 IMpoIecca HECKOJIbKO
3aMeIIsAeTCs.

OcoOEHHOCTH TPUMEHEHUSI HHBEKIHOHHBIX (OpM OOYCIOBIEHBI Kak
CBOMCTBAMU CaMOI0 TIJIIOKOKOPTUKOW[A, TaK U CBSI3aHHOTO C HHUM 3Qupa.
Hamnpumep, cykumHaThl, TeMUCYKIIMHATBI U (pochaThl pacTBOPSIIOTCS B BOJE U
IpU MApEHTEPATbHOM MPUMEHEHUU OKa3bIBAIOT OBICTPOE, HO CPAaBHUTEIILHO
KpaTKOBpEMEHHOe  neiictBue. HampotwB, ameratsl MW al€TOHHU]IBI
MPEJICTABIISAIOT COO0N MEIKOKPUCTAIIIMYECKHE CYCIIEH3UH U HEPACTBOPUMBI B
Boge. VX nelicTBuE pa3BUBAETCA MEUIEHHO, Ha MPOTSKEHUH HECKOJbKUX



4acoB, HO TMpojJojukaercs JuMTenbHO. BopopactBopumbie  3¢upbl
TJIFOKOKOPTHUKOHMIOB MOTYT PUMEHATHCSA BHYTPUBEHHO,
MEJIKOKPUCTANINYECKUE CYCIIEH3UU - HET.

[IpemapaTsl THAPOKOPTU30HA W KOPTHU30HA OOJIAZAIOT MHUHEPAIOKOPTHU-
KOUJHOW aKTHBHOCTBIO, XOTS U Oosiee cnaboii, 4eM UCTUHHBIE MUHEPAJIOKOP-
TUKOUAbI. HeTopupoBaHHBIEC MOTYCHHTETUUECKHE TIIFOKOKOPTUKOMIBI TaKKe
OKa3bIBAIOT MHUHEPATIOKOPTUKOUJIHBIE PHEKThl (BBIPAXKEHHOCTh KOTOPBIX, B
CBOIO OdYepelb, yCTymaeT 3(PQeKTaM NPUPOIHBIX TIOKOKOPTHUKOUIOB). Y
(TOPUPOBAHHBIX  NpPENapaToB  MHHEPAIOKOPTUKOMAHAS ~ aKTUBHOCTH
OTCYTCTBYET.

['IOKOKOPTUKOUIHASI aKTUBHOCTh MOJYCUHTETUYECKHUX MPENapaToB BBIILE,
4eM Yy TUAPOKOPTU30HA M KOPTH30HA, 4YTO OOBICHIETCS MEHBLINM, IIO0
CPaBHEHHUIO C MPUPOAHBIMUTIIOKOKOPTHUKOUIAMH, CBSI3bIBAHHUEM C OEIKOM.
Oco0eHHOCTHIO (PTOPUPOBAHHBIX IIPEMIAPATOB SIBISETCS 00JIee MEIICHHBIN UX
MeTabonu3M B OpraHu3Me, 4YTO BJe4YeT 3a CcOo0Oi  yBelIHueHHue
MPOJODKUTEIHLHOCTH ICUCTBUS JEKAPCTB.

ITNMAPOKOPTU30OH  sBisieTcs  €AMHCTBEHHBIM  TJIFOKOKOPTHUKOHUIOM,
yIOBIETBOPSIIOIIUM BCEM TpPEOOBaHUSM, KOTOpPHIE TNPEIBSBIAIOTCS K
npenapataM, MOPUMEHSEMbIM JUIsl TOCTOSHHOW 3aMECTUTEIbHOM Tepanuu
XHH. Twugpokoptuzon B 4 pa3a cnabee  TPEIHU30JI0OHA  TIO
[IFOKOKOPTUKOUHON aKTUBHOCTH, HO MPEBOCXOJUT €r0 MO BBIPAXKEHHOCTHU
MuHepasiokoptukonaHoro neucreusa. Ilpm XHH, a Ttaxke npu ocrpon
HAJIMOYECYHUKOBOW HEJOCTATOUYHOCTH M APYTUX HEOTIOKHBIX COCTOSTHUAX
npenapaThl THAPOKOPTU30HA SIBJISIIOTCS IIpenapaTaMu BeIOOpa.

B Hacrosiiiee BpeMs €IMHCTBEHHBIM 3aperMCTpUpPOBaHHBIM B Poccun
MpEenapaToM TUIPOKOPTU30HA, JJIsI puMeHeHus peros, sBisercsi KOPTE®D
(PHARMACIA&UPJON), kotopblii BeillyckaeTcst B Tabsietkax no 5, 10 u 20
MT.

Jns mapentepansHoro BBeneHus wucnonbdywrcs COJY-KOPTE®
(PHARMACIA&UPJON) - cyxoe BemecTBO Jisi MHBEKIMH BO (priakoHe,
coaepxkaieM 100 Mr ruIpOKOPTU30HA HATPHS CYKIIMHATA C PACTBOPUTEIIEM 2
mi B amnyie; COINOJIBKOPT H (EJIb®A) - pacTtBop AJist uHbEKIMI 1 M1 B
amIyje, colepxameid TUAPOKOPTU30HA TeMucykiuHata 25 mr u 50 wr;
I'MAPOKOPTU30OH (GEDEON RICHTER) - cycneH3ust ajis UHbEKLIUM, 5
MJI BO (uakoHe, coxaepxameMm 125 Mr ruapoKOpTU30HA — alerara
MUKPOKPUCTAJUIMYECKOTO  (TOJBKO  JUIsi  TJIYOOKHMX  BHYTPUMBIIICYHBIX
unbekiuit); TUAPOKOPTU30H (HEMOFARM) - nuoduin3upoBaHHBIM
MOPOIIOK ISl UHBEKIUHN BO ¢uiakoHe, coaepxkaiieM 500 Mr rugpoKopTU30HA
anerara, B KOMIUIEKTE C paCTBOPUTENIEM B aMITyJiax.

KOPTHU30H Ttakxke Kak M TUAPOKOPTHU30H 001alaeT BBIPAKEHHON
MUHEPATOKOPTUKOUIHOM aKTHUBHOCTBIO, HO KakK [0 T[JIOKO-, TaK © IO
MUHEPATIOKOPTUKOUTHOU AKTUBHOCTH yCTyHaeT TUAPOKOPTU3OHY.



[Ipumensiercs y 6ombHbix XHH Tonbko ¢ HOpManmbHON (yHKIIMEW TEYeHH,
MIOCKOJIbKY KOPTH30H IMpEBpaIlaeTcsi B TUAPOKOPTH30H B IMEUYEHU U TIPU
TSOKEJIOM  INOPaXXEHWW 3TOr0  OpraHa INpHUMEHEHHE Ipernapara He
PEKOMEHy€eTCs.

B kmuHnueckoi mnpaktuke npumenserci KOPTU30OHA ALETAT
(AKPUXWH), BeimycKaeMblii B TabJIeTKaxX MO 25 MT.

HPEJHU30OJIOH mmpoko nOpuUMEHAETCS I 3aMECTUTEJIbHOU
tepanuu XHH. B Hacrtosimiee BpeMsi cuuTaercs, 4To IPEIHU30JI0OH MEHEe
NPEANIOYTUTENICH JUIsl  IIOCTOSIHHOM — 3aMecTuTenbHOM Tepanmu  XHH,
NOCKOJbKY, KaK M BC€ CHHTETHYECKHE IIpenapaThbl, OTJIWYAETCS OT
TUIPOKOPTU30HA WHTEHCUBHOCTBIO CBSI3BIBAHMS C O€JIKaMU, PElenTOpaMH,
COOTHOIIICHHEM pa3Nu4HbIX Ouosiormueckux sddextoB. CooTHOIIEHUE
[IFOKOKOPTHUKOUHON U MUHEPATOKOPTUKOUIHOM aKTUBHOCTU MPETHU30JI0HA
cocrasisger 300:1.

HPEJHU30OJOH(AEKOPTUH, MEJOIIPEN) TUTSt
3amectutenbHOM Tepanuu XHH Bbeimyckaercs B Tabnerkax 1Mo 5 MI.
HNPEAHU3O0JIOH nns unbekuuii (GEDEON RICHTER) - pactBop nmst
MHBEKIMK, | MJI KOTOPOTrO COAEPKUT MasumpenoHa ruapoxiopuna 30 wmr;
COJIO-JEKOPTUH H (MERCK) - mnopomok /s NOpUroTOBIEHUS
MHBEKIIMOHHOTO PacTBOpa B aMIlyJiax, COJIEpXKaIllUX MPeaHu30JI0H (B (popme
remucykiuaara Hatpusi) 10, 25, 50 u 250 Mr B KOMITJIEKTE ¢ PaCTBOPUTEIIEM;
MHNPEAHU3O0JIOH (SANAVITA) -cycnien3usi uisi HHbEKIIUH B aMITyjax 1o 1
MJI, cojaepxamux npeaHuzosiona amerar 25 wmr;ITPEJHU30JIOH
XADPCIHYHA HUKOMEJA (NYCOMED AUSTRIA) - pactBop s
uHbeKIUU, B Ima comepxkanuii 25 mr npennuzonona; INPEJHU30JIOH
AIETAT (ASTRAPIN) - cycnien3us ais UHbEKLIHM, B 1 M pegHU30JI0Ha
anerar 25 Mr.

METHUJIITPEJHU30OJIOH 110 CpaBHEHUIO C MPEIHU30JIOHOM
o0JazaeT HeCKOJbKO OOJbIIEH TTTIOKOKOPTUKOUIHON akTUBHOCTHIO (Ha 20%)
U OKa3blBaeT cllaboe MUHEPATOKOPTHUKOMAHOE JeicTBue. JlocTonHCTBOM
npenapara SIBJII€TCSI BECbMa YMEPEHHAash CTUMYJIALMS NICUXUKH M aNIeTUTa,
YTO OIpPaBIBIBAET €r0 Ha3HaYeHUE OOJIbHBIM C HECTAOWJIbHOW TMCUXUKOU H
n30biTounot  maccoit  tema.  MEJIPOJI  (PHARMACIA&UPJON),
METHIIPEJLT (ORION PHARMA INTERNATIONAL) - wMerun
npeaan3o0iioH 4 mr B Tabnetke; COJIY-MEJIPOJI (PHARMACIA&UPJON)
- METWINpeaHn30J0Ha HaTpus cykuuHara 40 mr B 1 mut, 125 mMr B 2 M1 u
dnakonsl, cogepxamue 250,500 u 1000 mr, METHUIIPE]] cyxoe BeniecTBo
JUIST UHBEKIUNA - aMITyJibl 4 MJI, coAepiKallue METWINPEIHU30JI0HA HATPUs
cykuudata 250 mr; METHUIIPEJL neno-dopma misi uHBEKIMNA - 2 MJI B
aMITyJie, cojAeplKaliue MeTWNpeaHu3oioHa amerara 80 mr (mpeactaBiseT
co0oll mpenapar uisi MapeHTEePaIbHOrO BBEIACHUS IUTEIBLHOTO ACHCTBUS C
MeJUIeHHOM abcopOuueil - Tmociie BYTPUMBIIIEYHOTO BBeneHus 80 wr
npenapara €ro JEHWCTBUE MPOAOJKAeTCa B TeueHWe 12 yacoB mocie



MHBEKIIMH, a CHCTEMHOE JielicTBUe HabmoaaeTcs B Teuenue 17 queit); JEIO-
MEJAPOJI (PHARMACIA&UPJON) - 40 mr meTuianpeaHu3o10Ha B 1 mil.

JEKCAMETA3OH 10 TIIOKOKOPTUKOWIHOW AKTUBHOCTH B 7 pa3
NPEBOCXOAUT MPETHU30JIOH. SABnsieTcss PTOPUPOBAHHBIM TITHOKOKOPTUKOUIOM
U He o01asaeT MUHEPATOKOPTUKOUIHBIM JnelicTBreM. [lo cpaBHEHHIO ¢
JIpYTUMU TpernapataMy B OOJbIlEH CTENEeHU MOoAaBiIseT GyHKIUIO Tunodusa.
JInuTenbHOE TNPUMEHEHUE HE PEKOMEHIYETCS B CBSI3M C OMNACHOCTBIO
Cepbe3HbIX MOO00YHBIX AP(DHEKTOB (TIPEXKIE BCEro, YrHETCHUS THIOTaIaMo-
runou3apHO-HAANOYEUHUKOBOM OCH, HapylIeHUuss OOMEHHBIX MPOIIECCOB,
ncuxoctumy-nupytomero  aeicteust). JAEKCAMETA3OH(AEKCA3OH,
JNEKCAME]) Bemyckaercs B Tadnerkax mo 0.5 mr; JEKCAMETA3OH
pacTBOp JJIsl UHBEKIIUH, conepxaiuii 4 mr nekcamera3zona docdara

OcHOBHbIC IPUHUMIIBI 3aMecTHTEIbHOM Tepanuu npu XHH:

1. 'V oOombabix ¢ XHH mnpenapaTsl TIrOKOKOPTUKOCTEPOUIOB
MPUMEHSIOTCS OKU3HEHHO;

2. lna 3amectutenbHoi Tepanuu XHH ucnonb3yroT gusnonoruueckue
N03bl TITIOKOKOPTUKOUIIOB. IIpenapaTel BBOAATCSA C YUYETOM PUTMa CEKPELHH
TTFOKOKOPTUKOUOB (2/3 CyTOYHOM J103b1 yTpOM U 1/3 - Beuepom).

3. OCHOBHBIMU rpernaparaMu U1 3aMECTUTEIIbHOU
rimokokoptukonaHoil Tepanuu XHH sBistorcs KOPTE®, KOPTU30OHA
ALETAT, TIPEJHUW30JIOH; nmisg KOppeKUMH MHUHEPATOKOPTUKOUIHOMN
HegoctaTrouHoCcTH -KOPTUHED®, ®JIOPUHED.

4. OueHkKa aJIeKBaTHOCTH 3aMECTUTEIIBHON TEPANNH TIIFOKO- U MUHEpPAI
OKOPTUKOWUJIAMU TPOBOJUTCA MO KIMHUYECKUM MapaMmeTpaM: OLEHKa
anmnerurta, (U3NYECKOW aKTHUBHOCTH, Beca, aprepuanbHoro aamieHus, YCC,
YPOBHSI 3JIEKTPOJIMTOB KPOBHU, TJIFOKO3bl KPOBU HATOLIAK WM HAMpPaBJICHHBIN
cOOp aHamMHe3a aJisi BbIsACHEHUs obuiero cocrosuus. [Ipu nepsuunoit XHH
00BEKTUBHBIM KpUTEpPUEM KOMIIEHCAllUU MUHEPAIOKOPTUKOUAHON
HEJOCTATOYHOCTH SIBJIAETCS HOpMallM3alusl COJEpPKAaHMSI PEHUHA IUIa3Mbl, a
[NIFOKOKOPTUKOUIAHOM HENOCTaTOYHOCTH - HOPMalIW3alus KOHUEHTPALUU
AKTI B mna3me kpoBu. OmnpeaesieHHe KOPTH30J1a KPOBH W CBOOOIHOIO
KOPTH30J1a MOYH Ha (oHe MpHeMa NMpPenapaTroB IIIOKOKOPTHKOWIOB /ISl
noadopa MX aJeKBAaTHOM M03bl HEHMH(POPMATHBHO W NPOBOAUTH HX
HelesJecoo0pasHo.

CyMMUpOBaB CKa3aHHOE, Ha CErOJHSAIIHUN J€Hb MOXHO BBIIECIUThH
CIIEIyIOIIME KPUTEPUU AJI€KBATHOCTH TJIFOKOKOPTHUKOWIHOIO KOMIIOHEHTA
3amecturenpHor Tepanuu 1 -XHH:

- Knunuueckass kaptuHa, HaJeXHbIE OOBEKTHUBHBIC (71a00pAaTOPHBIC)
KPUTEPUHU OTCYTCTBYIOT.
- MuHuManbHO BBIp@XKEHHBIE >KAJIOOBI Ha C€IAa00CTh U HU3KYIO
paboTOCTIOCOOHOCT.

- OrcyTcTBHE BBIPDQ)KEHHON TUIIEPIIUTMEHTAIIMM KOXH U €€

MTOCTEIICHHBINA perpecc.



- ITonnepxanue HOpMaIbHON Macchl Teja, OTCYTCTBHE KajoO Ha
IIOCTOSIHHOE YYBCTBO TO0JIOJAa W TNPU3HAKOB IHEPEIO3UPOBKU (OXKUPEHHE,
KYLIMHTOMJU3ALIHSL, OCTEOIEHUS]),

- OTCcyTCTBME  TMIOIIMKEMUYECKHX  BIH30[0B, HOPMAJIBHOE
apTepuaIbHOE JIaBJICHUE.

Oco0ennoctu 3amecTuTeIbHOM Tepanuu npu XHH.

* Jlo3a mpenapatoB 3aBUCUT OT TSKECTU 3a00JI€BaHMs, CTENIEHN KOMIICHCAIINH,
COCTOSIHUS, B KOTOPOM HAXOJUTCS OpraHu3M OOJBHOTO (CTpecc, IMOKOM).
[Ipu neckou popme XHH pekomennyetcst nedeHrue koprepom 15 mMr B cyTku
WM KOPTU30HA aleTatoM B 1o3e 12,5-25 Mr B CyTKH B OAWH WJIU JIBA IPUEMA.
Ecnu npenapaT npuHUMaeTcst OJJUH pa3 B CyTKH, TO yTPOM IOCJIE 3aBTpaKa.

[Tpu 3aboneBaHUM cpedHell msdxcecmu u msadxjicenol ¢hopme Ha3HAYACTCS
O0ObIYHO KOMOMHUPOBAHHHAS Tepamus - coyeTaHue kopreda Wi KOpTHU30HA
aneraTta, IPEIHA30J0HA M MHHEpaJIOKOpTUKOMIOB. IIpu cpenHel TspkecTH
3a00eBaHUs Ha3HadaeTcss oObrdHO Kopred 15-20 mr ytpom, 5-10 mr mocne
obena + dumynpokoptuszon 0,1 mr yrpom; mpemuusonod 5-7,5 mr u 0,1 mr
koptuHedda mocne 3aBTpaka, kopred 10 mr mocie odexa + 5 Mr nocie y>kuHa
WJIM KOPTU30HA arerar 25 Mr nociie obena + 12,5 mr mocne yxuHa.

ITpu gvipasicennoii dexomnencayuu KenaTeNnbHO NEPEBOAUTh OOJBHBIX Ha
BHYTPUMBILICYHbIE UHBEKIIMU THIPOKOPTU30HA - HE MeHee 3-4 MHBEKUUU B
cyTKH B 7103¢ 75-100 Mr ¢ mocieayromuM NOCTEIEHHBIM CHUKEHUEM JI03bl U
NepeBoIOM OOJILHOTO Ha MpHUEM IpenaparoB peros. JIroboil crpecc, BKIrOUas
JMXOpagouHOe 3a00jeBaHHe, TpaBMy, ONEPATUBHBIE BMEUIATEIbCTBA, MOTYT
COPOBOLMpPOBAaTh  ajgavcoHnyeckuit  kpu3.  [lostomy  HeoOXxomumo
3a0JJarOBPEMEHHOE  BBEJECHUE JIOMOJHUTEIBHBIX J03 TIIOKOKOPTUKOUIOB
(mo3a TIIOKO- WM MHMHEpPAJOKOPTUKOMJIOB YBEJIWYMBaeTca B 2-5 pa3 1o
CpaBHEHMIO C mojjepxuBaroieit 1030i). [Ipyu nHexknoHHbIX 3a00JI€BaHUIX
JIETKOW WM CpeaHeTSKENON (OpMbl JTOCTATOYHO 103y TIIOKOKOPTUKOUOB
yBEIU4MTh B 2-3 paza. Ecnu 3a00eBaHre MPOTEKAET C PBOTOM, a TakKe IpPH
MOSIBJIEHUM CHUMIOTOMOB aJ[pEHAJIOBOIO Kpu3a, OOJBHOW JIOJKEH ObITh
TOCIUTAIU3UPOBAH JIi TPOBEJIECHUS HWHTEHCUBHBIX Meponpustuil. [lpu
TSOKEJIOM  TEUEHWHM HWH(EKIMOHHBIX 3a00JIeBaHUN  WIM  MPOBEIACHUU
XUPYPrUYECKUX ONepalii B YCIOBHSX OOIIEH aHEecTe3uu, Kak MpPaBUIIo,
TpeOyeTcsi BHYTpUBEHHOE BBeJieHHE coy-KopTeda (100 Mr kaxapie 8 4acoB)
WM THAPOKOPTH30HA arerara 50 Mr B/M kKaxjplie 4-6 4yacoB. Y aapHbIC J103bI
TIIFOKOKOPTUKOMIOB CHUXKAIOT OBICTPO uepe3 | win 2 qHs mocie TUKBUAALNH
CTPECCOBOM CUTYallUH.

Jlo3a 3aMeCTUTENLHON TEPANHNH 80 8pemMs OepeMeHHOCMU OCTAeTCsl TaKou
e, HeOONbIIOe YBEIWYeHUE J03bl TpeOyeTcss Tocie TpeX MECsIEeB
o6epemenHoctu. Ilpu ponmax BBeJeHHE TOPMOHOB MPOU3BOAAT IMPHU TEX Ke
YCJOBUSIX, UTO U MPU IJIAHOBBIX ONEpaIMSIX.

[Ipu  3amecTUTENBPHOW  TEpanuu  T[IIOKOKOPTUKOWAAMU  BO3MOXHO
Pa3BUTHE NPUHAKOE Nepedo3uposKy TIPETapaToB: OBICTPOE yBEIHMUYCHUE Beca,
MOSIBJIEHUE MBIIIEYHOM CJIa00CTH, MOBBIIIEHUE APTEPUAIBHOIO JIABJICHHUS,
rOJIOBHBIE O0JIH, 3a/IepKKa )KUJIKOCTH (TIOSBJICHHE OTEKOB), CH)KEHUE YPOBHS
KaJlud W TOBBILIEHWE YpPOBHA HaTpus B IutasmMe. B »ToM ciydyae pgo03a
BBOJIMMBIX TPENapaToB JOJDKHA OBITH YMEHBIIEHA. YCTPAHEHHWE CHMIITOMOB
TUIIEPKOPTULIA3MA IIPOUCXOIUT MEJIEHHO - B T€UEHUE 4-8 HEEIb.



[Tpu covemanuu  XHH u  s36eHHou  00Ne3HU KENyOKa  W/AIU
JBEHAIIIATUNIEPCTHON  KHIIKKA MPEANOYTEHUE OTAACTCS MHUHEPAIOKOp-
TukouAaM. B ciydasx HegoCTaToyHOTO JieueOHOTro 3P dheKTa TOMOIHUTENHHO
Ha3HAYaloT TJIIOKOKOPTUKOW/IbI, HauMHAasi C MaJlbIX JI03 MOJI MPUKPBITUEM
aHTAlUJIHBIX TpenapaToB C 00sA3aTEIbHBIM OJHOBPEMEHHBIM BBEICHUEM
aHAO0OMMYECKUX CTEPOWAOB. B peakux ciydasx, MpH TSOKEIOM SI3BEHHOM
MOpakeHUH, npuoderarot K BHYTPUMBIIIIEYHOMY BBEJICHUIO
MpOoJIOHTUpOBaHHbIX  (opMm  (memo-dopm)  rimrokokoptukonaos (AEIO-
MEJIPOJI, METU-TIPEZl  JEIIO) B coueranmu ¢  mOpenaparamu
MH30IIPOCTONA (CAUTO-TEK) - CUHTETUYECKUMHU aHaJioraMu
npocrarnanauaa El. TlocnenHue oka3bIBalOT HUTOMPOTEKTUBHOE JIEHCTBUE,
CBSI3aHHOE C YBEJIMUCHHEM OOpa30BaHMs CIM3U M TIOBBIINICHUEM CEKPEIUU
OukapOoHaTa CIM3UCTOM OO0OJIOUKOM JKellyJKa, TeM caMbiM TIOBBIIIAs €€
YCTOMYMBOCTD K BO3JICUCTBUIO BPEAHBIX (DAKTOPOB.

[Ipu couemanuu XHH u caxapmoco  Ouabema MpeANOUYTUTEIIbHEE
Ha3Ha4YaTh MUHEPATIOKOPTUKOUJIBI, TPAKTUUECKH HE OKa3bIBAIOLIWE BIIMSHUS
Ha yraeBoAHbId oOMeH. [Ipu HemocTatouHOM A(h(HEKTUBHOCTH - TIIFOKOKOP-
TUKOUBI.

B cnyuaax coueranuss XHH u apmepuanvHou 2unepmeH3uu B TEPBYIO
ouepellb HA3HAYAKOTCA TIIFOKOKOPTUKOMABI C MHUHUMAJIbHBIM MHUHEpAJo-
KOPTUKOWAHBIM  JeiicTBUeM. IIpeamourenwe oOTAaeTCs MPEIHU3O0JIOHY,
KOTOpBI HA3HA4YalOT T0JI KOHTposieM YpoBHsA AJl, o0Imero coctosHus,
MCCIIEIOBAHUSI DJIEKTPOJIUTOB U caxapa KPOBH.

B npuBeneHHBIX ~CcXeMax 3aMECTUTENIbHOW  Tepanuu  yKa3aHbI
OpUEHTHUPOBOYHBIE, HAMOOJEE YacTO HCIOJNb3yEMBbIE 103bl Npenaparo, Kak
BpeMsi pUeMa, TaKk U J103bl KopTuHEe(DPa 1 rIFIOKOKOPTUKOUIOB MOAOUPAIOTCS
UHIUBHUIYaJbHO. MOXXHO PEKOMEHI0BaTh CIEAYIONIYIO MOCIIEI0BATEIbHOCTD
BapuaHT mnojodopa 3amectutenbHor Tepanuu 1 -XHH. Ilocne Toro, kak
COCTOSIHME MallMeHTa HOpMaJ3yeTcs Ha (pOHE MHBEKIUH TUAPOKOPTH30HA,
eMy Ha3HayaeTcsl TabJeTUPOBAHHBIA THUAPOKOPTH30H B 1o03e 30 Mr/cyT wiu
npeaHn30JI0H B 03¢ 10 Mr/cyT Ha 2 mpuemMa B coueTaHuu ¢ KopTuHeh HOMB
noze 0,ImrB genb. [lanmee ocymiectBisercss moaoop ao3bl  9a-FF,
OpPUEHTHUPYSICh HA YPOBHM Kaius 1uia3mel v ypoBenb APIT yrpom. Tlocne atoro
HayMHAIOT MeJIeHHO (1 pa3 B Hellen0) yMEHbIIATh 103y THIPOKOPTU30HA (Ha
5 Mr) Uiy npeaHu3oJioHa (Ha 2,5 MT) 10 TeX IMOp, NOKa HE MOSBSATCS JIETKUE
CUMIITOMBI TUIOKOPTUIIM3MA (BeuepHsas ciabocts). [locie »Toro mo3y
TUAPOKOPTHU30HA WM MPEIHU30JIOHA CHOBA HECKOJIBKO YBEJIMUHUBAIOT.

7.2.3. 3amecmumenvnuan mepanus npu AIIC

Jleuenme  AIIC  3aximroyaeTrcs B~ 3aMECTUTEIBHOM  TEpaIuU
HEJOCTATOYHOCTH MOPAXKEHHBIX IHAOKPUHHBIX kene3. ClielyeT UMETh B BUAY,
YTO Mpu couetannu runotrupeosa u 1-XHH tepanus Ha3Ha4YaeTCs JUIIb NTOCIHE
KoMIleHcauuu nociieqHed. [IpoBoast 3aMecTUTENbHYIO TEpanuio  Ipu
coueranuu runonaparupeosa u 1-XHH (npu AIIC-1 ), cienyer umeTs B BULLY,
YTO B HOPME KOPTU30J UM BUTAaMUH D OKa3bIBalOT MPSMO MPOTHUBOIOJIOKHBIE
ah(deKTH Ha KUIIEYHYIO aOcopOIuio Kaublmsi. TakuMm o00pa3omM, TpH



AepUIUTe KOPTH30Jla HMEETCS TMOBBIIIEHHBIH pPUCK MEpPeo3UpPOBKU
npenaparamu ButamuHa D. C npyroil cTopoHbl, Ha3HAUEHHE OOJBLIUX 03
KOPTUKOCTEpOMIOB JHaxe mpu naekomneHcauuu [-XHH, coueraromeiics c
TUIIONIAPaTUPEO30M, MOYKET CIPOBOLMPOBATH BBIPAKEHHYIOTHITOKAJIBIIMEMHUIO
C COOTBETCTBYIOIIEN KIMHUYECKOW CUMIITOMATUKOM.

Cnenyer wMeTb B BHAY, YTO NPU H30JUPOBAHHOM THIIOTUPEO3E
cekpenuss U Metradonu3M (KIMpPEHC) KOpTu3ojia CHUXKeHbl. [lostomy mnpu
HazHaueHnu oObruHbIX 103 'K ¢ nensto 3amecturensHoit Tepanuu 1 -XHH, y
[TALIMEHTOB C HE BBISABIEHHBIM THUIIOTUPEO30M MOTYT MOSIBUTHCS CHMIITOMBI
NEPEAO3UPOBKU U KyLIUHIOUIU3ALINM.

Cepbe3Hyl0 JIUArHOCTMUYECKYI0 M KIMHUYECKYIO MpOOJIEMYy MOXKET
coctaBuTh coueranue 1-XHH u 6one3nu I'peiisca-bazenosa (bI'b). B nepyto
ouepeib, NpPU TOATBEPKICHHOM THUPEOTOKCUKO3€, OBIBAET HEOOXOAMMO
muddepentupoBath UCTHHHYIO 1-XHH u Tak Ha3piBaeMyr0 THUPOTEHHYIO.
Cpazy 3ameTnm, 4TO OOHApYEHUE MPHU TUPEOTOKCHKO3e cuMnToMoB 1-XHH
(Jlerkass TUNEpPIUTMEHTAlMs, TUIIOTOHMS) 4Yalle BCEro CBUIETEIbCTBYET
UMEHHO 0 TuporeHHou 1-HH. PazBuTue THpOreHHOrOrunoKOpTUIM3M CBSI3aHO
C T€M, YTO MPU TUPEOTOKCUKO3€ MPOUCXOAUT UHTEHCU(DUKALMUSI MeTabonn3ma
KOPTH30JIa. YCKOpPEHHE MeTafojiu3Ma KOpPTU30Ja MPOUCXOAUT 3a CYET
aKTHUBU3allMM pEOyKIUU €ro A-Kojblla, B  pe3yJbTare HUHIYKIHUH
JIOKAIM30BaHHOW B IIEYEHOYHBIX MHUKpOCOMax Sa-peaykrasbl. Kpome toro,
npu TUPEOTOKCUKO3€ MIPOUCXOUT VHIYKIUs neyeHoyHoi 1 13-
ruapokcucrepouaeruaporesassl (11p-HSD), 4To mpuBOAUT y yCKOpEHHIO
NpeBpalleHus KOpPTU30ja B  OHOJOTMYECKM HEaKTUBHBIM  KOPTHU30H.
[Tockonbky I'THC B 3TOM cuTyauuu y HalUMEHTa WHTAKTHA, B OTBET HA
YCKOpeHHE MeTabosim3Ma MpoucXonuT aktuBamus mnpoaykiuu AKTID wu
IUIa3MEHHBI YPOBEHb KOPTH30Jla M YPOBEHb €r0 CYyTOYHOW JKCKPELUUHU Y
MallMEHTOB Cc M30JIMPOBAHHBIM TUPEOTOKCUKO30M
(THPOT€HHBIMTMIIOKOPTULIU3MOM) OyayT HOpMaibHbIMHU. I[lpunctunHON 1-
XHH Oygner ompenensiThCsi OTCYTCTBHE aJEKBATHOTO BBIOpOCA KOPTHU30Jia B
crangaptHoM Tectre ¢ 1-24-AKTI, JludbdepennuanpHas auarHoCTHKA
MCTUHHOTO M THUPOr€HHOTOTUIIOKOPTUIM3MA JOJDKHA 0a3MpOBaTHCS MMEHHO
Ha 3ToM Tecte. [loaxoasl k nedenuto BI'b y 6onbubix ¢ 1-XHH nomxHb! ObITH
10 BO3MOKHOCTHU O0Jiee paJuKaibHBIMU. Y YUTHIBAsI HEXKENATEIbHOCTD MpH 1-
XHH omnepatuBHBIX BMEIIATEIBCTB, JICUCHHEM BBHIOOpA THPEOTOKCHKO3a
CJIEYET MPU3HATh TEPAIUIO PAJUOAKTUBHBIM HOoa0oM- 131.

Haouroaenue 3a nanuenrom ¢ HH

1. KoHTponbs amekBaTHOCTU 3aMecTUTENbHOM Tepanuu | pa3 B 6
MECSAIIeB BKIIOUAET B Ce0s
. UCCJICJIOBAHUE KaJIUsl, HATPUs

. aKTUBHOCTH peHuHa 1a3mel (APIT)



. OCMOTp DJHJOKpHHOJora 1 pa3 B 6 MecCslleB C OIECHKOU

JTUHAMHUKA pocTa U Beca, AJl, kajo0, aHanM30M NPUYUH OCTPBIX
COCTOSIHUMA (€ciM TakoBble ObUIM 3a MPONICAIIMH NEepHoJ C MOMEHTa
npeasiayuero ocmorpa) [BII]

2. Ob6cnenoBanue ¢ yuderom npuumHbl XIIHH pans BeisiBiaenus
HOBBIX KOMIIOHEHTOB CHHApPOMAa WJIM KOPPEKIUHU YK€ HAa3HAUYCHHOW Tepamuu
JOTOJIHUTENIbHBIX KOMIIOHEHTOB COBMECTHO C APYTUMH CIEIUATUCTAMH | |

Illpumepor:

. [Ipu X-cuemnenHoi aapenoseiikoaucrpopuu: MPT rojoBHOro
mo3ra 1 pa3 B 6 mecsleB, KOHCYJIbTallUsl ClIEHUANINCTa-HeBpoJiora — 1 pa3 B 6
MECSILIEB

. I[Ipy ayTOMMMYHHBIX MOJUTIAHIYISPHBIX CHHAPOMAX WIIH
n3onupoBaHHon  ayroummyHHou — XIIHH:  wuccimemoBanme — kanbuwus
nonusupoBanHoro, dhochopa, TTI, cBT4, AnT, AcT, riaroko3a, KIMHUISCKHAMA
aHaJIN3 KPOBH, a TAKXKE — APYTUE UCCIEAOBAHUS - 110 TIOKA3AHUSAM.

. [Ipu nedexrax rena DAX-1: KOHTpOJb AMHAMUKH TOJOBOTO
pa3BUTHA Uil CBOEBPEMEHHOIO HA3HAYEHUs 3aMECTUTEIBbHOW TeEparnuu
MOJIOBBIMH CTEPOUIAMH.

[TarmenTsl ¢ penkumu HacneacTBeHHbIMU BapranTamMu [IXHH nomxHbI
HAO0JII01aThCs HE TOJIBKO IO MECTY KHUTEJIbCTBA, HO U B CIIELUATU3UPOBAHHBIX
MEIUIIMHCKUX [EHTpaxX, MMEIOIIMX OMNBIT HAOMIO/IEHHs 3a TalMeHTaMU C
PEIKON SHAOKPUHHOM MAaTOJIOTUEH.

7.2.4. Ilepcnekmugvl 3amecmumenbHOU mepanuu 2UnOKOPMUyU3IMa

Becpma nepcrniekTiBHOM Moriia Obl CTaTh pa3padoTKa Ta0JIeTHPOBAHHBIX
(GhopM THAPOKOPTH30HA C JUTUTEIHHBIM WA 3aMEJIEHHBIM BBICBOOOKICHUEM.
VYBeIWYEHHEM  JIIMTEIBbHOCTH JCUCTBHUS IPENApaToB T'MAPOKOPTU3O0HA,
BEPOSITHO, MOXKHO ObUIO OBl HHUBEJIHWPOBATH OINHUCAHHBIC HEJOCTATKU
3aMECTHTEIIbHON Tepanmuu. B Hacrosmee Bpems Takue pa3pabOTKH He
BEIYTCs, XOTS TOXeNaHus 00 uX 11eaeco00pa3HOCTH BHICKA3bIBAJIHCh.

B ocnoBe mnarorenesa 1-XHH nexur mnonHoe pa3pylieHHE KOpbI
HAATMOYEYHUKOB JECTPYKTUBHBIM TMpoOIlecCOM. Takum oO0pa3oM, MTOMHMO
[JIIOKO- W MUHEPAJIOKOPTUKOUJHON  (PYHKIMHM  BBINAJACT  CEKpEelus
HAJIMOYEYHUKOBBIX aHJIPOT€HOB, KOTOpbIE O00JIAAI0T CcHeUDUUECKUMHU
GyHKIHUSAMH, KaK B JKEHCKOM, TaK M B MYXKCKOM opraHusme. B mmrepatype
AKTUBHO OOCY’KJAeTCSi BO3MOXKHOCTH HCIIONB30BAHUS MJIs 3aMECTUTEIbHON
tepariud  1-XHH OCHOBHOTO HaAIOYEYHUKOBOIO AaHAPOTEHA 4YeJOBEKa
JETUIPOANUAHIPOCTEPOHA; BEAETCS OOJIBIIOE YHUCIO SKCHEPUMEHTANbHBIX U
PAI KIIMHUYECKHUX UCCIENOBAHUM.

8. O0yueHue ManMeHTa U CeMbH

KitoueByto posnb B neuennn HH urpaer o0yuenue naineHTa OCHOBHBIM
NPUHIIMIIAM 3aMECTUTENIbHON Teparnuu, MOBEJIEHUs B HEOOBIYHOM M OCTpoi
CUTYyaIlUU.



OcHOBHBIEC NPaBHJIA, KOTOPbI€ JO0JIKEH 3HATH KaKIbIH NALMEHT
(WM poauTeJIb), a TAKKe OJIMKAMIIee ero OKpyKeHue:

® YBenmuuuBaTh 703y KopTeda B 2-3 paza B CTPECCOBOM
CUTYaIH, IPU MHHEKIIMOHHBIX 3a00JIEBAHUSX C TEMIEPaTypoid BoImie 38
o Nmerr B jJomamiHel #  TOXOJHOW anTeuke Habop

AKCTPEHOW MOMOIIHN — THAPOKOPTH3OH JIJIsi B/M (UJTU B/B) BBEJCHUS. Y METh
MAIMeHTy WX COMPOBOXKIAMOIIEMY JHIy B Ciydae HEOOXOIUMOCTH
(pe3koe yXyIUIEHUE COCTOSIHUS, PBOTA, MOTEPS CO3HAHUS, CYJAOPOTH)
CaMOCTOATENFHO cJlieJaTh B/M HMHBEKIUIO 10 TMpHUe3/la MEAUIIMHCKON
TTOMOIIIH.

Bcem mamumentam ¢ HH pexkomenayercss HouieHue Opacnera ¢
yKa3aHUEM UWMEHHU, HEOOXOJUMOCTH TIOCTOSHHOW TEpamuu TJIOKO- U
MUHEPATIOKOPTUKOUJIOB W PEKOMEHJALMSIX [0 OKAa3aHUI0 SKCTPEHHOM
MEIUIIMHCKON MOMOIITH, TeedoHa JOBEPEHHOTO JHUIIA.

9. TpynocnocodHOCTH M NPOPUIAKTHKA.

BoJIbHBIM € XpPOHMYECKOW HAANOYEYHUKOBOM HEAOCTATOYHOCTHIO
MOKa3aH TMEPEeBOJ Ha JETKYH paboTy ¢ HOPMHUPOBAHHBIM pPabOUYMM JTHEM,
UCKJIIOYasi HOUHbIE CMEHBI, KOMaHIUPOBKH, TSDKEIYIO (PU3HUECKYIO HArpys3Ky.
B nepuon gexkomMmeHcalMd — TUIOKOPTHIIM3MA  OOJIbHBIE — CUMTAIOTCS
HETPYA0CIIOCOOHBIMU. [Ipu TSKEJION dbopme HAIMOYECYHUKOBOM
HEJIOCTATOYHOCTH MTOKAa3aH NMEPEBOJI HA UHBAIUIHOCTb.



