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1. AHaToMus ¥ PU3H0JIOTHS KOPbI HAANOYEeYHUKOB

Hanmoweunmk  (glanctulasuprarenalis,  hypernephra) @ —  mapnas
SHAOKPUHHAS ~ jKejie3a  BHYTPEHHEM  CEeKpeluu, pPACMOJOXKEeHHas B
3a0pIOMIMHHOM MTPOCTPAHCTBE HAJl BEPXHUM IMOJIIOCOM MOYKHU,HA ypoBHE Th12
u L1 mo3BoHKOB. Y B3pOcCiOro 4enoBeKa HAANOUYEYHUK UMEET TPEYTOJIbHYIO
dhopmy pazmepom 4x2x0,3 cM. Macca oJlHOTO HaamouyeyHuka 4-5 T.

Hannoueunuku COCTOSIT u3 JBYX MOP(}O-(HYyHKIIMOHATIBEHO
CaMOCTOATENbHBIX 3HJIOKPUHHBIX K€J€3 - KOPKOBOI'O BEIECTBA - KOPHI (Ha
JI0JIF0  KOoTopoi mpuxoautcst okosno 80% macchl Kejne3bl) U MO3TOBOIO
BEILECTBA, UMEIOIIUX PA3IMYHOE SIMOPUOHAIBHOE MTPOUCXOXKICHHUE.

KopkoBoe BemecTBopopmMupyercss Ha S-ii Henmeiae BHYTPUYTPOOHOTO
nepuona W auddepeHIupyeTcs U3 WHTEPPEHATOBOM TKaHU, KOTOpas
NpEJICTaBIsAeT COOOM YacTh ME30/IEPMBbI, PACIIOJIOKEHHON MEXITy ABYMS
NEPBUYHBIMH MOYKaMu. M0O3roBoe BEIIeCTBO NMEET 001iee IPOUCX0XKIEHUE C
HEpPBHOM CHUCTEMOM, pa3BUBasACh W3 CcUMIATOONAacTOB. CHUMIAaTOOIACTHI,
BBICEJISISICh U3 CUMITATUYECKOIO CTBOJIA, BHEAPSAIOTCS B UHTEPPEHATIOBOETEIIO.

Ha 8-ii Henmene we30aepMaibHble KIETKA HAYUMHAIOT HWHTEHCHUBHO
pa3sMHOXaThCsd U (HOpPMHUpPYETCS 2 30HBI KOPBI: HApy>KHasl - A€(UHUTUBHAS U
sMOpuoHanbHas ((eTanbHas), pacrojoKeHHass Ha TPaHUIIE C MO3TOBBIM
BemectBoM. Ha 10-20-if Henmene ¢ertanpHas kopa ObICTpo pactér, Kk 30-if
Hezesne oObEM ITOW 30HBI yBEIUYMBAETCs BABOoe. B miuomHoM mepuoje Ha
700 (heTanbHOM 30HBI MPUXOAMTCS OOJIbIIAasg YacTh KOPHI HAJMOYEYHHUKA.
He3anonro o pokieHus HayMHAETCs JIeTe€HEepalusi 3TOM 30HBI U K KOHILY
MIEPBOTO ToJia KU3HU (eTanbHas Kopa MOJHOCThIO Hcue3aeT. DeTanbHas Kopa
CUHTE3UPYET TMPEUMYIIECTBEHHO KOPTHU30J M JACTUIPOSIHUAHIPOCTEPOH
(AT'A). Ilocneanuit B meueHu mioaa npeodpazyercs B 18"-mpousBoaHbIe, U3
KOTOPBIX B IUIAaIleHTe oOpa3yeTcsi 0oJibllias 4acTh 3CTPOTEHOB MATEPUHCKOIO
opraHusMa (3CTpHOJ, 3CTPAANOI U 3CTPOH).

O6béM neduHuTUBHOM KOPBI K 30-i Hejene 3HAUUTEIbHO YBETUYNBACTCS.
B Tedenue mnepBoro roga KU3HU B JACPUHUTUBHOM KOpE OMPENEISIOTCS
KIIyOOUKOBas, IMy4yKoBas M ceryaTas 30HBL. JudpdepeHnupoBka KOPKOBOH
YacTH HAAMOYEHYHHKA 3aBEpIACTCS K TPETheMy ToAy >KU3HH. B nanbHeiiem
KOpa MpOJIOJKAET yBEJIMUYMUBATHCS B 00bEME (OCOOEHHO B MEPHO]I MOJIOBOrO
CO3pEeBaHUs), TOCTUTAsT OKOHYATEIBHBIX pazMepoB K 20 rojam.

[Tomarator, 4TO KJIETKM KOPBI M MO3TOBOM YacTH 3KeJe3bl CHOCOOHBI
MOJJIEP>)KUBATh CBOE KOJIMYECTBO KaK MyTEM UX Mpojudepanuu, Tak 1 3a CUET
KaMOHaJILHOTO Pe3epBa.

KpoBocHaGxxeHre KOpbl HAAMOYEHYHHKA OCYIIECTBISIETCS U3  TPEX
UCTOYHUKOB: BEpXHEW HAJAMOYEYHUKOBOM apTepuu (BETBb  HIIKHEH
nuadparManbHON apTepun), CpeIHEN HaIITOYEYHUKOBOU apTEPHH, OTXOISIIEH
HEMOCPEJCTBEHHO OT aopThl, HIKHEW HAANMOYEUHUKOBOM apTepuu (BETBb
nodyeyHoil aprepuu). OTTOK BEHO3HOW KpOBH OCYIIECTBISIETCA 4Yepes3
[EHTPAJIbHYIO HAJMIOYEYHUKOBYIO BeHy. LleHTpanpHass BeHa MpaBoro
HaJIMOYEeYHUKA (JUIMHOM OKOJIO 1 CM) BIIaJla€T B HUXKHIOIO TTOJIYIO BEHY, a BEHA
JIEBOrO0 HAJIIOYEUYHHKA, KOTOpAash HECKOJIbKO JIJIMHHEEe mpaBod (2-4 cm),
BIIQ/IACT B IOUYECUHYIO BEHY.



B kxope HaamO4YEeYHUKOB CHUHTE3UPYIOTCS  CTEPOUIHBIE TOPMOHBI
(MUHEPATTOKOPTUKOHIBI, TIIFOKOKOPTUKOUIBI ¥ aHAPOTEHBI), B XpoMadPpuHHOMI
TKQHX MO3TOBOTO CIOSL - KaTexoJlaMuHbl (godaMuH, HOpaapEeHAIUH,
aJpeHaJIVH).

CTPOEHHUE KOPbI HAJAITOYEYHUKOB

Haamoyeunnk  OKpy>KeH  KamcyJlod W3  IUIOTHOM  BOJIOKHUCTOWU
COCIMHUTEILHON TKaHU, OT KOTOpPOW B TOJILY KEJIE3bl OTXOJIAT
COEIMHUTEIBLHOTKaHHBIE Tieperopoaku. CTpoma HaJOYEYHUKA COCTOUT U3
PBIXJIOM  BOJIOKHHCTOM  COCAMHUTEIIBHOM  TKaHW,  NOAAEPKUBAIOLICH
AMUTENUANIbHBIC KIETKU U COAEPKAIIEH OrpOMHOE KOJIMYECTBO KPOBEHOCHBIX
KamwusIpoB ¢ (DEHECTUPOBAHHBIM  JHJOTEIWEM, MapeHXuma - U3
COBOKYITHOCTU JMUTEIUATBHBIX KJIETOK, UMEIOIINX PA3IUYHOE CTPOCHUE Ha
Pa3HOM PACCTOSIHUM OT KarcyJibl HajmodeyHuka. [locnenusss ocoOeHHOCTh, a
TaKKe XapakTep TOPMOHAIBHOTOCTE-POUAOTEHE3a, IO3BOJISIET BBIACISATH B
KOpe KIIyOOUKOBYIO, TyYKOBYIO M CETUATYIO 30HBI.

Knybouxosasa 3omna (15% tonuuubel xopsl). IlpenacraBieHa MenkuMu
SMUTEIMOUTHBIMU  KJIETKAMH, COACPKAITUMHU  HEOOJBIIIOE  KOJIWYECTBO
C1a00OKpaIIuBaeMOM  IUTOIUIA3MbI.  3JIeCh K€ BCTPEUAIOTCS KPYIIHBIE,
OoraTeie JIMMHUIAMH, a TaKXKE BAKyOJW3WPOBAHHBIE KICTKH W CHHTHIIHH,
oOpasyrollue CKOIJIEHUS TUIa KIyOOuykoB. B 3TOol 30HE cHUHTE3WpyOTCS
MUHEPAIOKOPTUKOUIBI, TJABHBIM 00pa3oM ajabJOCTEPOH, CTUMYJISTOPOM
CHUHTE3a KOTOPOTO SIBJISIOTCS AaHTMOTEH3WH Il M B HE3HAUHUTENBHOM CTENIEHU
aJPEHOKOPTUKOTPOITHBIN TOPMOH (AKTT). Munepanoxopmurxouovl
CUHME3UPYIOMCsl MOJILKO 8 KNIYOOUKOBOU 30He.

Cekpenysi  anbJIOCTEPOHA KIYOOUKOBOW 30HOW KOpBI HAAMOYECYHHUKOB
pPEryJIUPYETCS CHCTEMON pPEHUH-AaHTMOTEH3UH-AJIBIOCTEPOH, MPAKTUYECKU
aBToHOMHO OT 3¢ dektoB AKTI amenorunodusza. AKTI" okasbiBaeT BiusHUE
TOJIKO Ha HaydalbHbIE CTaauu OMOCHMHTE3a MHUHEpATOKOPTUKOUIOB. [Ipum
nepunure  AKTI  (BTOpUYHBIATHIIOKOPTUIIM3M)  KIyOOdYKOBasi  30Ha,
(GYHKIMOHUPYIONIAsi aBTOHOMHO, B OTJIMYHE OT IIYYKOBOM U CETYaTOM,
atpodun He moaBepraerca. MIMEHHO ¢ 3TMM CBS3aHO, Kak MpPaBWIIO, OoJiee
MSATKOE€ TEYEHHE BTOPUYHOM HAANOYEYHUKOBOM HEAOCTATOYHOCTU IIO
CPaBHEHHMIO C TEPBUYHOM, NPU KOTOPOW pa3pylIaloTCsl BCE€ 30HBI KOPBI
HaJIMOYECYHUKA

Ilyukosas 3ona (75% TtonmMHBL KOPBI). TSKU SHAOKPUHHBIX KJIETOK U
HaxOJSIIMECs MEXKIy HUMU KpPOBEHOCHBIC KAMWUISIPhl PACHOJIOKEHBI
napajuiesibHO JIpyr Apyry (B BHUAE IYYKOB). DTO KPYIHbIE KyOWYeCKuEe U
MOJINTOHAJIbHBIE KJIETKH; HEKOTOPBIE U3 HUX UMEIOT Mo JiBa sapa. [luTomiazma
KJIETOK BaKyOJIM3UPOBAHA W COJIEPKUT OOJIBIIOE KOJUYECTBO JIUIHUIOB.
XonecTepuH, KOTOPbIM OOraTrbl HaJMOYEUHUKH, COJEPKHUTCS B OCHOBHOM B
KJIETKaX 2TOW 30HBI B OOJIbIIIEM KOJMYECTBE, YeM B JII0OOOW Npyroil TKaHH
opraHusMa. 3]1eCb CHUHTE3UPYIOTCS TJIIOKOKOPTUKOHBI (MIPEUMYIIECTBEHHO
KOPTHU30JI, KOTOPHII METa00JIM3UPYETCs, B OCHOBHOM B TI€UYCHHU U TMOYKAX, B
MEHEE aKTUBHBIA KOPTU30H [AETHAPOKOPTUKOCTEPOH]), a TAKXKE aHAPOTCHBI.
CuHTEe3 TIIOKOKOPTUKOWIOB PErYJIUPYET TPOMHBIA TOPMOH ajieHorumnodusa -
AKTT.

Cemuamas 3ona (10% Tonuuuel kopbl). Hanbonee riay0okas 4yacTb KOpHI
HaJMMOYEYHUKa, TMpujeratomas K wMo3roBomy cioro. Coctoutr u3
NEePeIIeTAOIIUXC MEXKIy COo00M HempaBWIbHOW (OPMBI TSDKEM KIETOK



HEOOJIBIIIOTO  pa3Mepa, COACpXKAIMX MUTMEHT, HEOOJBIIOe KOJIUYECTBO
Karenib JIMIUAOB M XOPOIIO OKpallMBaeMyro IuToIuia3Mmy. B certuaroil 30He
CUHTE3UPYIOTCA aHAPOreHbl (AETHAPOANUAHIPOCTEPOH U AHJIPOCTEHIUOH),
CIENOBBIE KOJIMYECTBA JSCTPOT€HOB, a TAKXKE OTYACTU MPOrECTEPOH U
TIIFOKOKOPTUKOUABL. TponHbiil ropmoH - AKTT.

JInst my4KOBOM M CETYATOM 30HBI, KOTOPBIE SIBJISIFOTCS YaCThIO TMIOTAIAMO-
runou3apHO-HAMOYEYHUKOBOM CHCTEMbI, OCHOBHBIM CEKPETOPHBIM U
TpoduueckuM ctumyisitopom siisiercss AKTI, BeineneHne KoToporo, B CBOIO
ouepenpb, perymupyercs KPI. DOTH ropMoHBI CBs3aHBI MEXIy COOOM
KJIACCUYECKUMHU TETJISIMU OTPULIATETIbHOM 00paTHOM CBs3U. B cooTBeTCTBUU C
MPUHITUTIOM OTPUIIATEITLHON 00paTHOM CBSI3U, U30BITOK KOPTU30J1a MOJAABISET
nponykuuio AKT I', a gedunut — ee ctumynupyer (puc. 1.).

Puc. 1. OtpunarenbHasi oOpaTHasi CBA3b B PETYJISILIUU TPOLYKIIUU
KOPTH30Ja

dopMHUpOBaHUE 30H KOPKOBOTO BellecTBa npojaomxaercs a0 11-14 ner. K
ATOMY MEPUOJIy COOTHOIICHUE IIUPHUHBI KIIyOOUKOBOH, MyYKOBOM M ceTUaTON
30H coctaisieT 1:1:1. B nanbHeiimeM (TpeTbe-msIToe AECITUIETHE) ceTdyaTast
30Ha M OCOOCHHO ITIyYKOBas HECKOJIbKO pAacCIIMpSIOTCS, B CBSI3U C YeM
cooTHomieHue 30H cocrtaBiager 1:2:2, a xk 50 romam -1:3:2. Ecinm macca
HAAMOYEYHUKA Yy B3POCIBIX CYIIECTBEHHO HE 3aBUCUT OT BO3pacTa, TO



TANWYHOE JIEJICHUE UX HA 30HBI XapAaKTEPHO I JIIOJEH MOJIOAOTO BO3paCTa.
BrniocnenctBum mydkoBas 30Ha yTpauMBAae€T CBOMCTBEHHYIO €M KOJIOHUATYIO
CTPYKTYpPY, MEXKJIy HEH M CETYATOW 30HOM IOSABIAIOTCS MHOTOYHUCIEHHBIE
BBIPOCTBI, JOXOIAIINAE, C OJHOM CTOPOHBI, IO KamlCyJbl, C APYrou - a0
MO3rOBOr0 BellecTBa. VIHBONIONMHM CETYATOM 30HBI C BO3PACTOM HE
HaOI01aeTCs, KITyOOUKOBAs JK€ 30Ha OIMpPENEsieTCs] B OTACTbHBIX YYacTKaXx.

Kopa HagnodeuHuka sBI€TCA KU3HEHHO HEOOXOIUMBIM OopranoM. CmMepTh
AKCIEPUMEHTANIbHBIX JKMBOTHBIX TIOCJIE JIBYCTOPOHHEH aJpeHAIdKTOMUU
HACTYTAET Yepe3 HECKOJIBKO CYTOK. AOCOIIIOTHAs KU3HEHHAss HEOOXOIUMOCTh
KOPTHUKOCTEPOUIOB, B NEPBYIO OYEPEAb, ONPEAEIACTCS ABYyMsS OCHOBHBIMH
(YHKIMSIMMU:

1. 3angepxka B OpraHu3Me HaTpusi W MOAJAepk aHuE (HU3UOIOTHUECKON
OCMOJISIDHOCTA ~ BHYTPEHHEW cpeipl. OJTa (QyHKIUS oOecreurBacTCs
MUHEPAJOKOPTUKOUIaMH. OCHOBHBIM MHUHEPATOKOPTUKOUJIOM Y YEIIOBEKa
ABJISIETCS AJIbIOCTEPOH

2. Oo0OecmeueHre ajnanTalid OpraHU3Ma K CTPECCOPHBIM (aKTopam
BHemHeH cpenpl. [loa crpeccopHbiMu akTopaMu MOHUMAIOT BECh KOMIUIEKC
BO3JICHCTBUI HA OpraHu3M OT WH(MEKIIMOHHBIX W TPABMHUPYIOUIUX areHTOB,
3aKaH4YMBas  SMOIMOHAIBHBIMU  CTpECCOpaMH.  YKazaHHble A (PEKThI
00€eCreynBalOTCs  TIIOKOKOPTUKOMJIAMH,  OCHOBHBIM  MPEJICTABUTEIIEM
KOTOPBIX y YEJIOBEKA SIBJISIETCS. KOPTU3OJL.

CTEPOUJOI'EHE3 B KOPE HAAITOYEYHUKOB

Hannoueunuku CEKPETUPYIOT KOPTUKOCTEPOU/IBI, SBJISIFOLIUECS
NPOM3BOJHBIMU  IHMKJIONEHTaHONEpruApopeHanTpeHa (B OCHOBE  UX
XUMHUYECKOUN CTPYKTYPBI JIEKUT CTEPOUTHOE KOJIBLIO U3 17 aTOMOB yriaeposa).

W cxoIHBIM IPOJYKTOM CHHTE3a KOPTUKOCTEPOUIOB SIBISETCS XOJECTEPHH.
Bonbmas dacts xomecrepuna (80-90%) cBsa3aHa C )KUPHBIMH KHCIOTAaMH U
tonbko 10% mpuxoauTcss Ha CBOOOJHBIM  XOJIECTEPUH, KOTOPBIA B
HAAMOYEUYHUKAX COJIEPKUTCS TJIABHBIM 00pa3oM B HHAOIUIA3MATHYECKUX
MeMOpaHaXx M MUTOXOHAPHUSX, a 3PUPHl XOJIECTEpUHA COCPENOTOYEHBI B
JUOUAHBIX KAIUISIX LUTOIIa3Mbl. X0JIECTEPUH MOCTYNAEeT B HAAMOYEUHUKH U3
IJ1a3Mbl WM CUHTE3UpYeTCs n3 aleTui-KoA.

[Tononuenue 3anacoB xosectepuHa Haxonutcs noxa kourpoaem AKTT, mox
JEHUCTBUEM KOTOPOT'O YCKOPSIETCS MOCTYIUIEHME CBOOOAHOTO XOJIECTEpUHA U3
IJ1a3Mbl, YCUJIMBAETCSd BHYTPUKIETOUYHBIM CHUHTE3 XosiecTrepuHa de novo u
CTUMYJIMPYETCS BHYTPUKIETOUHBIN TMAPOJIU3 3(PUPOB XOJNECTEPHHA B CaMUX
Hagnoueunnkax. AKTI'  perynupyer CKOpOCTh  CTEpOMIOTEHE3a B
Ha/AMOYEYHUKAX, U3MEHSA MeTaboIu3M  XOJeCTepUHa | ero
nepepacrpeiesiecHie Kak BHYTPU KJIETKH, TaK H B MHUTOXOHIPHUSIX.
BHekiieTouHbIE JUNONPOTEU bl SBISIOTCS Ba)XXHBIM PETYJIATOPOM CHHTE3a
XOJecTepuHa B HAANOYEYHHKAX, M IpPU JOCTATOYHOM KOJINYECTBE
BHEKJIETOYHOI'O XOJecTepuHa HaOJI0/1aeTCsi YTHETEHHE BHYTPUKIECTOYHOIO
€ro CUHTE3a.
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Puc. 2. Creponnorenes B KOpe HaANIOYEYHUKOB.

[Ipoueccol creponiorenesa odoecneurnBaroT (PEepMEHTHI, JIOKATM30BAHHbBIE B
MUTOXOHJAPUSIX W TJAAKOW  DSHJIOIJIA3MaTUYECKOW CceTH. buocuHTte3
KOPTUKOCTEPOUJOB HAYMHAETCS B MUTOXOHAPUAX, TIE OT MOCTYyHArOLIEro
xonecrepuna non BiusHueM P450SCC (20,22 necmonasbl) TPOUCXOIUT
oTLIeIJIeHne OOKOBOM ILIEMM XOJIECTepMHAa M OOpa30BaHHWE NPETHEHOJIOHA,
KOTOPBIi ABJISETCS peAIeCTBEHHUKOM TUTSI OOJIBIIMHCTBA
KOPTUKOCTEPOUIOB, CEKPETUPYIOLIMXCS B HAAMOYEYHUKAX YeJoBeKa (puc.2).

['mroKOKOpPTUKOUIBI 00pa3yIOTCs B TIAAKON SHAOMIA3MATHUYECKOW CETH U3
nperHeHosiona npu ydactuu ¢epmenta P450cl7 uepe3 mpomexyTOuHBbIE
OpOAYKTHl - 17 "-TMAPOKCUINIPETHEHOJIOH U 17-TuapokcunporectepoH. B
pe3yibTaTe mnocienyrmmend peakuuu npu ydactun P450c21 nmpoucxomut
TUAPO-KCHWIMpOBaHWE B 21-M  TmonokeHun ¢ obOpasoBaHuem  11-
JI€30KCUKOPTHU30JIa, KOTOPbIN B MUTOXOHIPUSIX 1oJIBepraeTcs
JOTOJIHUTEIIbHOMY THAPOKCHUJIMPOBAHUIO B 11-M MOJIOKEHUH NpPU y4acTUU
P450cl1, u B pe3ynbpTaTe ABYX pEaKUM THAPOKCHIMPOBAHHUS 00pa3yeTcs
KOPTH30JI, KOTOPBI, KaKk M JEruapo3-NHAHIPOCTEPOH, IIPEACTABIECH B
MyYKOBOM M YACTUYHO B CETYATOM 30HAX KOPbI HAJAMIOYEUHUKOB. B 3THX 30Hax
orcytctByeT  ¢epment P450aldo  (ampmoc-teponcunTaza, P450cto0),
HEO0OXOIUMBIH I CHHTE3a aJIbJIOCTEPOHA.

MuHepaoKOpTUKOUABI  (abIOCTEpOH)  oOpa3yloTcsi B KJIETKax
KITyOO4YKOBOM 30HBI, (DYHKIIMM KOTOPBHIX JHIIb YAaCTUYHO HAXOASITCS TIOJ
kKOHTponeMAKTI'. Bce Tpu mnocinegHux dsrama CHHTE3a aiabJOCTEPOHA, a
MMEHHO 00pa3oBaHWE KOPTUKOCTEpOHA U3 11-1e30KCHKOpPTHUKOCTEpOHA, 18-
TUIPOKCUKOPTU-KOCTEPOHA M alIbJIOCTEPOHA, HAXOIATCA TMOJ KOHTPOJIEM
dbepmenta P450aldo.

OOpa3oBaHue aHIPOrE€HOB B KOPE HAANOYEHYHHKOB OCYILECTBIAETCA B €€
CeTYaTOM CJIO€ MW OT4YaCTM B IIy4YKOBOM 30HE KOHBepcuen 17 oa-
ruapokcunpersesonona B C-19  crepounpl, K KOTOPBIM OTHOCHUTCS
JETUIPO3NUAHIPOCTEPOH u JErHIPO-3IUaHIPOCTEPOH cyib(ar.
AHgpocTeHIuoH o0pasyercs u3 17"-rHIpPOKCUIIpOrecTEpOHa MPH Y4ACTHH



depmenta 17,20 necmoinasbl. AHAPOCTEHIMOH MOXKET KOHBEPTHPOBATHCS B
TECTOCTEPOH. Y MY)KUYMH TECTOCTEPOH HAAIIOYEYHHUKOBOIO NPOUCXOXKACHUS
ABJISIETCSl JIMIIb HEOOJBIION YacThl0 OT OOIIEro YpOBHS TECTOCTEPOHA,
LUPKYJIUPYIOLIEro B KPOBU U AKCKPETUPYEMOI'O C MOYOM.

XapakTep CcTepouJoreHe3a ompenensercss (QEepMEHTHBIMU CUCTEMaMH,
akTUBHOCTh KOTOpbIX 3aBUCHUT OT AKTI. KommnexkcupoBanme AKTI c
pELENTOPOM  HMHULMUPYET  CEPUI0  IOCIENOBATENIBHBIX  PEAKUMU U
akTuBUpoBaHne HAM®-3aBUCUMON NPOTEHMHKHHA3bl, KOTOpas B CBOIO
ouepeqib MPUBOIUT K (hocHOopuIupoBaHuio OEIKOB puOOCOM, 00pa30BaHUIO U
MOBBIIICHUIO AKTUBHOCTH (epMeHTOB (Xonectepuniscrepasbl, P450SCC u
Ip.), ONPEAEIISIIOIIMX CKOPOCTh CTEPOUI0TeHE3A.

B Ttkanax mHagnoueunuka mnojx BiausHueM AKTI orMeuaercst MOBBIIICHHE
cunte3a JIHK u PHK, yBenmuumBarorcss pasMepbl KIETOK, 00BEM sJep,
TUNepTpOPUpPyeTCs SAAPHIIIKO U IIIACTUHYATHIA KOMILJIEKC, BO3PACTAET YMCIIO
JUIUAHBIX KJIETOK B IUTOIUIA3ME MHUTOXOHIPHM, YBEJIMYMUBAETCS TIJIAJIKas
SHJOIUIA3MATHYECKAS CETh.

I'OPMOHBbI KOPbBI HAAITOYEYHUKOB

I'nrokokopmukouowl

CaMpIM OHMOJOTHYECKHA AKTUBHBIM TIIOKOKOPTUKOUIIOM, CEKPETUPYEMBIM
HaJIMOYEYHUKAMHU, SIBJIAETCS KOpPTU30d (Ha ero aoito npuxomutca 80%).
Ocranbabie 20% B mopsiike yObIBaHHMSI aKTUBHOCTH COCTaBJISIOT KOPTH3O0H,
KOPTUKOCTEPOH, |1-me30kcukoptuson u 11-1e30kcukopTukocTepoH. B cyTku
HaJIOYeYHHKaMH cekpetupyercs 15-30 Mr kopTuzona.

bonee 90 % kopTu30ia LUPKYJIHPYET B KPOBH CBA3aHHBIM C O€JIKaMH -
MPEUMYIIECTBEHHO € "-TI00YIUHOM (KOPTUKOHJICBSI3BIBAIOIIUM TI00YIHHOM
WU TPAaHCKOPTMHOM) U HeOoJsbllas YacTh CBsi3aHa C aJlbOyMHUHaMH,
oOnmagaronmMMu K HeMy HH3KOW ad@UHHOCTBIO TI0 CPaBHEHUIO C
TpaHCKOPTHHOM. Oxono 8% KopTH30Ja IJIa3Mbl SIBISIETCS CBOOOJHOM
dpaximeit, oCyecTBIsSIomEenl Onomorndeckuii 3P QexT.

JedbuuT MHCYIMHA U 3CTPOTEHBI MOBBIIAIOT COJACPKaHUE TPAaHCKOPTHHA,
YTO NPUBOAUT K YBEJIMYECHUIO KOPTH30Ja, CBSI3aHHOIO C OejlKaMH, B
pe3ysbTaTe Yero yBeIMYMUBAeTCs O0IIasi KOHIEHTpalus KOPTU30a B IJIa3Me.
OnHako ypoBEHb CBOOOJHOTO KOpPTH30Ja, MO-BUAMMOMY, OCTaeTcs
HOPMaJIbHBIM, a TPHU3HAKK M CHUMITOMBI HM30BITKA TJIFOKOKOPTHUKOHUIOB
OTCYTCTBYIOT.

BOABIIMHCTBO CHHTETUYECKUX aHAJIOTOB IIIOKOKOPTUKOUIOB CBSI3bIBAIOTCS
C TpaHCKOpTHHOM MeHee d(pdexkTuBHO (pumepHO 70% CcBs3bIBaHUS). DTO
MOET OOBACHUTH CIIOCOOHOCTh HEKOTOPBIX M3 HHUX YK€ B HHU3KHUX J103aX
BBI3BIBATh TOOOYHBIE I (PEKTHI.

3a0oyieBaHUsl TMEUYEHH M TOYEK, a TaKKe JUIMTEIbHbIA MNPUEM
TIIFOKOKOPTHUKOMUI0B COMPOBOXKIAIOTCS CHIDKEHHEM coJiep KaHus
TPAHCKOPTUHA M YMEHbBIICHHEM (paKIUU KOPTHU30Jia, CBSI3aHHOTO C JTUM
OelKOoM, UYTO MOPUBOAUT K  KIMHMUYECKHUM  TMpU3HAKaM  W30bITKa
[IFOKOKOPTUKOUIOB.

Bpemst nupkyisiiuu KOpTU307a ONpeAesieTcss MPOUYHOCThIO CBSI3bIBAHUS C
TPAaHCKOPTHUHOM (I€pUOJ] TMosypacmana koptuzona coctaBisier 80-120 muH,
KOPTUKOCTEpOHA - MeHee 60 MuH).



Oxckpeyusi. OCHOBHBIM MeCTOM OOMEHa KOpPTH30Ja SIBISETCS IME€YEHb, HO
MOYKH, KUMICYHUK W JIETKUE TakKe MPUHUMAIOT ydacTHe B OOMEHE KOpPTHU-
KoctepouioB. B medenn mon BiusiHmeM ¢depmeHTtoB 5$- m 5"-pemykras
IIPOUCXOJIUT YJAJIEHUE KETOHOBOM IpyNIbl B KOJbLUE A M IpHcOeauHEHuE 4
aTOMOB BOJOpOJia C MPEBPAIICHHUEM KOPTU30Ja B TETPAruApOKOPTH30J M
OKHUCJIeHHEe TuApokcuiabHOM rpymmnsl y Cl1 B KeTOHOByr TIpynmy ¢
MPEBPAILIEHUEM B TETPArMAPOKOPTU30H. DTH META00IUTHI 00pa3yloT MapHbIe
COEJIMHEHHUS C TJIFOKYPOHOBOM M CEPHOM KHUCIOTAMH, a TaK Kak 3(QUpPbI d3TUX
CO€IMHEHUM (TJIFOKOPOHU/IBI) XOPOIIO PACTBOPSIOTCS U MJIOXO CBS3BIBAIOTCS C
OeJIkaMu KPOBH, OHU AKCKPETUPYIOTCS C MOYOH.

CBoOoaHbIN KOpTH30 PHIBTpyeTCs B KiIyOoukax noyek, ogaHako 80-90%
ero peabcopOupyercsi B KaHajbllaX M JIMIIb HE3HAUMUTENIbHAs YacTh
DKCKPETUPYETCS C MOYOM B TEYEHHWE CYTOK. I3 BBIACIEHHBIX C MOYOMI
IPOJYKTOB METa00JIu3Ma KOPTHU30Ja TETPA-TUAPONPOU3BOJAHBIE COCTABIISIOT
50-60%, xoptosx u KopTosnoH - 25-35%, 17$-keroctepounst - 5-8% u 1-3%
COCTAaBJISIET HEU3MEHEHHBII TOPMOH.

KonsrorupoBanubie (pOpMbI TIIFOKOKOPTHUKOHUIOB CEKPETUPYIOTCA C KETUBIO
B JKKT, u3 Hux 20% tepsiercs ¢ kanom, 80% BcachIBaeTCsl B KUIIICYHUKE.

DyuKyuy TIIOKOKOPTUKOUOB Pa3HOOOPA3HBI - OT PEryJsIiMA MeTa00Inu3Ma
10 MOAU(UKAIIMT UMMYHOJIOTUYECKOTO U BOCHIATUTEILHOTO OTBETOB.

Venesoomwiti oomen. C ONHOW CTOPOHBI, AKTHUBUPYS MEYCHOUHBIH
IJIFOKOHEOTEHE3, a CAPYrod, CTUMYJIUPYs BBICBOOOXKJIEHUE aMHUHOKUCIOT —
CyOCTpaToB TJIIOKOHEOTeHe3a U3 Mepu(pepuyecKux TKaHeW (MBILICYHOMH,
nuM(GOUIHOM) 3a cueT yCWJIeHHS KaTabonu3Ma OeNKOB, TITIOKOKOPTHUKOUIBI
CHOCOOCTBYIOT ~Pa3BUTHIO TUIIEPIIMKEMHUH, SBJISACh, TakKUM 00pa3oM,
KOHTPUHCYJISIpHBIMM ~ ropMoHamu. Kpome  TOro, riItOKOKOPTHUKOW[BI
OKa3bIBAIOT TEPMHUCCUBHOE JEWCTBUE, IO3BOJSIONIEE APYIMM TOPMOHaM
CTUMYJIMPOBATh KIIIOUEHBbIE METOOOJIMYECKHE IMPOLECChl, B TOM YHUCIE
IJIIOKOHEOreHe3, € MakKCHUMallbHbIM 3¢ ¢dekToM.3a CcuUeT NpeBpalleHUs
HEaKTUBHOM (HOPMBI TJIMKOTE€HCHHTETa3bl B aKTHUBHYIOTJIFOKOKOPTHKOUIBI
YBEJIUYMBAIOT 3aMachl INIMKOTE€HA B IE€YEHU

benkosviii 0omen. B 11enom, ritOKOKOPTUKOUIBI OKA3bIBAIOT aHA00JINYECKOe
JeiicTBUE Ha O0OMeH O€JIKOB M HYKJIEHMHOBBIX KHCIOT B T€YEHU U
KaraboJIMYeckoe B JAPYIMX OpraHax, BKIIOYas MBIIILBI, KHUPOBYIO,
TUM(GOUIHYIO TKAHU, KOXKY U KOCTH.

Jlunuonwiti obmen. Jlunonus ycuiamBaeTcs B 00JACTH BEPXHUX M HIDKHHUX
KOHEYHOCTEH, JIMIIOTeHE3 - B JPYTUX YacTsIX Tesa (TYJIOBHILE U JUIO). ITH
mubdepenuuanbabie  3@exTl  NpuAaroT OONbHBIM  (Hampumep, MOpu
cunapome Hinenko-KyminHra) xapakTepHbli BHEmIHUK Bua. IlpuBoaut k
BO3pAcTaHUIO YPOBHs CBOOOAHBIX >KUPHBIX KUCIIOT B IJIa3Me.

JleiicTBUE TIIOKOKOPTUKOUJIOB HAa O0OMeH Kalbyus BbIpAXKaeTcs B
HEraTUBHOM OajlaHCE M3-32 YMEHBIICHUS BCACBHIBAHUS KaJbIUS U YCUJICHUS
€ro BBIJICJICHHUS, TaK KaK MOAABISAETCS aKTUBHOCTh BUTaMuHa D.

Hmmynnas cucmema. B BBICOKMX J103aX IITIOKOKOPTUKOUIBI BBICTYNIAIOT KaK
MMMYHOJICTIPECCAHTHl  (IPUMEHSIOT JUIsl IPEAYNPEXICHUS OTTOPKEHHUS
TPaHCIJIAHTUPOBAHHBIX OPTraHOB) 3a CUET MOJABJIECHUS aKTUBHOCTU HEUTPO-
(GMIOB MU MOHOLIUTOB, CIIOCOOHOCTH BBI3BIBATH JTUM(ONECHUIO U ACTIPECCHIO
KJIETOYHBIX UMMYHOJIOTHYECKUX PEAKIIHil.



Bocnanenue. [ TFOKOKOPTUKOU B UMEIOT BBIPAKEHHBIN
MIPOTUBOBOCTIATTUTENBHBINA A((DEKT - UTPAIOT OOJBITYIO POJIh B CTA0MIN3AIIUN
KJIETOYHBIX ~MeMOpaH ©  opradHeiyi. B 3HauuTenpHONl  cTeneHu
MPOTUBOBOCTIAJIUTEIFHBIE W AHTHUTOKCHYECKHE dA(DPEKTHI OOBICHIIOTCS
cTabuin3alnueil JIM30COMalbHBIX MEMOpaH, NpPUYEM MPEAOTBPALIACTCS
BbIIeTICHHE (DEpMEHTOB, MOBPEKAAIOMINX KIETKH. brarogaps CHUXEHHIO
MMPOHUIAEMOCTH KaIWJLIIPHOTO SHAOTENUS YJIyUIIAETCS MUKPOLUPKYIALNS U
YMEHBIIIAETCS AKCCYIALMs JIEMKOLINUTOB U TYYHBIX KJIETOK. YHUBEPCAIBHBIM
MEXaHW3MOM NPOTUBOBOCHAIUTEIBHON M AHTUIECTPYKTUBHOM aKTHUBHOCTH
IIFOKOKOPTUKOUJIOB SIBJISIETCS M0JIaBJIEHUE TPAHCKPUIILIMK F€HOB (DEPMEHTOB,
y4acTBYIOIIMX B O0Opa30BaHUM JIMIUJHBIX MEIMATOPOB U BIUSHHUE Ha
MeTab0JIM3M BOCHAIUTEIbHBIX METUATOPOB.

Cunmes konnazena. I'TIOKOKOPTUKOWUIBI TMPU JIUTEIBHOM HPUMEHECHHUU
UHTHOUPYIOT CUHTETHUYECKYIO0 aKTUBHOCThH (hrOpo0IacTOB U OCTE00J1acTOB, B
pe3yJbTare pa3BUBAOTCS UCTOHYEHUE KOKHU U OCTEOTIOPO3.

Ckenemmuvie Mouluiysl. JIIUTETPHOE TNPUMEHEHHE TIIIOKOKOPTUKOMJIOB
HNOJJCPAKUBACT KaTaOOJIM3M MBI, YTO MPUBOJUT K HX arpodpuu u
MBIIIEYHOU CIIab0CTH.

Peuentop rmokokoptukounoB (rew GCCR, 138040, 5q31-q32) - dakrop
TPAHCKPUIIIUH, TOJUIICTITU]] U3 CeMeicTBa OHKOreHOB erb-A. 1o ayrocomHo-
JOMMHAHTHOMY THIIy HAcJIEIyeTCsi HECKOJIBKO MyTauui, NPUBOIAIIMX K
Pa3BUTHIO HEYYBCTBUTEIBHOCTH MUILIEHEN K MIFOKOKOPTUKOUIAM.

OCHOBHOW perynarop cuHTe3a IoKokopTukougoB - AKTI, kotopslil
CHUHTE3UpPYETCS] M HaKalIMBaeTCs B KIETKaX NepeaHedl noiau rumnodusa.
Cekpeunst  AKTIT w®  poICTBEHHBIX  NENTUAOB  KOHTPOJIUPYETCS
KOpPTUKOTpOonuH-puian3uHr-ropmonom (KPI), cekpeTtupyembiM B cpeauHHOM
BO3BbIIeHNU TUnotanamyca. KPI' uepe3 mopranpHbI KPOBOTOK ITOCTYHAET B
NEPETHIO JIOJII0 TUMO(HU3a, TJAE BBI3BIBAET B CBOIO OYEpEedb CEKPELHIO
AKTT.

Taxxke, k (dakropam, peryaupytomum cekperuio AKTI, oTHOCST
KOHLIEHTPAlMI0O CBOOOJHOrO KOpPTU30ja B IUIa3Me, CTPEecC M LUK COH-
0oapcrBoBanue. KopTu301 CHMXKAET 4YyBCTBUTENBHOCTh KOPTHUKOTPO(DOB
runodpuza k¥ KPI' u unrubupyer ero cekpemnuto. TopmokeHHe ceKpeuuu
AKTT, npuBonsmee Kk aTrpo@uu HAANOYEUHUKOB MPU JUIMTEIbHON TEparnuu
[IFOKOKOPTUKO-UIAMU, CBSI3aHO B OCHOBHOM C mnojasiieHneM cekperuu KPT'
Ha YPOBHE TUIIOTAJIaMYyCa, IIOCKOJIBKY B 3THUX YCIIOBHUSAX IK30T'€HHOE BBEICHUE
KPI" npogoikaeT BbI3bIBaTh NoAbeM ypoBHS AKTI' B rmazme.

Hns cuHTe3a u cekpeuun koptukonuoepuna, AKTI wu koprtuzona
XapakTepHa BBIPAXKEHHAs CYTOYHAs MMEPUOAUYHOCTH (T.H. LUPKATUAHHBIN
pUTM). YBEIMYEHHE CEKPEIMU KOPTH30JIa HACTYIMAaeT MOCJE 3aChIlIaHus U
JIOCTUTAET MaKCUMYyMa MIPH NPOOYKICHUU.

MuHepalOKOPTHKOUABI

buonornueckn akTUBHBIMH MHHEPAJIOKOPTUKOUIAMH B MOPSJIKE yObIBAaHUS
AKTUBHOCTU  SIBJISIFOTCSL ~ @IBbJIOCTEPOH,  JI€30KCUKOPTUKOCTEpPOH, 18-
OKCUKOPTHUKOCTEPOH U 18-okcuae3okcukopTukoctepod. OcHOBHas GyHKIUS
MUHEPaIOKOPTUKOUJIOB - MOJJEpKaHUe OajaHca 3JIEKTPOJIUTOB >KUIKOCTEH
OpraHM3Ma, OCYIIECTBIIsIEMas MIOCPEICTBOM, B IIEPBYIO 0YEPENb, YBEIMUYCHUS
peaOcopOIM HMOHOB HAaTpUsi B IOYEYHBIX KaHAJblLAX, YTO MPUBOIUT K
YBEJIMUECHHIO COJAEpKaHMWs BOAbl B opranu3me u noseimeHuto AJl. Kpome



3TOr0, MHUHEPAIOKOPTUKOUIBl YBEIMYMBAIOT peadbcopOlMio  Xjopa H
OukapOOHATOB, a TAKXKE YBEIIMYMBAIOT SKCKPELMIO HOHOB Kausl (IPUBOIAIIEE
K TUIOKAJIMEMUHN) U HOHOB BOJOPO/IA.

CekpeTupyemblii HAAMOYEUHUKAMHU aJbJOCTEPOH C KPOBOTOKOM JIOCTHUTAET
MOYEK, TIJ€ MPOHUKAECT B HIUTEIHAIBHBIE KIETKH AUCTAIBHBIX OTAEJIOB
KaHaJbIIeB M CBS3BIBACTCA CO CHEUU(PUUECKUM IUTOIIA3MATHYECKUM
peuenTopoM. AJbIOCTEPOHPEUENTOPHBIN KOMIUIEKC 3aTeM MEepeMellaeTcs B
AIPO U CBS3BIBAETCS C pelenTopaMi, Bb3biBas ctuMyssaunio MPHK u cuntes
COOTBETCTBYyIOIIEro Oenka (pepmeHTa), KOTOPHIM UM  OCYIIECTBISET
MOBBILICHHOE BbIICJICHUE KAJIUA U 33/1€pKKY HaTpus (0OMEH MOHOB HATpUs Ha
KaJui B JUCTAIBbHBIX OTIENIAX KAHAJIBLIEB).

Memabonuzm. ANbAOCTEPOH NPAKTUUECKU HE CBS3bIBACTCS C OelKamu
IU1a3Mbl KPOBH, IO 3TOM MPUYMHE BpEeMs €ro LUPKYJISIUU B KPOBU (Bpems
MOJIy’KU3HU) HE TMpeBblmaer 15 MuUH. ANBIOCTEpOH B  IME€YEHHU
TpaHCHOPMUPYETCS B TETPArHAPOATHAOCTEPOH-3-TITIOKOPOHUI U B 3TOM BHUJIE
HKCKPETUPYETCS MOYKAMH.

Cekpeuyst anbJOCTEPOHA B OpPraHU3ME KOHTPOJIMPYETCS CIEAYIOIIUMHA
dakropamu: 1) AaKTUBHOCTBIO PEHUH-AaHTMOTEH3MHHOM CHCTEMBI; 2)
KOHIIEHTpalueil MOHOB HATpUs U Kajlusg B CBHIBOPOTKE KPOBU; 3) YpOBHEM
AKTT'; 4) mpocTarnaniuHaMu U KUHUH-KAJTTUKPEHMHOBOM CUCTEMOM.

Tabnuya 1
PDaKTOpBHI, peryJupyroime cCeKpelu0 PeHHHA U AJIbJ0CTEPOHA
Crumyaupywoume Nurudupyomue
- [epexoj U3 TOPU30HTAIBHOIO Ba30IIPECCUH
MOJIOKEHHS B BEPTUKAIbHOE
- CHW)KEHUE BHYTPHCOCYAMCTOIO 0-aJIPEHOCTUMYJISATOPbI
JABJIEHUS U 00beMa BCIIEJCTBUE
JNEeruaparaiuy, KpPOBOTCUCHHUS, B-ampenobI0KaTOpPHI (unpgepadn,
npuema JINYPETUKOB, 003u1aH)
TUN0ATEOYyMUHEMUN
- CTpECCOBBIE CUTYyalllH, yBEIMYEHHUE NOTPEOTICHUS HATPUs
MOBBIIIICHUE AKTUBHOCTH C IUIIeH
CUMITATUYECKOU HEPBHOU
CUCTEMBI

- NOpHUEM P-aAPEHOCTHUMYIISITOPOB
(M30mpeHaInH, aApPECHAIINH)
- TpaHUYEHHUE NpUeMa HaTpUs

- CTUMYJISIUS CEKpeIHH
IPOCTAarjJaHAWHOB, TJIIOKAaroHa,
OpaaIuKHUHHHA

- Cceple4yHas HEeAO0CTaTOYHOCTh U
LIUPPO3 NIEYECHU

- CHIKEHHE KPOBOTOKA B
[I0YEYHOM apTepuu




PenuH-aHrMOTEH3UHHAS CUCTEMa TMpeAcTaBlieHa HaOOpOM KOMIIOHEHTOB,
B3aMMOJECUCTBYIOIINX B CTPOTOM IOCJIENOBATEIbHOCTH. AHTMOTEH3UHOIEH,
oOpasyloluiics B T[E€YEHU I[0J BIUSHUEM pPEHHHA, MECTOM CEKpELUHU
KOTOPOTO SIBJISIETCS FOKCTArJIOMEPYJISIPHBIN armapaT KOPTUKAIbHBIX Hehpo-
HOB, KOHBEPTUPYETCA B aHTMOTEH3UH [. [locmeHuil B 1€rkux noJ BIUSIHUEM
«KOHBEpTHpYIOMMX (hepMeHTOB» (kuHa3bl II) mpeBpamaeTcss B aHTMOTEH3UH
II (buosornveck akTUBHBIN OKTAMNENTH/T), KOTOPBIN CTUMYJHUPYET CEKPEIUIO
aJbJIOCTEPOHA U BBI3BIBAET CY)KEHHE apTepHoi. Takum o0pa3oM, yBEIHUEHUE
CEeKpElMU pEHUHA SBISIETCS HEOOXOAMMBIM YCIOBUEM I YCUJICHUS
CEKpELUH aJIbJI0CTEPOHA.

CuuTaercsi, 4TO CKOPOCTh OOpa30BaHUS PEHUHA 3aBUCUT OT: CHUKEHUS
JaBJICHUS B IOKCTarJIOMEpyJIIpHOM anmnapare mouyku (OapopeuentopHas
TUI0TE3a); COCTOSHUS CUMIATUYECKON HEPBHOM CUCTEMBI (apeHepruyeckas
TUIO0TE3a); CHIDKEHHMS] KOHIIEHTpAallMM HAaTpusi B 00JIACTU  IJIOTHOTO
nsiTHa-«maculadensa» (rumore3a TeMHOro TsiTHA). DakTOPHI, peryaupyromue
CEKpELHI0 pEHUHA IIPe/ICTaBlIeHbI B Ta0I. 1.

OcHOBHOM (yHKIIUEH CUCTEMbl PEHUH-aHTMOTEH3UH-ANIBJJOCTEPOH SIBIISIETCS
pEeryJilus rOMEeOCTa3a BOJbI, JJIEKTPOJUTOB U TMOIAEPKAHUE CHCTEMHOIO
apTepUAIIbHOTO JABJICHHUSI U OCMOJIIPHOCTU. AHTHMOTEH3UH, KOTOPBIN caM IO
cebe sBisieTcs HauOoJiee MOIIHBIM (DU3UOJIOTHUYECKUM Ba30KOHCTPUKTOPOM,
CTUMYJHPYET KIyOOUKOBYIO 30HY OIOCPEIOBAaHHO 4Yepe3 peLenTOphl
TUTa3MaTUYECKON MEMOpPaHbI KIIETOK, KOTOphIEe CBsi3aHbl ¢ ¢ocdonumazoit C.

NoHbI Kanus CTUMYJIUPYIOT CEKPELHIO albJ0CTEPOHA HEMOCPEACTBEHHO B
KITyOOYKOBOM 30HE KOpHI HAANOYEYHHKA.KOJICOAHHE YpPOBHS Kalus IJIa3Mbl
Bcero Ha 0, 1 M™MMONB/T TPUBOAUT K U3MECHCHHIO KOHIICHTPAIMH
albJOCTEPOHA, B TY WM UHYIO CTOpOHY, Ha 50% (puc. 3).

HMeroTcsi MHOTOUYMCIIEHHBIE JaHHBIE O KOHTPOJIE CEKPELMH ajJbJ0CTepOHa
AKTT. O6 3TOM CBUAETENHCTBYET U TOT (PAKT, YTO CYTOUHBIN PUTM CEKPEITUU
albJ0CTepOHA (MAKCUMYM BBICBOOOXKCHUS €r0 B YTPEHHUE YaChl) COBNAAAET
¢ putmoMm cexkpennu AKTT.

VYpoBeHb anbAOCTEpOHA B IUIa3ME HU3MEHSETCSs TMpu  TpaHCy3uu
MPOCTArIaHIMHOB; KPOME TOr0, HMHTHOUTOp CHHTE3a MPOCTArIaHIUHOB
WHJIOMETallUH pepbIBacT BIIUSTHUE HaTpUs u yBEINYEHUS
BHYTPHUCOCYAMCTOr0 00bEMa Ha CEKpeLUHIo alblocTepoHa. He wuckirodeHo,
YTO JIEHCTBUE OCYIIECTBIISETCS COBMECTHO C KHHUHOBOW CHUCTEMOM Ha ypOBHE
00pa30BaHUs PEHUHA WM HEMOCPEACTBEHHO AJIbJOCTEPOHA.

Cekpeuus aipJOCTEpOHA B CYTKM y MPAKTUYECKH 3JOPOBBIX JHIL IPU
CBOOOJHON JueTe M HOPMAJIbHOM COJEpKaHMM B HEW XJopuja HaTpus
(moBapenHno# conu) coctasisger ot 100 1o 500 amoinb/cyT (30-150 MKr/CyT)
OpU KOHUEHTPALMK €ro B ChIBOPOTKE KpoBH oT 15 mo 400 mumounn/n (5-15
Hr/100 m).

PeuenTop anbnocrepona (ren MCR, 264350, 4q31.1) - BHyTpUKIETOUHBIN
NOJIMNENTU] € MoJieKylsipHo Maccod 107 k/[, cBA3BIBaEeT albJOCTEPOH
(Takke KOpTHU30J1, HO HE KOPTU30H) M AKTUBUPYET TPAHCKPHUIIIIMIO T€HOB.
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Puc. 3. Cuctema peHUH-aHTMOTEH3UH-aIbJ0CTEPOH

Hedektsl pementopa BeAyT K Pa3BUTHUIO TICEBIAOTHUIIOAIBIOCTEPOHU3MA
(3amepkka Kanus, TOTEps HATpUs, apTepUalbHAas THUNEPTEH3Us MpU
HOPMAaJIbHOM WJIM J1a)K€ MOBBIIIEHHON CEKPEIMHU ajIbJJOCTEPOHA).

['maBHBIM OpraHOM-MHUILIEHBIO aJbJOCTEPOHA SIBISIETCA IOYKA, TAE OH
YCUJIMBAEeT AaKTHBHYIO peaObCopOIMi0 HAaTpus B  JAUCTaIbHBIXHM3BUTHIX



KaHaJbI[aX U cOOMPATENbHBIX TPYOOUKaX MMyTEM CTUMYJISIIUHN KCKPEIMH TeHa
Na+/K+AT®a3zpl. Kpome TOro, MUHEPAIOKOPTHUKOUIBI CIIOCOOCTBYIOT
BbiAesieHnto noukamu K+, H+, NH4+, [Ipu nedpunrre MuHepaasoKOpTUKOUIOB
IIPOUCXOJUT  IOTEpPs  OPraHM3MOM  HATpus, 3aJepKKa KalIuid H
Merabonuyeckuid anuao3. CXOAHBIM 00pa3oM albJOCTEPOH BIMSET Ha
ITIOTOBBIE, CIIFOHHBIE U KUILIEYHBIE KEIIE3BI.

['maBHBIMU HaAMOYeUHUKOBBIMU aHaporeHamu (C 19-ctepouipl) SBISIOTCS
neruaposnuanapoctepod (JDA, nmpacrtepoH) u anapocteHAMOH. OHU UMEIOT
OPUHIUIHAIBHOE (PU3MOJIOTMYECKOE 3HAYEHHE, XOTS W HE HMMEIOT OCTpOH
KU3HEHHOH HEOOXOJUMOCTH. I[Io cBoel aHAPOreHHOM AaKTHUBHOCTH
TECTOCTEPOH MPEBOCXOAUT HX COOTBETCTBEHHO B 20 m 10 pa3. Ilepen
cekpenueit 99% JIDA cynwharupyercsa no IDIA-C.

duznonornueckoe 3HaueHue J[IA ocTaercs OKOHYATEIbHO HEBBISICHEHHBIM
TeM He MeHee, Ha OCHOBAHMM MHOI'OYHCIICHHBIX JKCHEPUMEHTAJIBHBIX M
KJIIMHUYECKUX UCCIEA0OBAaHUN, MOKHO 3aKJIFOUUTh, YTO HU3KUM ypoBeHb [[DA
aCCOILIMMPOBAH C MOBBIIICHHBIM PUCKOM 3a00JieBaHMi U cocTosiHui, KoTopbie
pa3BUBAKOTCS B IOXKWJIOM BO3pacTe, B YAaCTHOCTH CO CHM)KEHHEM
UMMYHOJIOTUYECKON pEaKTUBHOCTH, TOBBIIIEHUEM CMEPTHOCTH, MOBBILLICHHEM
pUC. Ka pa3BUTHS HOBOOOpPA30BaHUMU, AaTEpPOCKIEPO30M, OECCOHHHULIEH,
OCTEONOPO30M U JEMPECCUBHBIMU COCTOSIHUSIM.

JlpyrumMu HaJAIIOY€YHUKOBBIMU aHAPOT€HAMHM SIBIISIOTCS aHAPOCTEHIUOH M
9THOX0JaHOIOH. [locimenHuii, Mo-BUAMMOMY, UIPAET OINPEAEICHHYIO POJIb B
IIPOLIECCAaX TEPMOPETYIALMHA. TECTOCTEPOH M JCTPOrE€Hbl B HOPME B
3HAYMMBIX KOJIMYECTBAX HAANOYECYHUKAMU HE NPOAYLIUPYIOTCH.

2. OnpeneJienne

HanmnoueynukoBas HEJIOCTaTOYHOCTh (HETOCTaTOYHOCTh KOPBI
HAJMIOYCYHUKOB, runokoptunusM, HH) — kiouHuueckuét  cUHApPOM,
00yCJIOBIIEHHBIN HEJIOCTATOYHOU CEKpEIMell TOPMOHOB KOPBI HAATIOUYECYHHUKOB
B pe3yibTaTe HapymieHUs (YHKIIMOHUPOBAHUS OJJHOTO WM HECKOJIBKUX
3BE€HHCB TUIIOTAIaMO-TUIIO(PU3apHO-HAITOYCTHUKOBOM CHCTEMBI.
[ToguepkHEM, UTO CUHOHMMOM TEPMHHA HAJAIIOYCUYHUKOBAS HEIOCTATOYHOCTh
SIBJISICTCS TUIIOKOPTUIIM3M, TO €CTh ACHHUIIMT TOPMOHOB MO3TOBOI'O BEIICCTBA
HaJINMOYCUYHUKOB B maroreHe3de HH, mo mMmerommMcs Ha CEroaHSIIHUN JICHb
MPEJICTABJICHUSIM, 3HAYCHHS HE UMEET.

3. Knaccudukanus

Kak 1 HerocTaTOUYHOCTh JPYTUX TUITO(PU33aBUCUMBIX HJOKPUHHBIX JKeJle3
(muToBUAHAS Kemne3a, roHassl), HH kinaccudunmpyercs corjaacHo HayaabHON
JIOKJIN3aluu I1aTOJIOTMYECKOr 0 npoiecca. [Ipn NIEPBUYHON
HaAno4YeYHUKOBOM HenoctarouHoctu (1 -HH) aeduuur koptuxoctepouioB
pa3BUBaeTCs B pe3yJbTaTe JECTPYKIMM CaMOW KOpPbI HAJIIOYEUYHUKOB.
Bropuunas HanmoueyHukoBast HenoctarouHocTh (2-HH) pasBuBaercs B
pesynbrate neduiura AKTI, a Tperuunas - B pesynbrare aepuuura KPI'
runotanamyca. Juddepennmanbaas TMarHoCTUKAa BTOPUYHOW M TPETHUYHOM
HAAMOYEYHUKOBON HEIOCTATOYHOCTH B KIMHUYECKOW MpPaKTUKE 3aTpy/IHEHA,
MO3TOMY OYEHBYACTO 3TU JB€ (POPMbI OOBETUHAIOTCS TEPMUHOM LIEHTpaAIbHAS
HAATNOYEYHUKOBAsA HEJOCTaTOYHOCTh. TepMHH BTOpPHYHAs IIPUMEHUTENBHO K
HH yka3piBaeT MMEHHO Ha €€ THIOTaJaMO-TUNO(PU3APHBIN TeHe3, a He



o0o3Ha4yaeT TOT (akT, YTO THUIOKOPTULK3M Pa3BWICA BTOPHUYHO TIO
OTHOILIEHUIO K BO3ACMCTBHIO Ha OPraHMW3M KaKOIro-TO MAaTOJIOTHYECKOrO
(axTOpa WM npu Kako™ To Ipyrom 3ab0eBaHUN.

KTACCH®HKALIAA HAJITOYEYHHKOBOH
HEJJOCTATOYHOCTH

1. IlepBuYHas HAANIOYECYHUKOBAS HEOCTATOYHOCTD
1.1. AyTrouMmMyHHast 1eCTPyKIUS KOPbl HAATIOYEYHUKOB

1.1.1. U3onupoBannas 1-HH

1.1.2. AyTonMMyHHBIN NOJUTIAHAYJISIPHBIA CUHAPOM | THna

1.1.3. AyTouMMyHHBII TOJIUTIAHAYJISIPHBIA CHHAPOM 2 THUIIA
1.2. TyGepkyiie3 HaAMOYEUHUKOB

1.3.Anpenoneiikoguctpodus
1.4. SAAtporennas 1-HH (nBycTOpoHHSSI apeHATIIKTOMUSA)
1.5. Meracratndeckoe 1 OIyX0J€BOE MOPAKEHUE HATITOYEUHUKOB

1.6. 'emopparuueckuii nHdapkr Haamnoueuynukos (IBC-cunapom, cunapom
Yorepxayca-OpuaepukceHa)
1.7. Peaxve mpUYMHBL: aMUJIOWI03, T'PUOKOBbIE WH(MEKIUHU, CUPUIHC,
BHY-accounnpoBaHHBIN KOMILUIEKC U JP.

2. enrpanbHas (rumorajaMo-runou3zapHasi) HaANOYEYHUKOBAS
HEI0CTATOYHOCTD
2.1. Bropuunas HH
2.1. 1. Tepanus npenapataMu TIFOKOKOPTUKOUA0B
2.1.2. B paMKax IrunononuTyuTapusma
2.1.3. U3omupoBannsiit neurut AKTI
2.2. Tperuunas HH (moBpexaeHus runorajiaMmyca pa3inyHOTO reHe3a).

Knunnueckass kapTtuHa 3a0osieBaHMs, CBS3aHHOTO C JECTPYyKLIHEH
HAJIIOYEYHUKOB NIATOJIOTUYECKUM IPOLIECCOM, BIIEPBBIE U TOCTATOYHO IIOJIHO
Obla ommcana B 1855 r. anrnmuiickum Bpadom Tomacom Ammucorom (1793-
1860). TepmuHoM 00Jie3Hb AJJIHCOHA B HACTOSIIEE BPEMS MPHUHSITO
0003HayaTh MEPBUYHYIO0 XPOHUYECKYIO HAJIOYEYHUKOBYIO HEJIOCTATOYHOCTD
TyOepKyJIe3HOTO U ayTOMMMYHHOTO (MIMOMAaTUYECKOr0) reHe3a, TO €CTh Te
Bapuantsl 1-HH, xoropsie onucan Tomac Apamcon. PacnpocTpaHsaTs 3TOT
tepmuH Ha |-XHH npyronn stmomormm wmm 2-HH He npaBwibsHO. B
JuTepaType MOXKHO BCTPETUTh TepMUH ~Oenbiii  agaucoHusMm". Ero
LEJIECO00Pa3HO HUCIOJIb30BaTh B CiIyyae OecnUrMeHTHOW (opmbl O0JIE3HU
AnMcoHa, HO HE INIPU BTOPUYHOM THUIOKOPTHIM3ME, IIPU KOTOPOM
TUIIEPIIMTMEHTALMS KOKHBIX IIOKPOBOB 3aKOHOMEPHO OTCYTCTBYET.

1 -XHH sBnsiercst oTHOCUTENBHO peAKUM 3a0oseBaHueM. YacToTa HOBBIX
cinyuaeB coctaBisieT ot 40-60 mo 100—1 10 HOBbIX ciydyaeB Ha 1 MuIH.
B3poCIbIX B rojl. MictuHHas yacroTa nenrpaibHbix ¢dopm HH HeussecTHa, HO
ee Haubojee 4YacTOM MPUUYMHON SIBISETCA TOJABJICHUE THUIIOTaIaMo-
runoduzapHo-Haanoueynukopoit cucrembl (ITHC) Ha done xponuyeckoi
Teparuu [IFOKOKOPTUKOUJAMU. BropruHas HAJIIOYEYHUKOBAs
HEJIOCTATOYHOCTh, B MPAKTUKE HSHIOKPUHOJIOra, KaK MPaBUJIO, BCTPEUYAETCS B
pamMkax mnaHrunonutryutapuzMa. Cpeau TaNUMEHTOB C  TuUnoduzapHou
HEJIOCTaTOYHOCTBIO, KOTOPAs Yalle BCEro SABIAETCS MapLUUAIbHOM, TO €CTh C



BBIMa/ICHUEM HE BCEX, a HECKOJNbKUX (PYHKUMU aneHOrunodus3a, BTOPUYHBIN
TMIIOKOPTULM3M BCTPEYAETC OTHOCUTEIBHO PEAKO.

4. ITHOJI0THA NEPBUYHOTOTMIIOKOPTUIIA3MA

Pacnipoctpanennocts nepsuuHot XHH kone6nercs ot 40-60 no 110 cimygyaen
B rox Ha 1 muH Hacenenus. CpenHuil Bo3pacT OONBHBIX NIPH MaHU(ECTAIlun
3aboneBanus coctasiset oT 20 1o 50 net (vame 30-40 ner).
4.1. AYTOMMMYHHO€ NOPAKEHHE KOPbI HAANOYEeYHUKOB

AyTOMMMYHHast JNECTPYKIIHUS KOPBI HaJIMOYCYHUKOB
(ayTOUMMYHHBIMQJPEHAINT) B HACTOAILEE BpEMs SIBISIETCS OCHOBHOM
npuunHoil 1-XHH. Ha ee gointo B pa3BUThIX cTpaHax npuxoaurtcs 1o 90% u
6onee ciyqaeB 1 —XHH.

Crenyer oTMETHUTh, YTO €civ BO BTOpoM mojioBuHe XIX u Hauvane XX
BEKa Ha JIOJII0 ayTOMMMYHHOM JECTPYKIMU NPUXOAUIOCh He Gonee 15-20%0
OT BCEX clly4aeB OoJyie3HW AjancoHa, TO Ha mpoTsokeHuu 20 croneTus
COOTHOIIIEHHE 3THUOJOTMYECKUX (PAKTOPOB NEPBUYHOIO TMIIOKOPTUIIM3MA
MIOCTENEHHO HW3MEHSUIOCh B CTOPOHY IpeoOjagaHus ayTOMMMYHHOM
JNECTPYKIUU HAJl TYOEPKYJIE3HOM.

Paboramu Hawama 90-x TOAOB OBLJIO MOKA3aHO,4YTO «MHUIIEHBIO» IS
aHTuTeN Tpu O0Je3HH AJJIMCOHA ABISIIOTCAAHTUTENa K  (epMeHTam
HAJMOYEUHUKOBOTO cTepougorene3a 21 -ruapokcunaze (P450c21), 17a-
ruapokcunasze (P450cl17) u depmenty ormierieHus OOKOBOM — Hemu
(P4505scc).®epment crepougorene3a - 21-ruapokcuiasza, JOKaIU3YsICh B
SHJOIUIA3MATHYECKON CETHU KIIETOK KOpPbI HAJMOYEYHUKOB, KaTaIU3UPYET
peakiuto npespanieHus 17"-rugpokcunporectepona B 11-1e30KkCHKOPTU301 B
My4YKOBOH 30HE, 0OecreunBas CHHTE3 KOPTH30J1a, a TAKXKE PEaKIMIo Iepexoa
nporectepoHa B 11-I€30KCHKOPTUKOCTEPOH B KIIYOOUKOBOW  30HE,
oOecrieunBasg cuHTe3 anpgocrepoHa. llpm wum3onmupoBannoi 1 -XHH
HanOoJIblIee TMarHOCTUYECKOE 3HauUeHne umeroT antutena Kk P450c21. Ecnu
3HAQYEHUE YKAa3aHHBIX AHTUTEN Kak cepojorndeckoro Mmapkepa 1 -XHH
ayTOMMMYHHOTO T€He3a B HACTOsIIEe BPEMsSI HE BBI3bIBAET COMHEHHH, TO MX
naTOreHeTUYeCcKas poJib B JIECTPYKIIMU KOPbI HAATIOYEYHUKOB OCTAETCS JIOKOH
11a HEU3BECTHOM.

[Tatorenes 1 -XHH ayrouMMyHHOro reHes3a, BEpOSITHO, BO MHOTOM CXOXK€
TAaKOBBIM  JUIsl  JIPyTUX  OpPraHOCTIECIU(PUYECKUX  ayTOMMMYHHBIX
3aboneBanuii. B nHOpme T-uB-mumdbornuter nuddepennupyrorcs u3

CTBOJIOBOM KJIETKM T€MOMo033a B KOCTHOM Mo3re. B pganpHeimem B

TUMYCEayTOPEAKTUBHBICTUMOLIUTHI MTOrMOAI0T MPU anonTo3e. Y MalHueHTOB C

1-XHH, Ha QoHe BO3IEHCTBHS 3K30T€HHBIX M T€HETUYECKUX (pakTopos, T-

KJIETKH pearupyroume ¢ CcOOCTBEHHOW KOpOW HaAIOYEYHHKOB MaJal0T B

nepupepruueckuii  KpOBOTOK, TJ€ pACIO3HAIOT CBOM cHeuuduyueckue

ayTOAHTUTCHbl W HUHULIUHUPYIOT JECTPYKLHIO KOPBHI HajanoudeuHuka. Kpome

TOoro, T-KIETKH CTUMYJIUPYIOT AayTOPEAKTUBHbICE B-KIETKH, KOTOpPHIE

HAYMHAIOT IPOIYLIUPOBAThH ClIeU(PUUIECKUE ayTOAHTUTENA.



AyTOMMYHHBI MaTOJIOTMYECKUI MPOLIECC BHAyale pa3BHUBACTCS B
KIIyDOYKOBOM  30HE  KOpbl  HAANOYEYHUKOB, YEMY  COOTBETCTBYET
MIPOTPECCUPYIOLEE CHHKEHHE YPOBHS ajbJOCTEPOHA M COOTBETCTBYIOIIEE
YBEJIUYECHHE AaKTUBHOCTM pPEHHHA IUIa3Mbl. B jpanmpHeWneM JecTpyKLMH
MO/IBEPraeTcsl My4yKoBasi 30HA, YTO COMNPOBOXKIAECTCA CHUKEHHUEM CEKPELHH
koptusosia u yBenuueHueM cekpeunu AKTI. HMcxon B KakI0M KOHKPETHOM
Cllyyae 3aBUCUT HE TOJBKO OT JUIMTENIbHOCTH 3a00J€BaHUsA, HO M OT TUTpa
auTuTen (IpU TUTPE aHTUTEN HIKe 1:8, Kak mpaBWwiio, NPOUCXOJUT
CIIOHTAHHAsI DJIMMUHAIMSA AHTUTEN W3 CBIBOPOTKA KPOBHU, OCOOCHHO MpuU
Ha3HAYE€HUU KOPTUKOCTEPOUI-HOM Teparuu Mpu MepBOM Ke UX OOHAPYKEHUH,
torna kak npu tutpe 6oxee 1:8 XHH mporpeccupyer).

['ensl, xomupyromme 2l-rugpokcuiiazy, pacnoiokeHbl B Jokyce III
Kjiacca AHTUTECHOB THUCTOCOBMECTUMOCTH (MHC -
MajorHistocompatibilityComplex, kopoTkoe miedo xpomocoMsl 6, Teasl TNF,
HSP70, C4, 2KOH). O cBsa3u 3aboneBanus ¢ aHtureHamu HLA
CBUJICTEIILCTBYET OOHApyXeHUE Y OOJIBIIUHCTBA OOJBHBIX raraoTunoB DR3,
DR4, Al, BS.

OTHOCUTENBHBIN PUCK 3a00JI€eBaHUSI BO3pACTAET MPUMEPHO B 6,5 U 26,5
pasa Nnpu HaJIUYUU COOTBETCTBEHHO rarmiotunoB DR3 u DR4 u rerepo3urot-
HocTH 110 3ThM ayutesisiMm (DR3/DR4).

4.2. AYyTOMMMYHHbBI€ NOJHUIJIAHAYISIPHbIE CHHIAPOMbI

[IpyHUMNIMANBHBIM ACIIEKTOM B paMkax oOcysxjeHus stuosioruun 1-XHH,
ABJIAIOTCS ayTOMMMYHHBIE nonurnanayispasie cunapomsl (AIIC). ATIC
MPEACTABIAIOT COOOM MEPBUYHOE ayTOMMMYHHOE MOpaXeHHe ABYX U Oosee
nepupepruueckuX SHAOKPUHHBIX Keje3, MPUBOAsAIICe, KaK IMPaBUIIO, K HUX
HEJOCTATOYHOCTH, 4acTo coueTaroieecs c pa3IMYHBIMU
OpraHocrnenuPpuIecKuMU HEIHJOKPUHHBIMU 3a001€BaHUSMU ayTOUMMYHHOTO
rege3a. B Hacrosmiee BpeMs ~Ha  OCHOBaHMM  KIMHMYECKUX U
UMMyHOTeHeThYeckux ocobennocreit Boiaeistor AIIC 1 u 2 tunos (cM. Tad1.
1).

AYTOMMMYHHBIM TOJUTIAHAYJSIpHBIA cuHApoMm 2 Tuna (AIIC-2) —
HamOoJiee pacIpoCTpaHCHHBINA, HO MeHee n3ydeHHbIN BapuaHT AIIC. B cBoro
ouepenb, caMbIM 4acTbiM BapuaHTOM AIIC-2 gBnseTcs coyeTaHne caxapHOIo
nuabera 1 -ro tuna m ayroummyHHoro tupeouauta (AWNT). Haubonee
m3BecTHbIM  BapuaHtoM  AIIC-2  saBmgerca  cungpom  Ilmwuara,
npeacTaBisonii codoit coueranune 1-XHH u ayToMMMyHHBIXTHpeonaTuil
(AUT unu 6one3ns 'peitBca-bazenosa (BI'b)). Pexe BcTpeuaercs coueranue
1 -XHH c caxapubiM quabetoMm 1 -ro tuna (cunapom Kaprenrepa).

Mmuorue u3 3aboneBanuii, Bctpeuasich B pamkax AIIC-2, acconmnupoBaHsbl C
ramotunamu — HLA-BS, -DR3, -DR4, -DR5. Tem He MeHee, B HACTOSIICE
BpeMsl HE BBIABICHO KaKUX-TUOO CYIIECTBEHHBIX HMMYHOT€HETHYECKHX
pa3IuuMil MEXQy W30JIMPOBAHHBIM AYTOMMMYHHBIMHM SHAOKPHHOIATUSMH U
takoBbIMH B pamkax AIIC-2. B GonpmmacTBe ciydaeB AIIC-2 Bcrpeuaercs
CHOpaJNYECKH, OJHAKO, OMHCAHO HEMAJI0 CIy4yaeB CEMEWHBIX (opM, MpH



KOTOPBIX 3a00JIeBaHNE HAOJIOIAETCSl y Pa3HbIX YJICHOB CEMbH B HECKOJIBKHX
nokoneHusx. AIIC-2 nmpumepHo B 8 pa3 uyaile BCTpedYaeTcs y >KEHILHH,
MaHudecTupyeT B cpemHeM B Bospacte Mexay 20 u 50 romamu, mpu 3TOM
MHTEpPBAJl MEXJIy KIMHHUYECKUM Je0I0TOM €ro OTIEIbHBIX KOMIIOHEHTOB
MOxeT coctaBuTh Oonee 20 uner. Y 40-500/0 OOJIBHBIX C HMCXOAHO
m3omupoBanHod 1 -XHH paHoO WM 1MO3MHO pa3BUBAETCA  Jpyras
ayTouMMyHHas 3Ha0KkpuHonatus. 1 -XHH BcTpeuaercs npu o0oux BapuaHTax
AIIC u, xak mpaBujo, SBISETCS HamOOJee 3HAYMMBbIM HUX KOMIIOHEHTOM B
kinHu4YeckoM 1uiaHe. [lpunnunuansaeiM  oTiimuneM AIIC-1 ot AIIC-2
apisiercs coueranne | -XHH ¢ runomapatupeo3oM © OTHOCHUTENbHAs
PEOKOCTh Ay TOMMMYHHBIXTUPEOTIATU .

Tabnuya 1

KoMnoHeHTBI AYTOUMMYHHBIX MNOJUTJTAHAY/IAPHBIX CHHAPOMOB

AIIC 1 -ro Tuma

AIIC 2-ro Tuna

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

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

Anonertnst 30%

MansabcopOrms 2396
[Tepuunnosnas anemus 14%
XPpOHWYECKUN AKTHUBHBIM Te€NaTUT
12%

AyTtoummyHHBbIA TUpeounut / BI'b
10%

Butnnuro 4%

Caxapubiii quabet 1 tuna 2—5%

Hanmoueynukosas
HenoctatouHocTh 80-100%
AytoummyHHbI THUpeouaut/ BI'b
69-97%

Caxapnbiit quabet 1 Tuna 35-52%
Butnmuro 5-50%

IlepBuuHbIA TUHOTOHAAU3M  3,5-
16%

[Tepuunnosnas anemus 16%

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

Tabnuya 2

CpaBaureabHasi xapakrepuctuka AIIC

AIIC 1 -ro Tuna

ATIIC 2-ro Tuma

MoHoreHHas, ayTOCOMHO- 3aboneBaHue C HACJEJACTBEHHOU
perieccuBHOe  (MEHJENHUPYIOIee) MPEAPACTIOIOKEHHOCTHIO
3a00J1eBaHNE C TTOJTHOM (OTMTEHHOE)

MIEHETPAHTHOCTHIO

[Tpu CEMENHBIX dbopmax IIpu cemeiiHbix ¢dopMax MOMKET




MIPOSIBIISIETCS TOJIBKO y CUOCOB

IIPOABIIATLCA B HCCKOJIbKHX

ITOKOJICHHUAX

[Tux manudecrauuu 12 ner

[Tux manudecranuu 30 jeT.

OtcyTcTBUE accolanuu C
rarutotunaMuHtA, MyTanus B TeHe
AIRE na 21 g22.3 xpomocome

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

['unonaparupeos, CIIU3UCTO-
KOXKHBIM KaHAWA03, XPOHHYECKHUI
ayTOMMMYHHBIN renaTur,
ManbabcopOrmsa.  OTHOCUTENbHAS
PEIKOCTh

ayTOMMMYHHBIXTUPEOATHI

Vka3zaHHbIC 3a00J1eBaHMS HE
HaO0JIF01ar0TCHl.
AyTOUMMYHHBIETUPEOTIATUH
IIPAKTUYECKHU MTOCTOSIHHBIN
KOMIIOHEHT

Caxapnbiit auabet 1 Tuna — 2-5%

Caxapubiii quabert 1 Tuna -- 52 %

My>xuuHbI: KeHIUHbI=1,4: 1

MYy>K4uHBI: )KEHIIUHBI = §:1

XapaktepHoe orinuve [-XHH B
pamkax AJIC-1- OTHOCHUTENIBHO
BBICOKAasi 4YacToTa OOHApyKEHUs
antuten Kk P450c17 u P450scc

IIpu 1 -XHH B pamkax AIIC-2 --
OTHOCHUTEJIbHO PEJIKO BBISBIISIOTCS
aatuTena Kk P450cl7 m P450scc, ¢
BBICOKOM 4YacTOTOM aHTUTENIa K

P450c21

AyTOMMMYHHBIN nonurianayiaspHeii cuaapom tuna (AIIC-1, APECED-
Autoimmunepolyendocrinopathy-candidiasis-ectodermal-dystrophy, MEDAC-
MultipleEndocrineDeficiency AutoimmuneCandidiasis,
KAHIUJOTIOJMAHAOKPHUHHBIA CUHAPOM) — PEAKOe 3a00J1€BaHUE C AyTOCOMHO-
PELECCUBHBIM  TUIIOM  HACJEJIOBAHMEM WJIM pEeXEe  BCTpPEYarolIeecs
CIOpPAUYECKH, JUIsl KOTOPOro XapakTepHa KJIacCH4YecKas TpUajaa, ONMCaHHAas
Y alTKEepOM:CIM3UCTO-KOKHBIM KaHINU103, runonaparupeos, 1 -XHH. AIIC-1
neOTUpyeT, KakK MpaBWIo, B JIETCKOM Bo3pacte. B mopaBistoniem
OOJBIIMHCTBE clly4aeB, nepBbiM mpossieHueMm AIIC- 1 sBusercs ciauzucro-
KOXKHBIM KaHIWJ03, pa3BUBAIOLIMCS B mepBble 10 J€T KW3HU, Yalle B
BO3pacTe OKOJO 2 JIeT, MPU 3TOM HAOIIOJAETCS TMOPAKEHHE CIU3UCTHIX
000JI0YEK TOJIOCTH pTa, FEHUTAIMN, a TaKKe KOXH, HOTTEBbIX BaJIUKOB,
HOTTeH, pexxe Berpedaetcs nopaxenue JXXKT, apixatenbusix myteid. Ha done
CIIM3UCTO-KOKHOTO  KaHaugo3a y  84%  manmueHToB  pa3BUBAETCS
TUTOMapaTupeo3, KoTopeii y 88% OO0NbHBIX pa3BuBaeTcs B mepBbie 10 jeT
xu3Hu. Hambonee cCyIieCTBEHHBIM OTKPBITHEM IOCIEAHUX JIET B 00JacTu
uccnenoBanust AIIC sBusercst OTKpbITHE T€HA, MYTAIlU B KOTOPOM IIPUBOJSAT
Kk passuturo AIIC-1. Oror ren pacnosnoxeH Ha 21g22.3 xpomocome Hu
nonyuyns Ha3Banue ABE- 1 (ot autoimmuneregulator). Otkpbeitue rena AIRE
AMEET Ba)XHOE OOIIEMEIUIIMHCKOE 3HAYEeHHUE. | €eHEeTHUYECKUH KOMIIOHEHT
OpeanoiaraeTcs B KadyecTBe OJHOIO0 M3 MNPUHLUNHAIBHBIX (AKTOPOB B
pa3BUTHHM OOJIBIIMHCTBA ayTOUMMYHHBIX 3a0oneBaHui. OIHAKO € TO3UIUU
TeHETHUKM ayTOMMMYHHBIE 3a00JI€eBaHUS OTHOCSTCS K TIOJUTEHHBIM WIIU
3a00JIeBaHUSIM C HACJIEJACTBEHHOM MpPEIpacloNokKEeHHOCThI0. B oTHOIIEHUN




ATIC-1 MBI IM€EM €10 C €MUHCTBEHHBIM M3BECTHBLIM B ITIATOJIOTMH YEJIOBEKA
(!) ayTouMMyHHBIM 3a00JIEBAHUEM C MOHOTEHHBIM, TO €CTh MEHJEIEBCKUM
XapakTepoM HacjleOBaHUsA, KOrJa ayTOMMMYHHBIA MPOIECC B OOJIBIITUHCTBE
SHJOKPUHHBIX JKE€Je€3 W MHOTUX JIPYyTMX OpraHax oOOyCJIOBJIIEH MyTalueu
OJHOT'0 SIUHCTBEHHOTO I'¢HA.

B mpoBeneHHOM HaMM HMCCIIEIOBAHWH IPU JUHAMUYECKOM OLIEHKE COOT
HoueHus yacToThl u3onupoBanHoil 1 -XHH u 1 -XHH B pamkax AIIC 0ObL10
BbIsIBJIEHO, uTO eciik B 30-x—50-x rogax 20 Beka 1 -XHH B pamkax AIIC
BcTpeuanachk B 13% ciyqaes, T0 Kk 80-M—90-M roaMm 3TOT MOKa3aTesnb BBIPOC
no 34%, B CBSI3M C 4Y€M, MOXKHO cJieJlaTb BBIBOJ 00 oOuepeHOM JTarie
naroMopdo3a 0oJie3HU ANJIMCOHA, KOTOPBIA 3aKIIOYAeTCS B IMOCTEIEHHOM
nepexoze 3tou naronorud B paspsag AIIC, B nepByro ouepeas AIIC-2.

4.3. TyOepKyJjie3 HAANIOYEeYHUKOB

Kak yxe roBopuioch, 1eCTpyKIHsI KOPKOBOI'O BEIIECTBA HAJAIOYCUHHKOB
TyOepKyJIe3HBIM NPOLIECCOM 3aHUMAET BTOPOE MECTO B PSIIy STHOJIOTHUYECKHUX
daktopoB 1-XHH. TyOepkyne3 HaAMOYECUHUKOB Pa3BUBAETCS BCIIEIICTBUE
reMaTOTEHHOTO pacmpocTpaHeHuss MHUKoOakTepuit. OOBIMHO B MPOIECC
BOBJIEKAETCS KaK KOPKOBOE, TaK U MO3TOBOE BEIIECTBO (MOCIEAHUN (PEHOMEH
KJIIMHAYECKOTO 3HAYEeHMs, NO-BUJAMMOMY, IpaKkTUYecku He umeeT). Kak u B
Cllyyae ayTOMMMYHHOTO MOPa)KeHHsI, IpU TyOepkyJse3HoM mpouecce 1-XHH
KIIMHUYECKU MaHu(ecTupyer ToJbko Tpu paspymieHud 90% KOpKOBOro
BelecTBa o0oux HaanoueyHukoB. [Ipu TyOepkysne3e HAANOYEYHUKOB B
OOJIBIIMHCTBE CiIy4yaeB y OOJIbHBIX MMEIOTCA Cle[bl paHee MNEPEeHECEHHOIro
TyOepKyJie3a Uil akTUBHBIN MpoIIecC.

4.4. AnpeHojieiikoaucTpopust

AnpeHoneikogucTpodus (AJIL, 00JI€3Hb 3uMepJIuHTa-
KpoiindonpramenanoaepMudecKasuieiko1ucTpoQust) 3a0o0yieBaHmE c
PELIECCUBHBIM THUIIOM HAcCJEAOBaHUs, OCHOBHBIMU MPOSBICHUSIMU KOTOPOTO
SBJISIETCS TOpak€HUE OEJIOro BEIIeCTBa IEHTPAIbHONW HEPBHOM CUCTEMBI U
KOpBI HAaJII0OYECYHUKOB. ['pynma nerkoaucTpopuii o0beuHsET
HACJICJICTBEHHBIC  HEUWpoJereHepaTUBHbBIC  3a00JieBaHUs, TIPU  KOTOPBIX
MPOUCXOJIUT AC3UHTETpallUsl MHUEIUHOBBIX BOJOKOH reHTpaibHOU (LJHC) u
nepudopudoCKoil HEpBHOW cucTeMbl. bojiesHb 00yclioBlieHA Jeneluei reHa
AL[) nHa mmH, HOM IUIeue X-XpoMOCOMBI (Xq28), mNposBIsSIONIEHCS
HEJO0CTATOYHOCTHIO JUTHOLIepomi-KoA-cuHTerassl. DT0O, B CBOIO Ouepeib,
BEJIET K HAPYIIEHUIOB-OKUCICHUS HACKHIIIEHHBIX JITTHHHOIICTIOYEYHBIX YKHUPHBIX
kucinot (KK, umeronue 24-32 yriepoAHbIX aTomMa) B IMEPOKCUCOMAX H
MOCJIETYIONIEMY MX HAKOIJICHUIO BMECTe ¢ d(pupaMu XoJeCTeprHa B KIETKax
HEpPBHOMU CUCTEMBI U KOPKOBOTO BEILIECTBA  HAANOYEYHUKOB.

[IpeanonoxxurenpHas pacnpOCTPAaHEHHOCTh 3a00J€BaHUs COCTaBIsIeT 1 Ha
100 000-150 000 myx4uH.

Breinensercs, mo MeHplned Mepe, 6 kimmHHWYeCKHX ¢eHoturno AJIJI,
KOTOpPBIE BapbUPYIOT OT TSKEIOW MAETCKOM 1epebpanbHoil (opMBl 110
OCCCUMIITOMHOTO TeueHHMS. B oOmHONH M TOHW K& ceMbe, KaK IpPaBHUIIO,



BcTpevaroTcsi pasnuunbie GeHorunbl AJIJl. Jlerckas uepebpanpHas dopma
aBisieTcsl (DOHOTHMHUYECKH HanmOoliee TsDKENbIM BapuaHToM TedeHust AJIJI.
[TanpenTel DpakTHYECKHW 340pOBBI A0 Bo3pacta 2-10 n;er, xoraa
MaHupeCcTUpyeT  HAJMOYEUHUKOBAsT  HEJOCTATOYHOCTb U TsDKesas
nporpeccupyroiiasi HeBposjoruueckass nucpynkuus. Ilocne manudecranuu
CUMIITOMAaTHKa OBICTPO MPOrPECCUPYET U 3aKAHYMBAETCS CMEPTHIO MalleHTa
yepe3 2-4 rojga. AHAJIOTHYHBIM 00pa3oMm, HO B Oojiee TMO3IHEM BO3pacTe,
IPOTEKAIOT MOJIPOCTKOBAs liepedpanbHas U B3pociasd LepedpanbHas (opma.
HauGonpimuit uHTEpEeC I 3HAOKPUHOJIOTOB MPEACTABISIOT CIEAyoIue 2
dopmbl. [Ipu anpenomuenouneiiponaruu (35% ciyuyaeB AJIJ]), koTopas, kKak
npaBmiIo, MaHU(pecTUpyeT B 3—4 nekajie >ku3Hu Ha (OHE MPOrpecCUpyromen
HEBPOJIOTUYECKON CUMOTOMATUKH (CACTUYECKUH Maparapes3 HOT, HapyIlICHHE
BUOPAIIMOHHOW YYyBCTBUTEILHOCTH, HAPYIICHUE ACSITEIBHOCTH CHUHKTEPOB),
y 2/3 manmentoB pa3BuBaercs 1-XHH. U, nakonern, B 10-20% cnydaeB AJI/]
EIMHCTBEHHBIM TIpOsIBIICHHEM 3a0oneBanus sBisiercs 1-XHH 6e3 kakux-mu6o
MPU3HAKOB HEBpOJIOTMYeCKOM aucyHkiuu. bojiee MOIOBUHBI KEHIIUH-
HocuTenen myrtauuu reHa AJI/l MMeroT Te WM HHbIE HEBPOJIOTMYECKHE
NpOSIBICHHUS]  3a00JIeBaHMs, YTO  CBSI3aHO C  HEPABHOMEPHOHM U
IIPEUMYIIECTBEHHOW  MHAKTUBanuen  X-XpOMOCOMBI, HE  HMEIOLIEN
MyTaHTHOTO TeHa. OCHOBHBIMM MeTojaMu auarHoctuku AJlJ] sBisercs
onpenenenue ypoBHs JIDKK B mmazme, MPT ronoBHoro mosra u mnpsiMou
reHeTHYeCcKuil aHamus (puc. 3).

JlabopatopubiM mapkepoM AJIJ] siBnsercss moseimeHue ypoBHs JJKK B
OMOJIOTUYECKUX KUAKOCTIX. B mia3me mpoBOAUTCS MCCIEIOBAaHUE YPOBHS
Terapko3anoesoit (C24:0), menrakoszanoesoil (C25:0) u rexcaxozaHoeBOM
(C26:0) xucinoT, a TakKe OTHOIICHHE HMX YpOBHS K OEreHOBON KHCIIOTE
(C22:0). Ilpu nono3penun Ha AJIJ] 00s3aTeIbHBIM UCCIEIOBAHUEM SIBJISLETCS
MPT ronosHoro mosra. IIpomecc nemuenuHu3zanuyM B TOJIOBHOM MO3T€
OOBIYHO HAYMHAETCS C BAJIMKa MO30JIUCTOTO TeJa, PEKE C €ro KOJIeHa WU
T€Ja, BHYTPEHHEW KarCyJibl UK CTBOJIA TOJIOBHOTO MO3ra U MPOrPECCUPYET,
yaiie Bcero, Ha npotsbkeHuu 1—10 net. [Ipu angpenomuenouneiiponatun MPT
BBISIBIISIET aTpoduio CIIMHHOTO Mo3ra oe3 HapyLIEHUs
remarosHedannueckoro  Oapbepa.  Tunuunoit  MP-tomorpaduueckoit
kaptuHo g AJIJI  sBaserca  mopaxkeHHMe € aCMMMETPUYHBIM
pacnpeneseHueEM, 3aXBaTbhIBAIOIIIEE MO30JIUCTOE TEJ0 U
MEPUBEHTPUKYISIPHOETIAPUETO-OKIUITUTATIbHOE O€I0€ BEIIEeCTBO.



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 nmuarnoctuueckoro mnowcka mnpu AJIJ[ (Gartner J., et
al.,1998)

HaunGonee TOYHBIM METOAOM JUArHOCTUKH, KOTOPBI HMEET OCHOBHOE
3HA4YeHHE ISl BBISBICHUS reTOpO3UTroTHBIX GopMm AJI/l y sKeHIIuH, sSBIseTCS
npsmoil reHeTnueckuii ananus. [lpu AJIJ] u36sirounoe nHakoruienue J[XKK B
TKaHAX M OHOJIOTUYECKUX KHUAKOCTAX OTMEYAETCs YK€ BHYTPUYTPOOHO.
Brilcokuii ypoenbp JIXKK wmoxer ObITh OOHapykeH B aMHHOTHYECKON
KUJKOCTH U B BOPCHHAX XOPHOHA.

Panee cuurtanoch, uro 1-XHH, Bei3BanHas AJIJ], BcTpeuaeTcsi KpaiiHe
penko. PykoBoncTtBa W yuyeOHMKM 1O SHIOKPHUHOJIOTUM MPOLIEAIIUX
necstwietnii Boobie He ynmomunanu o6 AJIJl. [lpuaunHO#i 3TOTO, BEPOSATHO,
ABJISIIACH BBICOKAsi cMepTHOCTh OonbHBIX AJI/] B meTckom Bo3pacte, a Takxke
CIIOXHOCTH JuarHoctuku AJIJl, KoTopas MposBIsIETCS H30JUPOBAaHHOU 1-
XHH. Kpome Toro, cama stmonormyeckas nuarHoctuka 1-XHH crpownacek
JUIIb HA KOCBEHHBIX JIAHHBIX (HAJIWYUE WIM OTCYTCTBUE JIETOYHOIO
TyOepkyne3a). Ilo coBpemeHHbIM mpeacTaBieHusM, AJIJ[ Bbixoautu u3
paspsnga penkux npuuunH 1-HH. DTo cTano oudeBHAHBIM mOCiE MOSBICHUS
BO3MOXHOCTH onpeneneHus B kpoBu 6onbHbIX 1-XHH ypoas JIKK.

[lepBruuHBI TUMOKOPTULM3M, pa3BuBlumiicsa npu AJl/], umeer Haunbonee
TSDKENBIA mporHo3 mno cpasHenuto ¢ | -XHH gpyroro renesa, 4to
OmnpenensieTcs  CONMYTCTBYIOIIEH  HEBpPOJOTMYECKOM  marosioruen. Kak
YKa3bIBAJIOCh TOCJIE ayTOMMMYHHOH JAecTpyKuuu W TyOepkynesza, AJIJ] B
HACTOSIEE BPEMs CUUTACTCS TPEThEW IO YacTOT€ NPUYUHOW IMEPBHYHOIO
runokopTuim3ma (mo cpenum onenkam 6—10% Bceex ciyyaes 1-HH).



Yem monoxke myxxkunHa Ha MoMeHT MaHupecrammu 1-XHH, tem Goinbie
BEPOSITHOCTH TOr0, 4TO OHa cBaA3aHa ¢ AJIJl. [Tomumo KOpBHI HAATTOYEUYHUKOB
mpu  AJI[lT He peako NPOUCXOOUT MOpPaXKEHUE SAWYEK C Pa3BUTUEM
IIEPBUYHOIOTUIIOTOHANM3MAa. YUHUTHIBAs CKA3aHHOE BBIIIE, MOXHO BBIIEIINUTH
Ipynnbl  MAalMeHTOB, Yy KOTOPbIX € OoJiblIed BEPOSITHOCTBIO MOYKHO
MIOAO3PEBATh B KA4yeCTBE NPUYMHBI HAIMNOYEYHUKOBOW HEIOCTATOYHOCTH
AJI:

- Monoaeie myxuunsl (Bo3pact Manupecraunu 1 -XHH go 30 ner)

- Myxuunsl ¢ 1 -XHH, nMmeronue HeBpoJIOoruueckue HapyIeHus

- Myxuunsl ¢ 1 -XHH 1 nepBUYHBIMIAIIOrOHAAU3MOM

- bonsubie 1-XHH, nmeronmme B ceMEMHOM aHaMHE3€ CIllydyad PaHHEU
JIETCKOM CMEPTHU, POJCTBEHHUKOB (MY»YUH U EHIIKMH) C HEBPOJIOTHUECKUMHU
3aboneBanusmu u/wm 1 -XHH

Ecoun nHaanmoueuHukoBass HemoctaTouHocTh mnpu AJIJl Obuza BoBpems
JUarHOCTUpPOBaHa M BOBpeMsl Obula HA3HAYEHA 3aMECTUTEIbHAs TEpaIus
npenaparaMi  KOPTUKOCTEPOUIOB, caM IO ce0e TUIOKOPTULH3M B
KJIIMHWUYECKOM IUIaHE OTXOJMUT Ha BTOpoi IuiaH. KpuTuyeckoe 3HaueHHe
npuoOpeTaeT  MPOrpecCUpPYIOIMA  AEMWIMHU3UMPYIOIIMA  Ipolecc ¢
MPOTPEIUEHTHBIM HEBPOJIOTHUECKUM JAEPUIIUTOM.

B nacrosimiee Bpems crienndudeckoe natorenerndeckoe seuenne AJIJ] ve
paspaborano. [lueta mpu AJIJl mompazymeBaeT MaKCUMaJIbHOE OTPaHUYCHUE
nuiy, copepxkameit JDKK. OtHocutenbHo Oosiee 3(P(HEKTUBHBIM METOAOM
neyenuss AJIJ] sBisieTrcss TpaHCIIaHTanMs KocTtHoro mosra. CyTts meroaa
OCHOBAaHA HA TMPEANOJOXKEHHUHM O TOM, 4YTO KJIETKH MOHOLMTAPHO-
MakpodaraJibHOM CHUCTeMBbI  CIIOCOOHBI  KoJoHu3upoBatbcsi B IIHC,
TpaHCHOPMUPYSCh B KJIETKH MUKpOTiuu. Takum 0o0pa3om, e€ciu JOHOPCKUE
KJIeTKU OyayT criocoOHbl MeTabonusupoBath JOKK, Tpancnnantanus cMoxer
OPUBECTH K NPEIOTBPAILCHUIO AAJbHEWIIeH neMuenuHuzanuu, Cuuraercs,
YTO TpaHCIUIAaHTalus LejecooOpa3Ha Ha CTAaJUU PAHHUX MPOSBICHMSIX
nepeOpanbHON NUCHYHKIMN MPU HAJIMYUKM MOIXOMSIIEro JTIOHOpa, a TaKXKe Y
NAlMEHTOB C aJpeHOMMENIOHEHpOINaTueld, Yy TOJOBUHBI KOTOPBIX B
JNAIBHEMIIEMBEPOATHO  BOBJEYEHHME B  IPOLECC  CIHMHHOTO  MO3ra.
BoAbmIMHCTBO OOJBHBIX, y KOTOPBIX TPAHCIUIAHTALUMA KOCTHOTO MO3ra
OKazajach ycnemHou, auarHo3AJIJ[ Obul yCTaHOBJIEH NpH CEMENHOM
CKPUHUHIE WK 3TO ObUIM NMauueHThl ¢ u3oaupoBanHoi 1 -XHH wim aums ¢
HAaYaJIbHBIMU ~ TMPOSIBJICHUSMU  HEBPOJOTHYECKON JAUCHYHKUMH. ITO B
OuepeIHOM pa3 MOJYEPKUBAET HEOOXOIMMOCTh paHHed nuarHoctuku AJIJI,
KOTOpas  JIOCTaTOYHO  YacTo MaHUu(pecTUpyeT  HaANOYEUHUKOBOU
HEZ0CTaTOYHOCTBIO.

4.5. MeracTtaTn4eckoe MopakeHue HaAno4YeYHUKOB

Camo mo cebe mMopakeHHE HAAMOUYECYHUKOB METAacTa3aMH OIMyXoJieh
BCTpEYAETCsl JOCTaTOYHO 4YacTo. MeracTtaspl paka MOJIOYHOM JKEJe3bl
MOpaXaroTHAATIOYEYHUKU TpUMEpHO B 58% ciydyaeB, OpOHXOTEHHOTO paka
nerkoro B 36-40%, menanomsl --B 33% ciryqaeB. Bmecre ¢ tem, 1-XHH npu



TOM pPAa3BUBACTCS OYCHHb PEJIKO, TOCKOJIbKY, KaK YKa3bIBajJOCh, JUISI 3TOTO
HeoOxoaumo pazpymieHue 90% xopel oOomx HaAmouyeyHWKOB. Hawmboree
9acTO OIYXOJbIO, METacTa3bl KOTOPOW BBI3BIBAIOT PA3BUTHE KIMHHYSCKU
BBIPQ)KEHHOT'O TUIIOKOPTHUIIM3MA, SBJISICTCS HEXOJDKKUHCKAS KPYITHOKJICTOYHAS
AuMQpoMa, HECKOJIBKO pPeXe NPUYUHOW 3a00JICBaHMS SBJISIFOTCS METacTa3bl
OpPOHXOTCHHOTO pakKa JIETKOro.

4.6. Ilopa:xenue HaaNMoO4Ye4yHNKOB nNpu uHpexunu BUY

JlatentHo mportekatomas 1-XHH BwisiBisiercs y 8-12% O6onpubix BUU-
uHgekueit. Hanbonee yacto oHa pa3BUBAaeTCs B PE3yJbTaTe MOPAKECHUS
TKaHW HAJIMOYEYHUKOB MHQWIBTPATUBHBIM TPOILIECCOM C TMOCIEAYIONMEH ee
JECTpYKIMEeH (IIMTOMErajloBUpyCHass WHQEKIMsI, TPUOKOBbIE WH(DEKIUH,
capkoma Kamomm, mwmmdboma wu  T1.4.). [lpuMenenwe  pa3nuYHBIX
MEIMKAMEHTO3HBIX MIPENapaToB, BIUSAIOIIUX HA CTEPOUIOTeHE3 (KETOKOHA301I,
pudaMnuH, GEHUTOUH), TAKXKE MOXKET cTaTh NpuunHoil 1 -XHH.

4.7. Cunapom Yorepxayca-Opujaepukcena

Penxon, HO Xxopomo wu3BeCcTHOM mpuunHOW passutus HH, sBusgercs
cungpom Yorepxayca-Opunepukcena (CYD), KOTOPsIM B HACTOSIIEE BpeMs
MOXXHO  0003HaUUTh  OCTPYH0  HAJNOYEYHUKOBYIO  HEIOCTATOYHOCTD,
pa3BUBIIYIOCS B pe3yJIbTaTe reMopparndeckoro WHpapKkTa HaJMIOYEYHUKOB, B
naToreHe3e KOTOpPOro HauOoJjblllee 3HAYCHHE MPUAAETCS  CUHAPOMY
JUCCEMUHUPOBAHHOTO BHYTPUCOCYJMCTOTO CBepThiBaHUs KpoBu (/IBC-
CHHJPOM) Ha (POHE OCTPBIX CENTHYCCKUX COCTOSHHMH. [eMopparmueckuii
uH(papKT HAAMOYEYHUKOB, KOTOPBIA pa3BUBAETCS MpU aHTU(OCHOIUTHIHOM
cugapome (ADPC) u Ha (PoHE Tepanmuu AHTUKOAryJSHTaMH (CM. HUXKE), IO
[IaTOreHe3y BO MHOIOM cX0k ¢ CY®, HO K MOCIEIHEMY HE OTHOCHTCH.
Pa3BuTHe BO BCEX 3THUX Ciyyasx TIeMOpparnyeckoro HHQapKTa CBSI3aHO C
O0COOEHHOCTSIMU aHTMOAPXUTEKTOHUKU HAJIOYEYHUKOB, KAKJbIM U3 KOTOPHIX
noisyyaer KpoBb Mo 25-30 aprepusiM, UMe€S NpPU 3TOM TOJIBKO OJHY
HEHTPaJIbHYI0 BeHY. Tpom003 IeHTpabHOM BEHBlI HAJMOYEYHUKA BEIET K
3HAYUTEIBHOMY MOJHOKPOBHIO U KPOBOU3JIHUSHUIO.

Haunbonee yacto npuunnoit pazsutusi CYD sBisieTCss MEHUHTOKOKIIEMUS,
TO €CTh MEHWHTOKOKKOBBIN cericuc. IMEHHO ¢ 3TUM CBsI3aH TOT ()akT, 4TO B
MOJIaBJIAIOIIEM OOJIBIIMHCTBE CIIy4YaeB, 3TOT CHUHAPOM Pa3BUBAETCS Yy JETEH.
ITocne momananus Neisseriameningitidis B CUCTEMHBIN KPOBOTOK, MUKPOO, B
OTCYTCTBUU CNEIU(PUUECKUX AHTUTEN, OBICTPO PACHPOCTPAHSETCS MO BCEMY
opranuzMmy. B OonpImMx KoJM4YecTBaX MEHUHTOKOKK OOHAapyKHUBaeTCs B
SHAOTETUANBHBIX KIIETKaX M HeuTpodmiax, WHOUIBTPUPYIOMUX IHAOTEITUN
cocynoB. [mmepmpomykiusi TakuX BOCHAIUTEIBHBIX MEIUATOPOB Kak
MPOCTArIAHIUHbBI, JICHKOTPUEHBI ¥ (aKTopa aKTUBAIMM TPOMOOIIUTOB
OKa3bIBaET KakK MPsIMOE MOBPEXKIAIOIIEE IEHCTBUE HA HIOTEINHA COCYI0B, TaK
W 3a CYET aKTHBAIMU WHOWIBTPUPYIONIUX SHAOTEIUH TPaHyJIOIUTOB, B
pe3yibTaTe 4ero MPOMCXOAMUT T'€HEepPaIM30BaHHOE O0Opa30BAHHE COCYIUCTBIX
TpoMO0B (JIBC-cunapom) ¢ dhopmMupoBaHUEeM reMoppartueckue U3MEHEHMUS,



KOTOpbIE 0OHAPYKUBAIOTCS Ha KOXKe (IypIypa) U BHYTPEHHUX OpPraHax, B TOM
YUCJIC HAATIOYCUHUKAX.

BropeiM 1o uacrote Bo30ynuTenemM HHGEKIMH, KOTOpas OCIOKHIETCS
cencucom u CY®, sBusercs Haemophilusinfluenzae. Ilpu ananuze
JUTEPATYPHI, BBIACHUIOCH, YTO CEPhE3HBIM (PAKTOPOM pHUCKA Pa3BUTHUS
cercuca ocioxHeHHoro CY®, sdBisieTcss CUHAPOM THIOCIUICHU3MA.
OCHOBHBIMM ~ MPUYMHAMHU  TUMOCIUIEHM3MA  (ACIUIEHM3MAa)  SIBJISIOTCS
CIUICHIKTOMUS, BpOXKJIEHHOE OTCYTCTBUE CENE3EHKH, CEPIIOBUIHO-KICTOTHAS
aHEMUS C SBJICHUSMU ayTOCIUICHIKTOMHH, OOYCIOBJICHHOW TOBTOPHBIMHU
uHpapkTamu. [lomararot 9To TsxKEeCTh 3a001€BaHMs 00YCIOBICHACHIKEHUEM
WM OTCYTCTBHEM QWIBTPYIONIEH (QYHKIIMU CEIIC3CHKH, HAIpaBJIICHHOW Ha
DIIMMHUHAITMIO TIOKPBITBIX AHTUTENAMH OaKTepuid, a TakKKe CHUKCHHUEM
NPOAYKIIMUA psa aHTUTEN. YKa3aHHOE COCTOSIHHE TMONYYHJIO Ha3BaHUE
cungpoma OPSI  (overwhelmingpostsplenectomyinfection -  cungpOoM
MOCTCIUIEHIKTOMUYECKON NHDEKIUN).

4.8. AuTHdochounUIHbIA CHHAPOM U IPYrHe KOAaryJaonaTuu

Tepmun antudochomumuanbiii cuagpoM (ADC) 6bu1 ipusT B 1994 Toy.
On Ttakxe oOo3Hauaercs kak cuHapom Hughes, B uecTs aHrmumiickoro
peBmaroJiora, BIIEPBBIC ONMCABILIETO €ro B 1986 rony.
[1epBUYHBIATUIIOKOPTULIM3M  SIBISIETCSL  peakuM ociokHeHnemM ADC u
pa3BUBaeTCs, Kak IMpaBUIIO, B PE3yJbTaTe JABYCTOPOHHEro TpoMOo3a
HAJIIOYEYHUKOBBIX BeH. HanmodeuHunkoBass HEJOCTATOYHOCTh MOMKET OBITh
nepBbIM mposiBiieHneM nepBuyHoro A®dC. Jlpyroil penkoil NpUYMHON
pasButusi 1-XHH, B maroreHe3e KOTOpOH OCHOBHOE 3HAYEHHE NPUIAACTCS
JBC-cunapoMy C pa3BUTHEM TeMOpparudyeckoro uH@apkra 000HX
HAQ/AMOYEYHUKOB,  SIBJSIIOTCS ~ KoaryjonmaTMuM  Ha  (oHe  Tepanuu
AHTUKOATYJITHTAMU U AaHTHAIPETaHTAMMU.

4.9. I'puokoevie ungexyuu

['pubkoBas nHpexkuus ABASETCA OJHOM U3 caMblX peakux npuunH 1-XHH.
Haunbosiee wyacTo HaANOYEUHUKH TMOPAXKAIOTCS MPHU TAKUX CHCTEMHBIX
MHKO3aX, KaK KOKIMJAMNOMHMKO3, IAPAaKOKIUINOMHUKO3, PEXKE — TpH
CUCTEMHOM KaHAM/03€, OJACTOMHUKO3€, THCTOIIa3MO03€, KPUITOKOKKO3E.
Hepenaxo 1-XHH, BbI3BaHHas TPUOKOBBIM MOPAKEHHWEM HAJIOYEUHUKOB,
pa3BUBACTCS B paMKax BH1Y-accounnpoBaHHOTO KOMILJIEKCA.
[TapakoKIMIUOMUKO3  (FOKHO-aMEPUKAHCKHI  OJaCTOMHKO3, BO30YyIUTEh
Paracoccidioidesbrasiliensis)  siBiasiercsi  Haubosniee  9acTol  TPUOKOBOM
uHpexuen, npuBoasmei k passutuio 1-XHH. OTo cucreMHbIii MHKO3,
pacrpocTpaHeHHbI B cTpaHax JlaTuHckoil Amepuku. [{ns Hero xapakTepHO
IIEPBUYHOE NOPAXKEHUE JIETKUX C PA3BUTHEM B HUX I'DAHYJIEM, OKPYKAIOIIUX
YYaCTKH Ka3€03HOTO HEKpO3a MIM MHUKPOAOCIIECCOB, a TakkKe JTUM(paTUIECKIX
y3JI0B, CIIM3UCTOM 00OOJOUKH PTa U BEPXHUX JbIXATEIbHBIX MyTEH.

4.10. Cunopom Henvcona

ITepsuunas XHH c¢ nocneayromum passutuem cuHapoma Henbcona
(anenoma rumnoduza, cekperupyromas AKTI, na done nepsuunoit XHH)



BO3HHMKAET IIOCJIE IIPOBENCHMS TOTalIbHOU ajapeHamdkTomuu. Ilocnensss
npoBoautcst  10-15%  OONBHBIM  SHJIOTE€HHBIM  TUIEPKOPTUIIM3MOM
HeHTpajIbHOro renesa (6one3npio Uienko-Kymmnra) u3-3a kpaitHe TSXKenoro
TE€YeHUs 3a00JI€BaHUA JJIs CIACEHUS XKU3HHU O0IBHOr0 MM HEA(P()EKTUBHOCTH
CYILLIECTBYIOILIUX METOJIOB JICUEHMs (aI€HOMAKTOMHUSI rUnodusa, jdydyeBas H
MEIUKAMEHTO3HAas Teparus).

4.11.Cunopom peghpakmepuvix HAONOYEYHUKOB

OmHoit w3 camblx peakux npuunH nepBuyHod XHH — aBnsercs
HEYYBCTBHUTEJIBHOCT ~ KOpbl ~ HaanoueyHukoB k  AKTIT  (cungpom
pedpakTepHbIX HAAMOYEHYHUKOB), B pe3ylbrare Jaedexra CTPYKTYpbl
perentopoB Kk AKTI wunm mocT-penentopHbIX CTPYKTYp. 3aboneBaHue
pa3BUBAETCS B IOHOIIECKOM BO3pacTe, OOJICIOT MM OOBIYHO YJIEHBI OJIHOM
CEMBH.

BTOpI/I'-IHaﬂ H TpEeTHYHANA XpoHU4YeCKas HaAMMOYC¢IYHHUKOBadA
HEeA0CTATOYHOCTDH

Bmopuunas u  mpemuunas ~ XHH - ueHTpalbHble  (POPMBI
HAJIIOYECYHUKOBOW HEIOCTATOYHOCTH. B TUIIMYHBIX ciyyasx BropuyHas XHH
pa3BUBaETCs Kak B pe3yibTaTe cHIKeHus BbipaboTku AKTI runoduszom, tak
U B pe3yJibTaTe HApPYIICHHUS IEJIOCTHOCTH HOXKU Tunoduza. Bropuunas u
tpetrnuHas XHH oOpuHO pa3BUBAIOTCS OJIHOBPEMEHHO C HEIOCTATOYHOCTHIO
JIpYrUX TPOMHBIX TOPMOHOB rumnodusza (morenHusupyromero (JII),
(b OITUKYIOCTUMYITUPYIOIIETO (OCI), TUPEOTPOITHOTO (TTD),
comatotpornHoro  (CTI)). M3onupoBannas HemoctatrouyHocTh  AKTI
BCTpedaercs KpauiHe penako. lIpuumnel BrOpmuynOM m Tpetnunor XHH
MIPEICTABIICHBI B TAOII.

Yame Bcero Bropuunass XHH B pamkax runonuryurapu3ma BO3HUKAET
pu 0OBEMHBIX MPOIIECCaxX B 00IACTH TYPEIKOTO ceyia (OmyXoym runodusa u
pasnu4HbBIe 00pa30BaHUS CEJUIAPHON W Mapace/UBIpHON o0JjacTeit), a Takxke
00Jly4eHUN THUNOTAIaMO-TUNO(U3apHON 00JaCTU U XUPYPTrUUYECKOW THUIIO-
(pU3IKTOMHUH.

HaubGonee uacroit mpuumHoi TpernyHot XHH sBnsercs mioutenbHOE
IIPUMEHEHUE  TOJABIAIONIMX 103 T[JIOKOKOPTUKOWJIOB TIPU  JICYEHUU
pa3IUYHBIX CUCTEMHBIX 3a0oneBaHuid. JliuTenbHas HEIOCTATOYHOCTb
cekpeuun KPI' u AKTI npuBoauT HE TONBKO K (PYHKUMOHAJIBHBIM, HO U
MOP(OJIOTUYECKUM  M3MEHEHHUSIM  KOPbl  HAJIIOYEYHUKOB: Pa3BUBAETCS
atpodusi MmMy4ykoBOM M ceryaTol 30H Kopbl. KiryboukoBas 30Ha W,
CIE0BATENBHO, CEKPELNS MHUHEPATOKOPTHUKOUIOB CTPAJAOT B MEHBUIEH
cTeneHu. ATpopuuecKkue U3MEHEHUS KOPbl HAAMOYEYHUKOB MOTYT JOCTUTaTh
TAKOM CTENEHHU, 4To naxe jmrenpHas cruMmyssiuus AKTI He mpuBomuT k
BOCCTAaHOBJICHUIO CEKPELIUU KOPTUKOCTEPOUIOB.

HanmoyeynnkoBass HEZOCTAaTOYHOCTh — SBJSETCA  MAPAJOKCAIBHBIM
NOCJIEICTBUEM YCIIeMHOro JieueHus: cunapoma Kymuura. XHH Bo3Hukaer y
OOJIBHBIX C KOPTUKOCTEPOMOM MOCJE€ OJJHOCTOPOHHEH aJipEHATIKTOMUU BBULY
TOTO, YTO HENOPAXECHHBI HAJANOYEYHMK 3a BpeMms 3a00JeBaHUS



aTpodupyercs,

B pesyabrare mnoxaBieHus KPIT m AKTI wu3bpitouno

CEKPETUPY-EMBIMU  OMYXOJIBIO  TJIFOKOKOPTHKOMAAMH (M0  MEXaHU3MY
00paTHOM CBSI3H).
Tabnuya 2
IIpnyuHbl, nNpUBOAAINME K Pa3BUTHI0 BTOPUYHON U TPETHYHOH
HAANOYEeYHUKOBOM HEI0OCTATOYHOCTH
Bropununas XHH
(pa3pyuieHue EJ’II/I OTCYTCTBHE KJIETOK, Tpermanas XHH
(nedurut KPI')
cekperupyromux AKTI)

[. Onyxonu ceisipHO# U mapaceuiIpHOn
obnacTu (ageHoMbI TUNodu3a,
KpaHnohapruHIuoMa, MEHUHTHUOMA,
TJIMOMa, MyKOIIEJIC)
I1. Nmemus runodusa
1. ITocneponoBasi(cunapom llluxena)
2. CuctemHbie 3a001€BaHUS (BUCOUHBIM
apTEepUUT, CEPIIOBUIHO-KICTOYHAS
aHEeMUS )
[11. KpoBousznusiaue B runopus
[V. Stporennas (mocine o0ydeHus
runoguza, Xupypruyeckoro
BMEIIATEIHCTBA)
V. CUHIPOM «ITyCTOTO» TYPEIKOTO Cesia
V1. AyTouMMyHHBII
UM QPOLUTAPHBINTUTTOPUIUT
VI1I. BuyTpnuepennas anespusma
BHYTPEHHEHW COHHOM apTepuu

VIII.TpoM603 kKaBEepHO3HOTO CHHYCa

[X. Uadexunonnbie 3a00aeBaHus
(TyOepkyne3, cupuinc, Maspus,
MEHUHTHT)

X. UndunpTpaTUBHBIE TOPAKEHUS
(reMoxpomaTo3, TUCTUOIUTO3 X)

XI. MeTtabonnueckue HapyIICHHs
(XpoHHMUECKas MOYEHHAsI
HEJIOCTaTOYHOCTb )

XII. MaunonaTnyueckue Wi TeHETHUSCKUE
(mepocrarounas npoaykius AKTI,
cuHTe3 aHoMabHBIX popm AKTL).

I. Pa3pyiienne HOXXKHU runodusa

1. CnaBneHue onyxospro WIn
AHEBPU3MOM
2. Tlocne HEHPOXUPYPTHUUECKOTO
BMEILATENbCTBA
3. TpaBma
1. [TopaxxeHus runoTagamyca Win Ipyrux
OTJIEJIOB LIEHTPAJIbHOM HEPBHOW CUCTEMBI

1. TpaBmaTuueckue

2. O6myuyenue o01acT runoTagaMmyca

3. OnyxosneBsie (IEPBUYHBIE,

MeTacTaTU4ecKue, TMM(OOMBI)

4. HepBHas aHOpekcus

5. BocnanurenbHbie (CapKOUI03,

TUCTHOITUTO3 X)

6. UndunsTparuBHbie (607I€3HU

OTJIO’KEHHUS JIUITUIOB)

7. Tokcuueckue

8. AnuMeHTapHbIe (T0J0/1aHuKe,

0>KHPEHHE)

9. Unnonatuyeckue Uiu TeHeTUYECKUe

(BpOK/I€HHbBIE WJIH CEMEUHBIE)
III. inurensHOE IPUMEHEHUE
TIOJIABJISIOIINX 03 TITFOKOKOPTUKOUIOB
0 MOBOJY PA3IUYHBIX COMAaTUYECKUX
3a0oJIeBaHUI

Ilo cTremeHM THKECTH, KaK MEPBUYHYIO, TaK U BTOPUYHYIO HAJMOYCYHU-
KOBYIO HEJJOCTATOYHOCTb JIESAT HA (POPMBI: JIETKYIO, CPEIHIOI0 U TSHKETYIO.




IIo BbIpakeHHOCTH KJIMHUYeCKHUX nposisiaenud XHH nenurcs Ha siBHYI0 1
nateHTHyr0. Ha pone neuennss XHH Bo3MoxkHO BhIENEHUE cleayomumx (as:
JIEKOMIICHCAITN, CyOKOMIICHCAITUS U KOMIICHCAITHSI.

5. IATOTEHE3 U KJIMHUWYECKUE MTPOSIBJIEHUS
HAJIMTOYEYHUKOBO HEJOCTATOYHOCTH

5.1. HeanqHaﬂ XpoHHYECKasA HAANMOYCYHUKOBAadA HEAOCTATOYHOCTD

B ocHoBe marorenesa 1-XHH nexur aGcomoTHbIR — aeduuuT
KOpTUKOCcTOpoua0oB.  Hambonee  Tspkenmple  METaOOJWYECKHE  CIIBUTH
pPa3BUBAIOTCS BCIEACTBUE Je(HUIIMTA OCHOBHOTO MHUHEPATOKOPTUKOUIA -
aNbIOCTEPOHA, DTOT ACPUIIMT NMPHUBOAUT K TOTEpPE HATPUS W BOJIBI UYepes3
MOYKA M JKEIYJOYHO-KHUIIEUHbIA TpakT. Pe3ynbraroM 3TOro sBisieTcs
00€3BOKMBAaHUE  OpraHW3Ma, TUMOTOHUS U HKEJIYJOYHO-KUIIICYHBIC
paccTpoiictBa. B TsoKenmbIX  ciy4dasX, IPU Pa3sBUTUU  BBIPAXKEHHOMN
TUMIOHATPUEMUU U TUIOOCMOJISIPHOCTH,  MPOUCXOAUT  HapyIICHHE
TPAaHCMEMOPAHHOTO TOMEOCTa3a, C TMOCIEAYIOIUM pPa3BUTHEM KJIETOYHOM
nerunpatainuu. Hambomnee Tspkenble B ’TOM IJIaHE U3MEHEHUS Pa3BUBAIOTCS CO
CTOPOHBI ~ IEHTPAJbHbIA HEPBHOW CHUCTEMBI, KOTOPBIE MPOSBISIOTCS
IIPOTPECCUPYIONICH TIOTeper CO3HAHHWSA, KOMOM U THOEeIbl0 OOJBHOTO.
[TapannenbHO ¢ moTEepel HATPHS U BOABL, IPOUCXOAUT 3a/I€pKKa B OpraHU3Me
kanus. B Hanbonee siBHON (hopme, TunepkaaTueMust MpOsBISETCS HAPYIICHUEM
paboTHI cep/a U TUIepKaTueMudeckon Muokapanoauctpodueit. [Tockoapky
HEKOTOPOH MHHEPATOKOPTUKOUTHOW AaKTUBHOCTHIO OO0JadaeT W KOPTHU3OI,
MaToreHe3 NePeUYUCICHHBIX HApYIIEHUM OTYACTH CBSI3aH U C €ro AeUIIMTOM
(cm. puc. 4).

Jleduut KOpTU301a - OCHOBHOTO aJIalITOT€HHOT0 TOPMOHA Y€JI0BEUECKOTO
OpraHu3Ma NPUBOAUT K CHUKEHUIO COMPOTUBIIIEMOCTH K PA3JIMUHBIM 3HJI0- U
AK30TEHHBIM CTpeccopam, Ha (oHE KOTOPHIX (Jare Bcero Ha (oHe MHPEKITH)
n npoucxomut aexkomrneHcanus HH. IlpuHnunumansHOe 3Ha4YeHHME HMEET
BBIMIaJICHUE  Takol  (QYHKIMU  KOPTHU30JIa, KaK €ro  CTUMYJISLUS
[VIIOKOHEOTeHe3a M TJIMKOI€HOJIM3a B TIEYEHU, a TaKXKe TMEPMUCCHUBHBIC
3¢ PeKThl KOPTH30Jia B OTHOIIEHUH TUPEOUTHBIX TOPMOHOB U KaT€XO0JIaMHUHOB.

Kimnanueckas kaptuHa 1 -XHH, kak yxasbiBamoch, Obula J1OCTATOYHO
IIOJTHO M KPacoO4YHO omucaHa camuM Tomacom ApaucoHoMm. B 3ToM miiane 3a
nocnenaue 150 jieT Kk 3TOMY ONHMCAHUIO MOSIBUWIUCH JUIIb HE3HAYUTEIbHBIC
nonoiaHeHus. bone3nb ApancoHa, Kak MpaBUiio, MaHU(ECTHUPYET B BO3pacTe
Mexay 20 u 50 ronamu. B Hacrosiee Bpems, 3a00jieBaHUE JOCTOBEPHO Yallle
BCTpEYaeTcss y OSKEHIIMH, 4YTO CBsA3bIBalOT ¢ npeoOmananuem 1-XHH
ayTOMMMYHHOTO TeHe3a. boyiesHplo AnaucoHa TyOepKyJe3HOM 3THONOTUU
MY>KUYMHBI M SKEHIIMHBI OOJICIOT OJMHAKOBO YacTto. K Kiaccumyeckum
cumnromam 1-XHH oTtHOcsTCS:

1. T'umepnurMeHTanus KOXHU U CIU3UCTHIX 0007I0YEK
2. Iloxynanue



3. OO6mas c1abocTh, aCTEHUS JETPECCHS
4. AprepuanibHasi TUIIOTCH3US

5. Jlucnencuyeckue paccTporcTBa (pa3iauThie 00U B KMBOTE, TOIIHOTA,
pBOTa, AHOPEKCHUS, TOHOCHI, 3aI10Pbl)

6. IlpuctpacTue K CoJICHOH THUIIIE
7. IlpucTynsl THIIOTIUKEMUA
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Puc. 4. Cxema natorenesa MCPBHUYIHOI'O TMIIOKOPTUIIU3MA

['uneprnurMeHTanus KOXHM M CIM3UCTBIX — Haumboliee W3BECTHBIN U
TUMUYHBIA CUMIITOM 00JIe3HU AJIMCOHA, KOTOPBIN MaTOT€HETUYECKH CBSI3aH C
teM, yto npu 1-XHH wumeercs runepcekpeuuss He Toiibko AKTI, HO ero



npeamecTBeHHnka — npoonuoMenaHokoptuHa (ITOMK), u3 xortoporo
nmomumo AKTI™ B u30bITKEe 00paszyercst MeIaHOIIUTCTUMYIUPYIOITUI TOPMOH.

Bripak€eHHOCTb THUIEPIIUTMEHTAIIUU COOTBETCTBYET TSHKECTH U JIABHOCTH
mpouecca. B Havase TEMHEIOT OTKpBITBIE 4YacTH Tena, Hauboiiee
NOJABEP>KEHHBIE AEHUCTBUIO COJIHIIA: JIULO, LIEs], PYKH, a TAKXKE MECTA, KOTOPbIE
U B HOpMe 0oJiee CUJIIbHO NMUTMEHTHPOBAHHBI: COCKH, MOIIIOHKA, Hapy KHBIC
NOJIOBbIE ~ OpraHbl.  bBOJIBIIYIO  JUArHOCTUYECKYIHO)  LEHHOCTh  HUMEET
TUTIEPIIUTMEHTAIMSI MECT TPEHHMS W BHJIMMBIX CIHU3UCTHIX. XapakTepHa
TUNIEPIUTMEHTALMS  JIQJOHHBIX  JIMHUH, KOTOpPbIE  BBIIEISAIOTCS  Ha
OTHOCUTEJIBHO CBETIIOM (POHE OKPY>KaIOIIEH KOXKH, TIOTEMHEHUE MECT TPEHUS
OJICKJI0M, BOPOTHUKOM, MOSICOM. OTTEHOK KOXH MOXET BapbUpPOBaThb OT
IBIMYATOT0, OpOH30BOTO (OpOoH30Basi 00JI€3HB), IBETA 3arapa, rpsi3HON KOXH,
BIUIOTh JI0 BBIpaXeHHOW muddy3HONM runepnurmMentanuu. JloctaTrouHo
cnenupuyHa, HO HE BCErJla BBIpAKEHA THIEPIUTMEHTAIMS CIM3UCTOUN TYO,
JIECeH, IIEeK, MSITKOTO W TBepAoro Heba. bomblyro AMarHOCTUYECKYIO
IIEHHOCTh OHA MPUOOPETAET MPHU BBHIPAKEHHOW HAIIMOHAIBLHON WM PaccoBOM
MUTMEHTALNH.

XOTs OTCYTCTBUE MeJIaHOAepMUH (OecurMeHTHas (opma), 0COOEHHO IpH
OTCYTCTBUU JIPYTUX CHUMITOMOB M XapaKTEePHBIX JaO0OPATOPHBIX aHHBIX,
ABJISIETCSL JIOCTaTOYHO CEPbE3HBIM JOBOJOM IMPOTUB JMarHo3a OO0JE3HU
AnaucoHa, B IMTepaType UMEETCsl OOIBIIOE YUCIO OMUCAHUN TaKUX CIydacB
(mo 5-8%). Ilpu oOHapyxeHUM Yy TalUEHTa MeEJaHOJAEPMHUHU, HEOOXOIUM
AKTUBHBIA TMOWCK JAPYrUX KIMHUYECKUX U JIaDOpPaTOPHBIX MPU3HAKOB
TUITOKOPTHUIM3MA.

B mpomecce eueHuss OONBHBIX 1O HW3MEHEHUIO HMHTEHCHUBHOCTH
MUTMEHTAlMM MO>XKHO COCTaBUTh IpyOoe€ mpejcTaBieHHuEe 00 aJeKBaTHOCTU
3aMECTUTENIbHON TEpanuu KOPTUKOCTEPOMIAMHU: KOXkKA HAYMHAET CBETJIETh
OpUMEPHO Yepe3 HEeeNo OT Havasla JEYeHUs] U TEMHEET MPU JEKOMITEHCALIUH.
BaxxHO MOMHHTB, YTO MENAHOAEPMHS KaK OTIAEIbHO B3SThIM CHMIITOM
BCTPEYAETCS MPU MHOTUX COCTOSIHUSIX.

Ha ¢one runepmurmMentaniuum y OOJBHBIX YacTO OOHAPYKUBAOTCS
OecmUrMeHTHbIE TIATHA (BUTUIUTO). Pasmep ux Konebiiercs OT MEIKUX, eBa
3aMETHBIX, 10 KPYIHBIX C HEMPABWIbHBIMU KOHTYPAMH, SIPKO BBIICISIOIINXCS
Ha oOmeM TemHOM ¢oHe. Kakoi-mmb6o wu3mo0JeHHOW JIOKAIM3allud Y
BUTWIUTO HeT. (CuuTaercs, 4YTO TNOSBICHUE BUTWIUIO XapaKTEpHO
UCKJIFOYUTEIBHO JUIsi TEPBUYHOM HAJMIOYEYHUKOBOW HEAOCTATOYHOCTHU
ayTOMMMYHHOTO T'€He3a,

[Toxynenne Tunnunbid cumnroM 1 -XHH; nporpeccupyroniee ypennueHue
BeCa MAlMEHTa HAa MPOTSHKEHUM NPEANoaraéMoro aHaMHe3a IpPaKTUYECKU
uckioyaeT auarnos. [loreps Beca, Kak MpaBWIIo, 3HAYUTEIbHAS -JOCTUTAET 5
—20 kr. O0mas 1 MblllleyHas cj1aboCTh B Havalsie 3a00JieBaHUSI MOXKET OBbITh
BBIp@XEHA YMEpPEHHO (CHM)KEHHE pabdOTOCIOCOOHOCTH) U JIOCTHTaeT
3HAYUTENIBHBIX CTEMEeHEH Tpu JACKOMIICHCAlMu (BIUIOTh 10 aJAWHAMUH),
Xapakrepubim cumntomoMm 1-XHH sBnsgercs nemxmueckas nenpeccus. Kak
paBUiI0, OOJIbHBIC MOJIABJICHBI, BSJIbI, HE AMOIMOHAIBHBI, Pa3IPaKUTEIbHBI,
y TIOJIOBUHBI U3 HUX JUATHOCTUPYIOTCS SIBHBIC JIETIPECCUBHBIE PACCTPOMCTRA,
Kapnunansnsiii cumnrom 1 -XHH - aprepuanshas runotensus. BeipaxkeHHas
CUCTOJIMYECKass U JUACTOJIMYECKAsl TUIEPTEH3Us, B OOJIBIIMHCTBE CIy4aes,
MO3BOJISIET  MCKJIIOYUTh  JWArdHo3. TOW WIM HWHOM  BBIPAXKEHHOCTHU



JUCIIETICUYECKHAE PACCTPOMCTBA MMEIOTCA IPAKTUYECKH Bcernpa. Yame 3To
IUIOXOM anmeTuT U TOUIHOTA, MEPUOJNYECKH BO3HUKAIOIIUE Pa3IuThie 00U B
KUBOTE, PEXE — PBOTA, PACCTPOMCTBO CTyJa. XapaKTEPHBIM CUMIITOM |-
XHHnaroreneTnueckn CBSI3aHHBIA C BBIPAXXCHHOM MOTEpEN HATpus -
NpUCTpacTUEe K CoJeHOW nuiie. B  psge cioyyaeB Mbl  HaOIOgaIH
ynotpeOjeHre MaleHTaMu COJM B YHMCTOM BHJE.TEM HE MEHee, MHOTHE
MAlMEHThl ATOM >KajloObl BOOOIIE HE MNPEABSBISUIA. | MIIOTIMKEMUYECKUE
npuctynsl — penkui cumnTom 1-XHH, vame onn Bo3Hmkarot nipu 2-HH, B
CBSI3U C HE3HAYUTEIBHOM BBIPAKEHHOCTBHIO IPYTUX CUMIITOMOB.

Yame Bcero 00Jie3Hb HAYMHAET MPOSBIATHCS JIETKOM YyTOMIIIEMOCTHIO,
acteHueil. Ha mocreneHHOe MOTEMHEHHE KOXHBIX MOKPOBOB CaMH OOJIbHBIE
BHHUMaHHUsI, Kak MPaBUJIO, HE OOpallaloT, XaIyloTCcsl Ha TOJIOBHBIE 00U,
IUIOXOM AamnmeTuT, TEpPST B Bece. TUNWYHAA KIWHUYECKas KapTUHA
(dbopMUpyeTCsl TTOCTETIEHHO, HO Yalle Ha KaKOM-TO 3Tare MPOUCXOIUT pe3Kast
nekomneHcauus. B 25% cnyvae 1-XHH pguarnoctupyercsi, Korga naiueHT
HaXOOUTCS B KPUTHUYECKOM MM KOMATO3HOM cOCTOsiHMU. DakTopamu
JEKOMIICHCAIlMM Yallle BCEr0 OKa3bIBAIOTCS MPOCTYAHBIE U JIOOBIE Apyrue
UHQEKIIMOHHbIE  3a00JIeBaHMs, OJKCTpakius 3y0a, TsDKENIbIi  cTpecc,
o6epemenHocth. [lpu npyrom Oojiee peakoM BapuaHTE JO BO3JACUCTBUS
T000T0 U3 MEePEUUCICHHBIX (DAKTOPOB OOJILHBIE CUUTAIOT CE0sl MPAKTUYECKH
3JI0pOBBIMH, 3a00JIEBAIOT OCTPO, CUMIITOMAaTHKa TajolnupyeT U HallOMUHAET
OCTPYIO HAJIOYEYHHKOBYIO HEAOCTATOYHOCTh, TOJBKO pAaCTSIHyTa Ha
HECKOJIBKO MECSILIEB.

BaxxHO OTMETMTH, UTO HM OAMH W3 OTIAEIBHO B3ATHIX IEPEUMCICHHBIX
cumntomoB 1-XHH He sBnsercs cneuu@UyHbIM JUIsl 3TOro 3a00JeBaHUS.
3Haue-HUE UMEET JIMILb COYETAHUE 3TUX CUMITOMOB.

B knuHuueckoir kaptuHe y OonbHbix C  AIIC-2, kak mnpaBuio,
npeBanupytor nposisieHus 1-XHH. ['mnepnurMenTanust opu 3TOM MOXKET
ObITh BbIpaXkeHa ciabo, ocoOeHHo mnpu coueranuu 1-XHH wm runorupeosa.
TunuuHoi oOmMOKONW SBISIETCS MHTEPIpPETalus YMEPEHHOTO MOBBIIIECHUS
ypoBHs III" B ¢aze aexommnencanuu 1-XHH kak nposiBieHHs NEPBUYHOTO
runotupeosa. Takoe nossiieHHe ypoBHsA [II' CBSI3BIBA€TCS C BBINAJICHUEM
c1aboro MHrUOMPYIOIIEro BO3JAEHCTBUA KOpTH30jia Ha cekpeuuto [II7
age”HorunopuzoM. TecT HEOOXOAUMO MOBTOPUTH TOCHE JAOCTHUKEHUS
komneHcauu 1 -XHH, gomoaHuB  ero  MCClI€AOBAaHMEM  YPOBHS
AHTUTUPEOUIHBIX aHTUTEeN W Y3W mUTOBUIHON Xene3bl. TUIMHUYHBIMHU
npusHakamu pa3Butus 1-XHH Ha ¢done caxapHoro nuabera 1 Tuna siBiasieTcs
CHU)KCHUE HEOOXOJMMOMW [UJIsi TAlMEeHTa JI03bl WMHCYJIMHA M CKJIOHHOCTH K
TUTOTJIMKEMUSM, COYETAIONINECs,, HE CMOTps Ha, Ka3ajaoch Obl, Oosee Jierkoe
TeYeHHWe Juabera, C MOXyJaHUEM, JUCHENICHYECKUMU pPacCTPOHCTBaMH,
runotonuen (cm. tadmn.3).

5.2. CoBpemeHHbI MaTOMOP(O3 NEPBUYHOI0 TMIIOKOPTUIH3MA

3a mocnenHUe NECATUIIETHS MOSBWINCH HOBBIE JIaHHBIE O KIMHUYECKOH
kaptuHe 1-XHH u naTosornyecknx n3MEHEHUsIX CUCTEM U OPTaHOB IIPH ATOM
3a0osieBaHuU. BO MHOTOM 3TO CBSI3aHO C YBEJIMYEHHEM MPOJOJKUTEIBHOCTH
KU3HU OOJBHBIX OJyilaroapss BO3MOXKHOCTSIM COBPEMEHHOM 3aMEeCTUTENbHOU
Tepanuu.



Haubonee BaxusiM maromopdoszom 1-XHH B Hacrosiiee Bpems cieayeT
npu3HaTh  yBennueHwe  pacnpoctpaHeHHoctd  [-XHH B pamkax
AyTOMMMYHHBIX  IOJMUIJIAHIYJSPHBIX ~ CHHIAPOMOB, /JIpyrMM  BaXKHBIM
¢dakTOopoM, KOTOpPBIi MOXET CYIIECTBEHHBIM O00pa3oM  JOMOJHUTH
KIMHN4ecKyr0o  kaptuHy | -XHH  sBusercs  OTKpbITHE — pOJU
aJipeHONEHKOAUCTPO(YUN B ITHOJIOTHIECKON CTPYKType 3a00JIeBaHusI.

Tabnuya 3
KimHn4yeckue CMMNTOMBI M JIA00OPATOPHBIE CIBUTH HA MOMEHT
MaHU(pecTAUU XPOHUYECKON HAANMOYECYHUKOBON HEAOCTATOYHOCTH

CuMnTombl 1 1a0OpaTOpPHEIE Yacrora BbISIBICHUS
CIABUTHU (%)
Kanobwr
CnabocCTh, yTOMJISIEMOCTh 100
AHoOpekcust 100
["acTponHTECTHHAJIbHAS] CAMITOMATHKA 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
ApTepuanpHas TUIIOTEH3US 88-94
(cucrommueckoe AJ] < 110 mmH )
Butunuro 10-20
KayibIIuHATHI B YIIIHBIX PAKOBUHAX 5
JlaGopatopHble JaHHBIE
DIEKTPOIUTHBIE HAPYIICHUS 92
['mnonarpuemus 88
['mnepkanuemus 64
[M'unepkanbuyemMus 6
A3zoTemusi 55
Anemus 40
Do3uHobuIus 17

Emie onHa BakHasi 0COOEHHOCTh COBPEMEHHOMN KIMHUYECKOW KapTHHBI
I-XHH, cocroutr B TOM, 4TO cerogusimHue mnauueHTel ¢ 1-XHH Ha



MPOTSKEHUH MHOTHUX JIECSITUIETHUH MOJy4YaroT 3aMECTUTENIbHYI0 Tepamnuio 1-
XHH, xotopas ¢ OJHOW CTOPOHBI — KU3HEHHO HEOO0XO0aMMa, a C JAPYrou
MOKET UMETh XapaKTepHbIC NJii HEE OTJaJeHHbIE IOCJEACTBUS, HaumboJee
CEPBE3HBIM U3 KOTOPBIX ABJISAETCS CUHAPOM OCTEONICHHH.

Ha ¢done nnutenbHO# 3aMECTHUTENHHON Tepanmuu KOPTUKOCTEPOUIAAMU
NAlMEHTBl HE PEAKO JIOKHUBAKOT JO «BO3PACTHOW»  apTepUAIBHOU
TUMEPTeH3UH,  KOTOpas  MOXET  MOoTpeOoBaTh  M3MEHEHUS  CXEMBbI
3aMECTUTEIbHOW TEpanuu WM JaXe CHEeHUaTbHOM MEIUKAaMEHTO3HOU
KOPPEKIIHH.

5.3. Oco0eHHOCTH KINHUYECKO KaPTUHBI BTOPMYHOTOTHIIOKOPTHIM3MA

BaxueitmuMm natoreHerndeckum otinuuem 2-HH saBnsiercst oTcyTcTBUE
npu Hed nedunmra anprocrepona. ebuuur AKTI, B gaHHOM ciyyae,
MPUBOJUT K HEAOCTATOYHOCTH KOPTH30JIa U aHJAPOTEHOB, HO HE 3aTPAaruBacT
MPAKTUYECKA HE3aBUCHUMYIO OT aJCHOTHMO(PHU3APHBIX BIUSHUN TMPOIYKIIUIO
aJIpJOCTEPOHA, CEKpEUHsT KOTOPOTO PErYyJMPYETCS CUCTEMOM PEHUH-
aHTOTCH3UH-HaTpuil-kanuid. B aTol cBsa3u, cumnromaruka 2-HH Oyner
noctatroyHo OenHodl. He OyayT BbIpakeHbl TakKhe CHUMIITOMBI, Kak
apTepualbHas TUIIOTCH3UsI, JTUCIEIICUYECKUE PACCTPOMCTBA, MPUCTPACTHE K
coneHor nuuie. [IpuHnmnuaneHeiM KIMHHUYeCKUM otiimuneM 2-HH sBisiercs
OTCYTCTBUE THIEPIUIMEHTAUUH KOXKHM M CIM3UCThIX. Ha mepBbli miaH B
kuHu4Yeckoi kaptuHe 2-HH BricTymarot obmas ci1abocTs, NOXyaaHue, pexe
TUNOTJIMKEMUYECcKUue  3mu3o04bl.  OOseryaeT  AMArHOCTUKY — HaJIU4YME
QHAMHECTUYECKUM WM KIMHUYECKUX JIaHHBIX O TUMO(U3apHOMN MAaTOJIOTHH,
orepanusax Ha Tunoduse, ITUTETHHOM MpUeMe KOPTUKOCTEPOUIOB.

5.4. OcTpblii TNNOKOPTHIIU3M

Octpast HagnoueyHukoBas HegoctaroyHocTh (OHH)-yprentHbiit
KJIIMHUYECKUNA CHUHJIPOM, OOYCIIOBJICHHBIM BHE3AIHBIM W/WJIM 3HAYUTEIIbHBIM
CHIWKEHHEM (DYHKIIMOHAJIBHBIX PE3ePBOB KOPHI HaANOuedHUKOB. Hamboisee
yacteiMu puurHamu OHH sBisiroTCs:

1. Jexommnencanus paznuaabix Gopm XHH
2. CHHIPOM OTMEHBI TJIFOKOKOPTUKOUIOB
3. [lepBuuHO-OCTpas (ocTpeiiiiiasi) HAAMOYEYHUKOBAsI HEIOCTATOYHOCTD:

a) /IBycTopoHHEEe KPOBOM3IHUSIHUE B HAAIOUYECUHUKU

0) AnpeHaIdKTOMUS
4. Octpast runoduszapHas HeTOCTATOYHOCTh
5. JlekoMmrieHcanus BpOXKJIECHHOM JIUCOYHKIUU KOPbI HAJIIOYEUHUKOB.
Hanbonee  4yactodl  OpPUYMHON  OCTPOTOTMIOKOPTHULIM3MA  SIBISIETCS
JEKOMIIEHCAllUsl WM ocTpas MaHudectauus xpoHudeckux ¢opm 1-HH,
ATHOJIOTHS KOTOpPOW pa3oOpana Bbiie. TakuM 00pa3oM, MPaKTUYECKH BCerna
OyJeT omnpenensThCsl BBIPAKEHHAs] CUMITOMAaTHKa, XapakrepHas s 1-XHH.
Pexe peub uaer o reMopparnueckoM HH(QpapKTe HaAlIOYEYHUKOB, B OCHOBE
naTorese3a Kotoporo Jexur JIBC-cHHIpOM HpH CENTUYECKHUX COCTOSTHUSX



(cungpom Yotepxayca-OpuiepukceHa) M pas3iIMYHbIX Koaryjionatusx. B
CBSI3M C IIMPOKUM KIMHUYECKUM HCIOJIb30BAHUEM TIIFOKOKOPTUKOHUIOB
JIOCTATOYHO YacTO OCTpasi HAANMOYECYHUKOBAS HEJIOCTATOUYHOCTh PA3BUBACTCS B
paMKax  TsDKeIoro  cuHapoma  oTrMmeHbl, [lo  marorenedy — ocrtpas
HAJIMOYEYHUKOBAsT HEJOCTATOUYHOCThIpHU cuHApoMe oTMeHbl ['K Onu3ka k
OCTpoil rumnodu3apHONd HEAOCTATOYHOCTH, B mepBOM cilydyae aJileKBaTHBIM
ctpeccopHomy (axtopy BbiOpoc AKTIT He mnpoucxomutr BceliencTBUE
JUTUTEIIBHOTO MEJIMKAMEHTO3HOTO MOAABIICHUS €r0 CEKPELUH, BO BTOPOM — B
pe3yJibTaTe OPraHuYeCKOro MopakeHus Tunodusa.

Benymum nposBienuem moboit dopmsl OHH siBisieTcst kputudeckas
HUPKYJATOPHAs HEJOCTATOYHOCTh BCJIEACTBUE JCHCTBHS Ha OPraHU3M
BCEBO3MOKHBIX CTPECCOPHBIX (HaKTOpOB Ha (hOHE OTCYTCTBUS aJANTHUBHBIX
s dexToB kopTUKOCTEpOUI0B. B cityuae npeacymectByromeit 1-XHH, koraa
yK€ 3amylieHbl €€ MaTOT€HETUYECKUE 3BEHbs, ATOT (haKTOpP MOXKET OBITh
BECbMa HE3HAYUTEIbHBIM — pecrnupaTopHas WHQPEKIHUS B YCIOBUSIX
COXpaHEHHUS JIUIIb MUHUMAJIBHOMN MO KUBAIOIIICH JI03bl
koptukocreponsioB. [Ipy OHH onumcaHo O0CTaTOYHO MHOTO pPa3IMYHBIX
BAPUAHTOB HAPYIICHUN TEMOJUHAMUKH, B YACTHOCTH KaK TMIIOBOJIEMAYECKUN
(CHMXEHUE TpeaHarpy3ku U COKpPAaTUTEIbHOW aKTUBHOCTHM MHUOKapja B
COYETAHUU C MOBBIILICHHEM CHUCTEMHOW BEHO3HOU PE3UCTEHTHOCTH), TaK H
TUNEPIMHAMUYECKU TIOK (BBICOKMH CEpACYHBI BBIOPOC M CHUKCHUE
nepudeprueckoil  COCyIUCTONM PE3UCTEHTHOCTH), KOTOPBIM aHaJIOrMYeH
CENTUYECKOMY IIIOKY.

BreinenstoT Tpu ocHOBHBIE KiiuHUYeckue hopmbl OHH.

1. Cepoeuno-cocyoucmasn. B naHHOM ciyyae, JOMHUHUPYIOT SIBJICHHS
KOJUJIAIICa U OCTPOU CEPIACUYHO-COCYAUCTON HEAOCTATOUHOCTH.
2. L'acmpounmecmunanvras. JOMUHUPYIOT JUCIIETICUYECKAE CUMIITOMBI:

BBIPOKEHHAsI PBOTA, MOHOC. DTy (hopmy HeobOxoammo muddepeHInpoBaTh C
MUTIEBEIMUTOKCUKONH(DEKITASIMH.
3. Ilepeopanvnas ¢gopma (MeHuro-sHiedanuTuueckas). IlanueHTsl B
IPOCTpAaIK, HEPEJIKO IETUPHUO3HOM COCTOSIHUH, BhIpaXKEHA HEBPOJIOTUYECKAS
CUMIITOMATHKA.

Kak mpaBuiao, UMeeT MECTO COYETaHWE BCEX TPEX TPYIIT CUMIITOMOB
TOW WJIA WHOM BbIpaxxeHHOCTH. JlmarHo3 ocrpor HH, kak mnpasuio,
O0asupyercs MNPEUMYIIECTBEHHO Ha JaHHBIX KIWHUYECKOW KapTUHBI,
OTIPEICIICHHOE 3HAYCHUE OTBOJAMTCS BBISBICHUIO XapaKTEPHOTO HAPYIICHUS
YPOBHS AJIEKTPOJIUTOB C TIOMOINBIO 3KCTPecc METo0B, [lo TedeHnto ocTpyto
HAJINMOYEYHUKOBYIO HEIOCTATOYHOCTH IIeJIeCO00pa3HO MOApAa3ACIUTh Ha JBE
(bopMmBI:
1. TlepBuuHo-ocTpas (OcTpeiiiias) HaMOYCYHUKOBAS HEJTOCTATOYHOCTh
2. JlekoMmeHcalusi XpOHHYECKOW HaIMOYEYHUKOBON HEJJOCTATOYHOCTH.



B nepBom ciiyyae KiIuMHHUYECKass KapTUHA Pa3BEPTHIBAETCS JTOCTATOYHO
BHE3AITHO, MHOTJ]a 06€3 KaKuX-JIM00 MPOIPOMANIbHBIX SIBIICHUM, MTO3BOJISIFOITUX
3amof03pUTh  HAJMOYECYHUKOBYID  HEJAOCTATOYHOCTh. Takas  curyamus
XapakTepHa [JIsi JBYCTOPOHHETO KpPOBOU3JIMSHUA B  HAJAIMOYECUHHKHU
pa3IMYHOTO  TE€HEe3a, pPeXke ISl TSHKEIOr0  CHUHAPOMA  OTMEHBI
TJIIOKOKOPTUKOWJAOB U TMpPU OTCYTCTBUU KAKUX-TMOO aHaMHECTHYECKHX
JAHHBIX YacTO MOJKET pACIEHUBATbCA KaK OCTpas UUPKYJIATOpHAas
HEJOCTATOYHOCTh  (COCYJIMCTBI  KOJUIANC). 3HAYUTEIBHO peXe  Tak
MaHupecTHpyeT 00J1e3Hb Anaucona (MOJTHUEHOCHAs bopma),
UCKITIOYUTEIBHO  PEIKO  IEHTpajbHbie  (GOPMBI  HAMOYEUYHUKOBOU
HEJIOCTAaTOYHOCTH.

OHH, saBuBmascs pesyapraToM pAekomneHcaumu 1-XHH game
pa3BHUBAETCS MEJIEHHO, B TCUCHUE HECKOJIbKUX IHEH, HENENb. 3a 3TO BpPEMS
IIOMUMO  CEpPACYHO-COCYAUCTOM  YCHEBAET  PA3BUTBCA  XapaKTepHas
KEITYIOYHO- KHUIIEYHass U HEPBHO-NICUXMYECKas CHUMIOTOMAaTUKA, 4YTO
3HAUUTEIBHO OOJeryaeT JuarHocTuky. Tak s ©Oone3nu AjpaucoHa
XapaKTepHO MOCTENEHHOE Ha MPOTSXKEHUU HENENH, a TO U 0oyiee yCUIICHHE
NUTMEHTAllMM KOXXKHBIX TIOKPOBOB, yCHJIEHHE oO0meld ciaabocTH, mnoTeps
amnmeTuTa, TOIIHOTA, Y4Yallaloollascs pBOTa, OOJM B KUBOTE, MOCTENEHHO
pa3BUBAETCs aJMHAMUS, BBIpAKEHHAsl NENPEeccus, MpocTpaius U OoJbHON
BIIAJIa€T BKOMY T@IpU SIBJICHHSIX HApacTallIedl  CeplIeYHO-COCYIUCTON
HEJIOCTAaTOYHOCTH. JIMxopaaka HeXapakTepHa - BCTPEYACTCS TOJIBKO IpH
COMYTCTBYIOIIEH MHPEKITUU WU TIPU BEIPAXKEHHOM 00€3BOKHMBaHUMU.

6. /ImarnocTuKka HAANMOYEYHUKOBOI HETOCTATOYHOCTH

Kak ykazpiBanoce B omnpenenenuu, 1-XHH sBusercs kimHUYeCKUM
CHHJIPOMOM, Pa3BUBAIOIIMMCS TPU JCCTPYKTHBHBIX MPOIECCAX B KOpE
HAJIMOYECYHUKOB PA3JIMYHOW 3THONOTUM. JlmarHocTuueckuil mouck npu 1 -
XHH Brirouaer ciienyromue 3Tansl:

1. Knunuyeckass auarHoctvka (Ha OCHOBaHUM JAHHBIX KIMHUYECKOU
KapTUHBI BhICKa3bIBaETCs MpeAnoioxenue o Hanuuuu 1 -XHH);

2. JlabopaTopHO€ TOATBEPXKJICHUE CHUHIPOMa THIOKOpPTUIIM3MA (Ha
ATOM 3Tame, NpU MOMOIIM TOPMOHAJIBHBIX MCCIIEIOBAHUN, O0BEM KOTOPBIX
OMpENEIACTCS KOHKPETHOW KIIMHUYECKOM CUTyaluen, HeoOX0JuMO J10Ka3aTh
WIK OTBEPTHYTh HaJU4KE JIe(HUIINTa KOPTUKOCTEPOUIOB);

3. DTHonoruyueckas AMArHOCTHUKA, KOTOpas MOJpPa3yMEBAET BBISICHEHHE
MIPUYUHBI, IPUBEIICH K TECTPYKIIMHU KOPbI HAIMOYECYHUKA.

OTXO0XIOEHHE OT YKA3aHHOTO aJIropuTMa HE PEAKO MPUBOJIUT K
JUATHOCTUYECKMM  OMMOKaM  WIM  TNPOBEACHUIO  OOJBIIIOTO  YHWCia
HE0OOCHOBAHHBIX UCCIIEIOBAHMIA.

6.1. Hecneuyuguueckue navopamopnuie cosuzu

B kpoBM npu XpOHUYECKOW HAIMOYEYHUKOBOW HEJOCTATOYHOCTH YacTO
BBISBJSIETCSI HOPMOXPOMHAsl WJIM TUIOXPOMHAs aHEMUs, yMEpeHHas



JEHKONCHUS, OTHOCUTEIBHBIN TUM(OIUTO3 1 303uHOGuIN. Y ckopenue COD
OTMEYAaeTCs  JIUIIb TPU  HAJIUYMU  COMYTCTBYIONIETO  AKTUBHOIO
BOCIIAJIUTEIILHOTO Mpoliecca.

XapaKTepHBIM SIBIISIETCS MOBBIIICHUE YPOBHS Kalusl U KpEaTUHHHA MPU
CHWKCHHHM YPOBHSI HATpusi B CHIBOPOTKE KPOBH, YTO OTpa)KaeT BIIMUSHUE
KOPTHUKOCTEPOUJOB Ha (QYHKIUIO TOYEK U M3MEHEHHE COJAepKaHud
ANEKTPOJIUTOB BO BHEKJIETOYHOM M BHYTPUKIETOYHOM IPOCTPAHCTBE.
Henmocratok TIIOKO- Y MUHEPAJIOKOPTUKOUIOB  SIBISIETCA  MPUYUHOU
M30BITOYHOTO BBIJICJICHUS HATPUSI C MOYOW, U YPOBEHb €r0 B KPOBU CHUKACTCS
n0 110 Mmomb/n1, XJI0pusioB - HKEe 98.4 MMOJIB/JI, a KOHIEHTpAIUs KaJlus
YBEJIUYMBACTCS BBIIIE 5 MMOJIB/II.

Kak yxe ynomuHanoch panee, mainga OonbHbix ¢ XHH xapakrtepHo
HU3KOE COJIepKaHMe TITIOKO3bl B KPOBU HATOINAK M IUIOCKAs caXxapHasl KpuBas
BO BpeMsI IPOBEACHUS INIFOKO30TOJIEPAHTHOIO TECTA.

Y  10-20% OGonpHBIX pa3BUBAaETCA JIeTKas WM  yMEpeHHas
TUNIEPKAJIbIIMEMUS, TPUYMHA KOTOPOH OcTaeTcsl HesicHOU. [ urepkaibIiiueMust
COYETAETCS C TUINEPKAIBLUYPUEH, KAKIOU, MOIUYPUEH U TUIOCTEHYPHUEH.
AOGcopO1us KanbIisl B KUIIEYHUKE M €T0 BBIXOJ U3 KOCTEH YBEIMYHUBAIOTCS.
Hopmanuzanuss kanpUueBOro oOMEHa NPOUCXOIUT NpH  aJeKBAaTHON
3aMECTUTENIbHON TEpPaIIHH.

6.2. I'opmonanvHule ucciedo8anus

TectoM mepBOro ypoBHS B  JUArHOCTUKE  HAJIMOYECYHUKOBOM
HEJIOCTATOYHOCTH SIBJISICTCSI ONpPEIETIEHUE CYTOYHOM KCKPEIUU CBOOOJIHOTO
KOpTH30Ja ¢ Mouoi. Takue uccienoBaHus Kak OIpejieiieHne dKckperuu 17-
okcukoptukoctpeonaoB (17-0KC), 11-oxcuxoptukocreponso (1 1 -OKC) u
17-keTocTepon1oB (17-KC) CUUTAIOTCS yCTapeBIINMH,
MaJOMH()OPMATUBHBIMU W HE JIOJKHBI UCIIOIB30BATHCSA HU JJISI JUATHOCTUKU
HH, Hu B KIMHUYECKONM MEIUIIMHE B 1ICJIOM.

B nacTosiiiee BpeMsi BaxKHOE 3HAUEHHUE U PACTIPOCTPAHEHHOCTh MOy
METOJI OTpeJIeJICHUsI B CYyTOYHOM MOYe CBOOOJHOTO KOPTHU30Jia C TOMOIUIBIO
PaIMOMMMYHOJIOTUYECKOTO anammza  (PUA) U HCIIOJIb30BaHUEM
BBICOKOCTICIIM()UUECKUX AHTUTEII, KOTOPhIE CBS3BIBAIOTCS HUCKIIOUUTEIBHO C
D-kosiblioM KOpPTH30Ja. DTOT METOJ HMCKIIOYAET MEPEKPECTHYIO PEAKIUIO0 C
JIPYTUMU CTEPOUJIaMU. DKCKPEIsi CBOOOIHOTO KOPTU30Jia BIOJHE aJIEKBATHO
oTpaxaeT (YHKIMOHAJIBLHOE COCTOSHME HaanmodyeyHukoB. Ha  ¢one
pa3BEepHYTOM KIMHUYECKON KapTHUHBI O0JIE3HU AJITMCOHA HU3KOE COJIepKaHKE
CBOOOJHOTO KOpPTU30Ja B CyTOUHOM Moye (HopMma: 120-400 HMONB/JT B CYTKH)
ceugeTenbcTByeT 0 HH u aukTyer HeoOXoMuMOCTh Hadajia 3aMECTUTEIbHON
tepanuu. OJIHAKO IIEHHOCTh 3TOTO METOJa B JUArHOCTUKE HAANMOYEYHUKOBOM
HEJIOCTAaTOYHOCTU OrpaHuyYeHa, Mockoybky 20% OonpHbIXx ¢ HH wumeror
HOpPMaJILHOE COJIEpKaHKre CBOOOIHOTO KOPTU30Ja B CYTOYHOU MOYE.



OnpeneneHue ypoBHS KOPTH30Jla KPOBH HMEET OrPAHUYEHHOE
JIMarHOCTUYECKOE 3HAUEHHE, TOCKOJIbKY Y MHOTHX 001bHBIX HH oH He penko
OKa3bIBAaCTCA HA HWKHEU IpaHUIIE HOPMbI. TeM He MeHee, 3HAUCHHE MOKET
MMETh BBIPAXEHHOE CHM)KEHUE OTOr0 IIOKa3aTelsl - YTPEHHUHW YPOBEHb
KopTHU30ja MeHee 80 HMOJbB/JI, MPU COOTBETCTBYIOIIUX JAHHBIX KIMHUYECKOU
KapTHHBI, B MOJABISIOLIEM OOJBIIMHCTBE CilydaeB cBuaerenabcTByer o HH.
IIpn pa3BepHYTOM KIMHUYECKOW KAPTUHE NEPBUYHOIO TI'MIIOKOPTULM3MA
OoOHapy’K€HHE 3HAYUTEIBHOTO CHUKEHUS CYTOYHOW 3KCKpeUuu CBOOOIHOTO
KOpPTH30Jla ¢ MOYOW MO3BOJSET IOATBEPAUTH IUArHO3 W IPUCTYyNaTb K
nedenuio (puc. 5).

OITPEAEJIEHUE AKTT

Uccnenoanne AKTI' B mina3me kpoBu mo3BoJisieT 1udPpepeHnrpoBaTh
nepeuuHyto U BropnuHyto XHH. Cekpenus AKTI' npourcxoaut myascatopHo,
U eclid TUNo¢u3 U TUIIOTAIaMyC MHTAKTHBI, B OTBET HA TMIIOKOPTHU30JIE-MHIO
oHa Bo3pacraer. YpoBeHb AKTI 0Gomee 100 nr/mu, omnpeaclieHHBIA ¢
nomoipto PUA wnu uMmyHO(DEpMEHTHOro aHaiau3a, ypOBHE KOpTH30Ja
meHee 500 HMOJB/T W NOpU HAIMYUM KIWHUKM  HAANOYEUYHUKOBOM
HEJIOCTaTOYHOCTH, OJHO3HAYHO CBHJETEIBCTBYET O €€ NEPBUYHOM TIE€HE3E.
[Ipu ypoBue AKTI' menee 150 mnr/ma u ypoBHe koptu3osna menee 500
HMOJIb/J1, TpeOyeTCs JOMOTHUTEIbHBIA CTUMYJISIIUOHHBIN TECT C CHHAKTEHOM.

Kopotkoe Bpemss mnonyxusnu AKTIT B  mmasme  (mepuon
nosyku3HuuMMyHopeakTuBHOoro AKTIT 7-12 mMuH) um ero oueHb Oosbluas
YS3BUMOCTD JUIsI KIIETOUHBIX (DepPMEHTOB TpeOyeT 3a00opa KpOBH B IPOOUPKY C
ATUIANAMUH-TETPAYKCYCHOW KUCIOTOM AJisl npenoTBpamienus pacnaaa AKTIT
U CKOpeHIIel JOCTaBKM KpOBU B JIaDOpaTOPUI0 B E€MKOCTH CO JIbJOM.
HccnenoBanre TpeOyeT OT Bpaya cOOIOJEHUs MpaBUil 3a00pa KPOBH: BpeMs
3a00pa B paHHHME YTPEHHUE YaChl, OCYILIECTBISETCS 3a00p B XOJIOAHYIO
npobupky ¢ SJITA, npobupka n0KHA OBITH JOCTABJICHA B TAOOPATOPHUIO IS
UCCJEIOBAHHUSI B TEUYEHUE HECKOJbKMX YacoB. ClieIyeT OTMETUTh, YTO
onpenenenne ypoBHs AKTI cobctBenHo g auarHoctuku  HH,
CaMOCTOSATEJIBHOTO 3HAYECHHsI HE UMEET, & MOXKET MCIOJIb30BaThCs JIHIIb IS
i depenunanbHoil nuarnoctuku 1 -HH u 2-HH.

OITPEAEJIEHUE AJIBJJIOCTEPOHA, PEHMHA

JIns 1MarHOCTUKM TUIIOAIbAOCTEPOHU3MA IIPOBOJIUTCS OIPEACIICHUE
KOHIICHTPALMK aJbJOCTEPOHA M pEHMHA B IUIa3Me KpoBW. IIpu mepBuyHOM
XHH ypoBenb ajibioCTEpOHA B KPOBH MOXET OBITh B HOPME WA CHUKEH,
TOrJa KakK COJAEp>KaHWe PEHHHA TOBBIIIEHO B CBA3U CO CHHKEHUEM OObeMa
mia3Mel. B ycnmoBusix cranuonapa 3a00p KpoBH it uaMepenus peanna, APIT
IIPOBOAAT JI€XKa, IIOCIE€ HOYHOIO CHA IAIMEHT HE JOJDKEH IPUHHUMATh
BEPTUKAJIBHOE IMOJIOKEHUE JI0 MOMEHTa 3a00pa KPOBU WJIU JIEKATh B T€UECHUE
2X yacoB Iepen mporuenypoi 3abopa kposu. llpu HeBo3MOXHOCTH 3ab0pa



KPOBU Jie)Ka NPHUMEHSIOTCA Jpyrue HOPMATUBBI Ui OLIEHKH IOKa3aTess
pEHUHA.

[Ipeanourenue oTnaerca HE OHOMOMEHTHOMY HCCIIEIOBAHUIO YPOBHS
albJOCTepOHa, a (apMaKOAMHAMUYECKUM TECTaM Ui  OIpeaeieHHs
MUHEPAJTOKOPTUKOUIHBIX PE3EPBOB CO CTUMYJISILUENH CUCTEMbI PEHUH-aHTHO-
TeH3uH. llocnegHss 3aKiIO4aroTcss B MOPOrpaMMHUPYEMOM  YMEHBIIECHUU
o0beMa >KHJIKOCTU C TMOMOIIbIO, HAPUMEp, OTPaHUYEHUs TpHeMa HaTpus,
BBEICHHUSI JUYPETUYECKUX CPEACTB WM JJIUTEIBHOTO MpeObIBaHUS B
noysiokeHuu crost. IlpoctbiM U MHGOPMATHBHBIM  TECTOM  SIBJISIETCS
yYMEHBIIICHUE MpHUeMa HATPUS B COYETAHUM C MPEeObIBAHUEM B BEPTHUKAIBHOM
MOJIOKEHUH. 3a 3-5 nHel HaxXOXKJIeHHs manueHTta Ha auetre ¢ 10 MAKB HaTpus
CeKpelMs albJIOCTEpOHa OOBIUHO Bo3pacTaeT B 2-3 paza. CopepikaHue
aNbJOCTEPOHA B IUIA3ME B YTPEHHHE Yachl yBEJIMYUBAETCS, KaK IPaBUiIo, B 3-6
pa3. Kpome toro, B oTBeT Ha mpeObIBaHUE B MOJIOKEHUU CTOS B TeueHue 2-3
4acoB YPOBEHb 3TOI'0 TOPMOHA B IJIa3M€ BO3pacTaeT eule B 2-4 pasa.
CTUMyISIIMOHHBIE TECThl MPU HOPMAJIBLHOM MOTPEOJIEHUH HATPHUS C JUETON
MOTYT BBIIIOJHATBCS IyTEM BBEIACHUS CUJIBHBIX JUYPETUKOB, TaKUX Kak
dbypocemun B go3e 40-80 mr, ¢ OCIEIYIONMM MPEOBIBAHNEM B TIOJIOKCHUH
cTOs B TeueHue 2-3 yacoB. HopMmanibHas peakuus 3akimodaercs B 2-4-KpaTHOM
NOBBIIIEHUN YPOBHS aJbJOCTEPOHA B IUIA3ME.

OAPMAKOIAMHAMUYECKUE TECTbBI

Kak yxe oTMedanoch, HEpeIKO y OONbHBIX C YACTUYHBIM MOPAXKEHUEM
HAJIIOYEYHUKOB YpPOBHU KOPTHU30Jla B KPOBH M CBOOOJHOTO KOpPTH30J]a B
CYTOYHOH Moue€ MOTYT ObITh HOPMaJbHBIMU WM MOrpaHUYHbIMU. [losTOoMy
0oJiee TOCTOBEPHBIM SBIISIETCS UCCIEIOBaHUE (PYHKIIMH KOPbI HAIMTOYEYHUKOB
B YCJIOBUSIX CTUMYJIMPYIOLIUX TECTOB.

Jyist BBISIBIIEHUSI XapaKTepa U CTENEHU HApYIIEHUs CEKPELMU TOPMOHOB
KOpOW HAJNOYEYHUKOB IpeJIaraeTcs 0osbII0e KOJIMYECTBO
dbapmMakoIMHAMUYECKHX TECTOB. B Harmeil cTpaHe B KIMHUYECKOM MPAaKTHKE
HanboJiee ITUPOKOE pacrpocTpaHeHrue noaydmwin TecTthl ¢ 1-24-AKTT wu
uHcynuHoTOoNepanTHbIN TecT (UTT).

Tectel ¢ cuHakTeHOM.CuHakTeH-cuHTeTHUecKknii ananor AKTI.
Beimyckaercs B JByX (QopMax: B BHUJE CHHAKT€Ha JUIsl BHYTPUBEHHOIO
BBeneHUs (B Poccum He 3aperucTpupoBaH), KOTOPBIM MPUMEHSETCS IS
npoBeaeHus  kparkoBpemenHoro tectra u  CHHAK-TEHA-JEIIO
(NOVARTIS PHARMA) - 111 BHyTpUMBIIIIEYHOT'O BBEJEHUS, BBIITYCKAEMOIO
B (¢opMe CyclneH3uu, coiepxkaumii 1 Mr Terpako3akTuaarekcaamnerara
(mpumeHsieTcsl ISl BBISIBIICHHS HAJWYHBIX M TOTEHIMAJIBHBIX PE3EPBOB
HaJIMOYECYHUKORB).

CTUMYISIMOHHBIA TECT C UCCIEIOBAHUEM YPOBHS KOPTH30J1a IJIa3Mbl
yepe3 30 u 60 MUHYT mocie BHyTpuBeHHOTO BBeAeHUs 250 Mkr (25 En) 1-24-
AKTT Ha 5 M (pU3HOTOTHUECKOTO pacTBOpa — KJIACCHUYECKOE UCCIICJOBAHHE



B JIMarHOCTUKE TIEPBUYHOIO THUIOKOpTUIM3MA. [lOBBIIICHHE YpPOBHSA
kopTuzoia 6osnee 500—550 umonb/n1 HajiexkHo uckimrovaeT 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 3HaueHHe MpUAABAIIOCH KaK TMKOBOMY YPOBHIO KOPTH30J1a TIOCTE
BBeqeHUs 1-24-AKTI, Tak U €ro OTHOCUTENBHOMY MPUPOCTY OT UCXOJHOTO.
Kak Obuto moOKa3aHO B JaJbHEWIIEM, OTHOCUTENBHBIA TPUPOCT YpPOBHS
KOpTH30Jia Tuia3Mbl (TO €CTh B MPOIIEHTaX OT 0a3ajbHOTO0), MOKa3aTelb He
BIIOJIHE HAJICKHBIM. B CBsI3U ¢ TeM, YTO OTHOCUTENIbHBIA MPUPOCT KOPTU30JIa
0o0paTHO MPOMOPLUUOHAIEH €ro 0a3aJlbHOMY YPOBHIO, YTPOM, KOTJla YPOBHU
sugoreHHoro AKTI™ u kopTH307a MakCUMAaIbHBI, 3TOT TPUPOCT MOXKET OBITH
HEOOJIBIIIHM.

ITony4eHHBIH B pe3yibTaTe IIPOBEICHUS KPAaTKOBPEMEHHOI'O TeCTa C
CMHAKTEHOM HOPMAaJbHBIN ITOABEM COACP/KAHUSA KOPTH30JIa HE HCKIIIOYAET
HaJIM4Me Y 3TUX OOJIbHBIX HAJIIOYEYHUKOBON HEIOCTATOYHOCTH, TaK KaK 3TOT
TECT HE BBIABIAECT NOTCHLUMAIBHBIX PE3EPBOB.

Haunbosee yacToil KIMHUYECKOM CUTyalMeil, Ipyu KOTOPOW HE MOKa3aHo
IIPOBEJICHUE TECTOB C CHUHAKTEHOM, SIBJSIETCS IOCIEOIEPALMOHHBINA MEPUOLT
MoCJIe  HEMPOXMPYPrUYECKOro BMENIATENbCTBA Ha TuUnoduse, Korjaa
sugoreHHas cekpenus AKTI MoxeT ObITh HapylieHa, a Kopa HaJAOYECIHUKA
elle He yclesna MOJBEPrHyTbCs Turo- wid arpoguu. B »Toil curyanuun
1[eIecoo0pa3Ho  ONpeAeNiecHue YTPEHHEro YpOBHA KOPTH30Jda, a Takke
IIPOBEJICHUE NHCYJINHOTOJIEPAHTHOTO TECTA.

B nHacrosiee BpeMs pakTHYEeCKUE Bpaul OYEHb YacTO CTAJIKUBAIOTCS C
cuTyaume HenoctynmHocTd mnpenapatoB 1-24-AKTIT nnst BHYTpUBEHHOTO
BBeJIeHUs. B UX pacnopsikeHHM Yallle OKa3bIBalOTCs JeMo-(pOopMbl Ipernapara
(«cunakTen-nenoy), coaepxkamue 250—1000 mxr 1-24-AKTT B 1 ammyre.



N3 31Ol cuTyalluu MOXET OBITh MNPEMJIOKEH CIEAYIOIHUNA JOCTaTOYHO
npocto  BeIXoA.250 wmm  gaxe 1000 wmxr 1-24-AKTIT  -- 3710
cynpadusmosiornueckas 103a Ipemnapara, TOrAa Kak I MaKCHUMaJbHOU
CTUMYJISILIUM HAJIMOYEYHUKOB ObUIO OBl JOCTATOYHO B COTHU Pa3 MEHbIIEH
no3el (1 Mkr). Ilo coBpeMeHHBIM NPEACTABICHUSIM 3TOT (PaKT HE HMEET
3Ha4YeHMs, ecau peub uaeT o nuarHocrtuke 1-XHH. pyrumu cioamu, ecnu
BBecTH 250 MKT (M axke 1 MI') «CMHAKTEHA-JIeT0» BHYTPUMBIIIIEYHO, MOYKHO
ObITh yBEpPEHHBIM 4YTO uepe3 8—I12 yacoB W J0JbIIE, HE3aBUCUMO OT
BO3MOXHBIX HWHIUBUIYAIbHbIX KOJIEOAHU KUHETUKHU TMpernapara, Kopa
HAJIIOYEYHUKOB OYyJIe€T HAXOJUTHCS MO BO3JIECUCTBUEM OYEHb BBICOKOU JIO3bI
AKTI' m npu orcyrctBun |-HH ypoBeHb KOpTH30Jla TOBBICUTCSA BBILIE
npuHsaToro nopora B 550 umons/n1. To ecTb mpu OTCYTCTBUM INpenaparoB 1-
24-AKTI' nnsi BHYTPUBEHHOTO BBEICHUSA, KOPOTKUN CHHAKTCHOBBIA TECT
MOHO MOJU(UIIUPOBATH clieayromuM odpazoMm. B 8-9 ywacoB ytpa 1-ro aus
NAlUECHTY MWCCIENYETCs YpPOBEHb KOpPTH30Jia KpOBU (B MPUHIUIIE, 3TO
UCCJIeIOBaHUE HE 0053aTeNbHO, MOCKOJbKY, KaK YKa3blBaJlOCh, BAXKEH HE
OTHOCUTEJIBHBIM MPUPOCT, a NMUKOBBIH YpOBEHb KOpTH30ia); B 21-22 daca
NalUEeHTy TIyOOKO BHYTPUMBIIIEUHO BBOJAUTCA amnysia «CHHAKTEH-ACTO»
(250-1000 mxr mpemapara). Ha 2-oii neHb B 8—9 4acoB yTpa HcCClemyercs
ypPOBEHb KOPTH30JIa IIa3Mbl U eciii oH mnpesbimaet 500-550 amons/n, 1-XHH
MOXET OBITh HCKJIIOYEHA.YKazaHHas Moau(uKalus TecTa JOJDKHA
paccMaTpUBaThCA JIUIIb KaK NPAKTUYECKUIN BBIXOJ U3 MOJIOXKEHHUS, B KOTOPOM
orcyrctByeT 1-24-AKTI" nig  BHYTPUBEHHOTO BBEACHUS, MOCKOJBbKY
HPUBEJICHHBIA TPOTOKOJI TECTA HE SIBJISIETCA OOLECIPUHSATHIM.

JInsi BBISBIICHUS MOTEHUMAIBHBIX PE3EPBOB KOPHI HAJAMNOYECYHUKOB
NPUMEHSIOT (apMaKOJAMHAMUYECKUH TECT C JUIMTEIBHOW CTUMYJIAIUEH
HAJIMOYECYHUKOB CHHAKTEHOM-JICIIO0, BBOJMMBIM BHYTPUMBIIIIEYHO OJITHOKPATHO
B 03¢ 1 mr. CBOOOJHBIM KOPTHU30JI B CYTOYHON MOYE OINPENestoT Kak J10
BBEJICHUS Mpernapara, Tak U B TEUEHHE IEPBOTr0, TPETHETO M IATOTO JHEU
CTUMYJISIITAUA KOPBI HAJAIIOYECYHUKOB.

VY 3700pOBBIX JIOJCH copepkaHne CBOOOAHOTO KOPTH30Ja B CyTOYHON
MOYE yBeIWYMBaeTcs B 3-5 pa3 OT HMCXOAHOTO YypoBHA. [lpu monHOM
(abcomoTHOM) mepBuuHodt XHH ypoBeHb KopTH30j7a OyaeT ocTaBaThCs
OJIMHAKOBO HU3KHUM BO BCE JTHH, KaK U IO CTUMYJISIUH.

[Ipn OTHOCWTENBHON HAANIOYEYHHWKA BOM HEIOCTATOYHOCTH HCXOIHOE
collep)KaHUE CBOOOJHOIO KOPTHU30Ja MOXKET OBbIThb HOPMAJIbHBIM HIIN
CHU)KEHHBbIM, B TIEPBBIA JI€Hb CTUMYJSILMU - YBEIMYMBATHCS 1O YPOBHS
300pOBBIX JoAer. OAHAKO Ha TPEeTUHW [I€Hb YBEIWYEHUSA COACPIKAHUSA
KOPTH30JIa HE MPOUCXOAUT. TakuM 00pa3oMm, MpU COXPAHEHUH HAJIWYHBIX
PE3EPBOB CEKPELMM TOPMOHOB KOPOM HAJIIOYEYHUKOB HUMEETCSI OTCYTCTBHUE
NOTEHIIMAJIbHBIX.

IIpn Bropmynoy XHH, nHamnporuB, B NEpPBBIA JEHb CTUMYJIALUHU
CUHAKTEHOM-ZIENIO MOJKET HE MPOWU3OUTH  YBEIMYEHHUS COACPKAHUSA
CBOOOJHOIO KOPTU30Ja B CYTOYHOM MOYE, a B MOCIEAYIOUIUE 3-€ U 5-€ CyTKU
- IOCTUTAET HOPMAaJIbHBIX 3HAYEHUN.

CnenyeT OTMETHTh, YTO HEPEIKO BO3HUKAIOT CHUTyallud, KOTa
KOPTHUKOCTEPOU Ik OBUIM Ha3HAYEHBI MAIlMEeHTy JI0 TOro, Kak auarHo3 1-XHH
OBIJT TOJATBEPXKJICH B CTUMYJISIIIMOHHBIX TecTaX. B 3Toi curyanum, mis



OOBEKTHUBHOIO MOJATBEPKACHHS JHAarHo3a, NANUeHTa LeNecooOpa3sHo Ha
HECKOJIbKO JIHEeW mMepeBecTH Ha Tepanuio Hebonpmmmu go3amu (0,25 0,5
MI/CYT) JleKcaMeTa3oHa (MCKJII0YaeTcsl TMEePEeKPECTHOE pearupoBaHUE C
OHIOTEHHBIM  KOPTHU30JIOM), @  3aTeM, IMPOBECTH  CTAHIAPTHBINA
BbICOKOI03UpOoBaHHbIM TeCcT ¢ 250 Mkr 1-24-AKTI' uepe3 24 wyaca nocne
OTMEHBI IIpenapara 1 HHTEPIPETUPOBATH PE3YyJIbTaThl TECTA B COOTBETCTBUU C
OOIIETIPUHATHIMUA PEKOMEHIAITUSIMHU.

[Togxoapl Kk 1a0OpPaTOPHONU JUATHOCTUKE BTOPUUYHOTOTHUIIOKOPTUIIM3MA
HECKOJBKO OTJIHUYAOTCI. «30J0ThIM CTaHAapTOM» JauarHoctuku 2-HH
SIBIIIETCSI TECT C WHCYJHMHOBOW THUIOTIIMKEMHEHW. B TecTe ¢ WHCYJIMHOBOU
TUIOTJIMKEMUEH WHCYJIUH KOPOTKOIO JEHCTBUS BBOJUTCS BHYTPUBEHHO B
no3e 0,1-0,15En/kr. JIng MOCTHXKEHHS THIOTIIMKEMHUH MOXKET MOTpeOOBaThCS
1 OoJblIas 1032 MHCYJIMHA.I00 BHYTPUBEHHOTO BBEJACHUS MHCYJIMHA U MOCTE
ero BeeaeHusa uepes 20, 30, 45, 60 u 90 MuH NPOU3BOAAT 3a00p BEHO3HOM
KPOBH U B KaXJIOM oOOpasiie ONMpeAeisitOT YPOBEHb KOPTU30Ja U TIIIOKO3BI.
Ecou 3a »TOT mepuoa HE MNPOUCXOIUT CHUXKEHUS YPOBHS TIIIOKO3BI B
CBIBOPOTKE 1O MeHbIIel Mmepe Ha 50%, 10 BETU4HMH HIKE 2.2 MMOJIb/J, IPOOy
cnenyet noBtoputh. Kak u B Tecte ¢ cunakreHom, WTT nHambosee BaXHBIM
MoKa3aTeseM SIBJIAETCS HE MPUPOCT YPOBHSA KOPTH30Jia 0TOA3aIBLHOIO, a €ro
MUKOBBI  ypOBEHb, OoOJiee  aJleKBaTHO  OTpaXkalolluil  pe3epBHBIC
(byHKIIMOHAIBHBIC CIIOCOOHOCTH TUIOTaIaMO-TUIIO(U3apHO-HAIIIO-
YEeYHUKOBOU cuctembl. [locie BocmpousBe[eHUs TUMOTIUKEMUA MaKCUMyM
KOHIICHTPAIIMU KOPTU30J1a B IJIa3Me JOJIKEH MPEBBIIIaTh 552 HMOJIb/II.

NUTT  cuuraercs  YyBCTBUTEIBHBIM  TECTOM, HCCIIEAYIOIIUM
(YHKIMOHAIBHOE COCTOSIHHE TUIOTATIaMO-TUNO()HU3apHO-HAAIOYEYHUKOBON
CHUCTEMbI, OCOOCHHO B BBISIBICHHH KOPTUKOTPOIHBIX PE3EPBOB TUModusza y
MMallMEHTOB, HMEKMUX puck pas3Butus BropuyHo XHH. OcHOBHBEIM
HepoctatkoM UTT sBnserca ero moreHuuanbHas OMacHOCTb HM3-32 PA3BUTUS
IpY  UMEIOLIEHCAd  HAANOYEYHUKOBOM  HENOCTATOYHOCTH  TSKEINBIX
TUIIOIVIMKEMHUHM, COIPOBOXKAAOIIUXCA COCYIUCTBIM KOJIJIAIICOM, YTO MOXKET
IIPUBECTHU K aAJUCOHUYECKOMY Kpu3y. I10KWIIBIM nTanieHTaMm, a TakKe Julam
¢ cepaeuHo-cocyaucrou naroigoruert UTT nporuBonokaszas.

Huaenocmuka depuyuma MuHepaioKopmuKouodos

HopmanbHple TmOKazaTenw Kajlvs, HATPUSA, PEHHUHA, AaJIbIOCTEPOHA
OKOHYATETbHO  HE  MCKIIOYAIOT  HAIWYME  MUHEPATOKOPTHKOMIHOU
HEOCTAaTOYHOCTH. [l HCKIIOUEHUS MUHEPATOKOPTUKOUIHOTO JedHuIuTa
MOKa3aHo MpoBefeHne mpodsl ¢ Gpypocemusom. Jlannas mpoba OCHOBaHA Ha
TOM, YTO B HOpPME THUIIOBOJIEMHS, BbI3BaHHAs (PypOCEMHUIOM, CTUMYIUPYET
CEKPEeLHIO aJIbJIOCTEPOHA. Y MAIMEeHTOB C neUIruTOM
MUHEPAIOKOPTUKOUIOB aJIEKBATHOTO BHIOpOCA allbJOCTEPOHA HE TMPOUCKOTUT.

6.3. Imuonocuueckas ouaznocmuxka 1-XHH

DTUONOrUYECKask AMArHOCTUKA MOIpa3yMeBaeT BbISICHEHUE MPUUYUHBI |-
XHH u gomxna cinenoBath 3a Bepudukauuen camoro ¢akra Hannuusa 1-XHH
IIPY [OMOLIYM FOPMOHAJIBHOTO HCCIIENOBaHMsI, KOTOPOE 00CYKIal0oCh BBILIE.
Xotenoch Obl 3aMETUTh, YTO 3a IMOCIEAHHE IECATHIECTUS ITHOJIOTHYECKAs
muarHoctuka 1-XHH cymecrBenHo marnyna Bnepen. Ha nporspkenun
MHOTMX JIET B KIMHMUYECKON MPAKTUKE CYLIECTBOBAIO MPABUIIO, YTO IIPH
OTCYTCTBUM  TPU3HAKOB  TyOEpKyJE€3HOTO  MpoLEecca,  BBISBIECHHBIX




JNOCTYNIHBIMM ~ HUHCTPYMEHTAJIBHBIMM U JIAOOPATOPHBIMH  METOJaMHU
(pentrenorpadmusi, TOCEB MOKPOTHl 1 MOYHM Ha MHUKOOAKTEpUH TyOepKyJiesa)
ycTaHaBiauBajach ayroummyHHas stuoinorus 1-XHH. Eme Oonee k sTtomy
CKJIOHSJIO OOHapy>keHue Yy OOJBHOTO COMYTCTBYIOLIEH ayTOMMMYHHOM
naToyiorui. Bo3MOXXHO, ¢ YMCTO NMPAKTUYECKUX KIMHUYECKUX MO3UIMUN 3TO
OBLIO OMpaBlIaHO, MTOCKOJIBKY MaJI0 OTPAXKaJIOCh HA 3aMECTUTEIIBHOMN Tepanuu
U NporHose 3aboneBanusa. OQHAKO TaKOW MOAXOJ HE OTBEYAET COBPEMEHHBIM
TpeOOBAHMUSM M BO3MOKHOCTSIM 3THOJIOTMYECKOW JMAarHOCTUKU. W3BecTHO,
YTO JUArHOCTUYECKAsl ILIEHHOCTb PEHTTEHOJOTMYECKOTO WCCIENOBAHUS B
JMArHOCTUKE OpraHHoro TyOepkyne3a He aOcomoTHa. [pyrumu cioBamu, |
XHH wmoxer umerh TyOepKyie3Hbli reHe3 M 0€3 BHAMMOIO JIETOYHOI'O
nopakenus. Celiyac OoJjiee cOpaBeUIMBO OOpaTHOE YTBEP)KICHUE --
oOHapyKeHHE CTapOro KabIIM(PUKATA WA MEPBUYHOTO KOMILIEKCA HE MOKET
JIOCTOBEPHO CBHJIETENIBCTBOBAaTh O TOM, uro HH He sBnsercs pesynapraromM
ayTOMMMYHHOTO TOPaKEHUS HAAMOYECHHUKOB WJIU aJPEHOJIEHKOAUCTPODUU.
Ham HeomHokpatHo  BcTpedanmch cinydan  coueranuss [-XHH ¢
ayTOMMMYHHBIM THUPEOMJUTOM IPU OJHOBPEMEHHOM HAJIMUUU CTapbIX
TyOepKyJe3HbIX oyaroB. B nureparype Takxke omuMcaHbl Clydad aKTUBHOTO
TyOepKyse3Horo mporecca B jerkux u 1-XHH, Bbr3BaHHOW MX aTpoduei,
METaCTaTUYEeCKUM TMopaxkeHueMm, a Ttakxke pasputue AlIC-2 y OoJbHBIX,
UMEIOLINX B aHAMHe3€e TyOepKyJie3 pa3InyHON JOKaIU3aluu.

CoBpemeHnHast 3trojiorndeckas auarHoctuka 1-XHH, B GonbmmHCTBE
ciydaeB, mojpazymeBaeT aud@epeHIManbHbpi  quarHo3  Tyoepkyliesa,
aZpeHoJIeUKOAUCTPO P u ayTOMMMYHHOM JNECTPYKIUU KOpBbI
HAJIMOYECYHUKOB, AJITOPUTMBI KOTOPOTO MbI IPUBOJAUM JIaJiee.

6.3.1. Jlabopamopnwvie memoowt

B stuonoruueckoit nuarnoctuke 1-XHH ocHOBHOE MeCTO OTBOAMTCS
MMEHHO JIaHHBIM JIJa0OpaTOpHBIX HccienaoBaHuid. Kak  yka3bIBajioch,
nabopatopubiM MapkepoM 1-XHH ayTouMMyHHOTO TeHE3a MO COBPEMEHHBIM
IpEACTaBICHUSAM SIBIAIOTCA aHTHTENa K (EpPMEHTY HaAIMOYEYHHKOBOTO
crepougorenesa P450c21, a wmapkepoM aapeHoJeUKoaucTpopuun —
JUTMHHOLIeTIOueuHble JkupHbie KucinoThl (JXKK). S. Laureti u coaBTOopamu
(1998), Ha ocHOBaHMM OOOOIIEHHOTO aHaiu3a OOJBIIOTO YHUCia Cliy4yaeB 1-
XHH 1o coOGCTBEeHHBIM U JUTEpPaTypHBIM JIaHHBIM, OBbUT pa3paboTaH
JUArHOCTUYECKUN aJITOPUTM, BIIOJHE TMPUEMJIEMbIA U1 KJIMHAYECKOU
MPAKTUKH (CM. puC. 8).
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Puc. 6. Cxema stumonornueckorr muarHoctuku 1-XHH [S.Lauretietal,
1998].

KoMbOunanusa onpenenenuss antuten Kk P450c21 wm ypoBua JIKK
1o3BoJisieT ycraHoBuTh 3Tuonoruto 1-XHH npumepno B 97% ciyudaes.
VYuutsiBas, 4roHaubosiee uacto BcTpeuaercs 1 -XHH ayroummynHOM
ATHOJIOTUH, HAYMHATHh PEKOMEHIYETCSI MMEHHO C ONpENEICHUS aHTUTEN K
P450c21. D10 [g0CTAaTOYHO TMPOCTOE U  OTHOCHUTENBHO  HEAOPOToe
UCCJEOBAHNE,  BBIIOJIHEHHME  KOTOPOTrO  OCYHIECTBUMO B  JIHOOOM
MMMYHOJIOTHYECKONW WJIM TOPMOHAIBHOU Jiabopartopuu. B HacTosiee Bpems
HAaYMHAET NOSBIATHCSA BCE OOJIbIIE KOMMEPUECKUX HAOOPOB AJI ONPEACIICHUS
anturen k P450c21. Ecnu y maumenta oOHapyxkeHbl aHtutena k P450c21,
HeoOxonumoctu npoBojauTh omnpeneinenue KK wu KT (wm MPT)
HaanouyeyHUKoB HeT. C Apyrod CTOpPOHBI, IpH OOHAPYKEHUU AHTHUTEN K
P450c21, y mnamueHTa HEOOXOAMMO MCKJIIOYUTh HAIWYUE  JIPYTUX
ayTOMMMYHHBIX 3HJIOKpUHONATHil, B TMEpBYIO ouepeab 3a0oseBaHUM
IIIUTOBUIHOM Ke€JIE3bI.

[Ipn orcyTrcTBMM y nanuMeHTa HUPKyIUpyromux aHturen k P450c21
Heobxoaumo onpeneneaue ypoas JKK mis uckmouenust y 6omsHoro AJIJ]
IIpu oG6Hapyxxenun BbicOkoro ypoBHsa JI)KK y Oomproro c 1-XHH
CIEAYIOIIMM 3TanoM sBJSIETCA npoBeaeHue MPT ronoBHOro W CIHMHHOTO
MO3ra JJIs1 YTOUHEeHHsI KOHKpeTHOU KiauHu4eckoit hopmbl AJIJI. [Tapannensno
HEOOXOJMMO TMPOBEJICHHE T'E€HETUYECKOTO OOCIEI0BAHMS POACTBEHHUKOB
MalMEHTa, B TOM YHCJIE U JKEHILIWH, KOTOPbIE MOTYT OBITh I'€T€PO3UTOTHBIMU
Hocutensmu reHa MJI. Tlpu GepemMeHHOCTH y HUX MOXKET OBITh IPOBEIEHA
IIpEHaTaJbHAasl AMarHocTuka. [Ipn ceMenHOM reHeTUYEeCKOM CKPHUHUHIE€ MOTYT
ObITh BBISBJIEHBI TMALMEHTHI, B TMEPBYID OYepenb [J€TH, Y KOTOPBIX



OTCYTCTBYIOT KaK HEBPOJIOTUYECKHE, TAK W IHAOKPUHHBIE HAPYIIEHUS U Y
KOTOPBIX ISl TPEIOTBPAIICHUS] PA3BUTUS HEBPOJIOTHUECKOW TUCHYHKIIMH
MEPCHEKTUBHO MPOBEAEHUE TPAHCILIAHTAIUH KOCTHOTO MO3Ta.

Ecmu y nanumenta ¢ 1-XHH orcyTtcTBytoT Kak anTuTena k P450c21 , tak
u niosblieHue ypoBHs KK, emy nokazana KT mnu MPT HaanouyedHUKOB ¢
LEJbI0 TUATHOCTUKH OITyXOJIEBOTO MOPaXKEHHUsI, TyOepKyJie3a, KPOBOUIIHSIHUS
u apyrux peakux npuund 1 -XHH.

6.3.2. HucmpymenmanibHnovie Memoowl

TpaguunoHHO Kak B 3THosNornueckor nuarHoctuke |-XHH, tak wu
muarHoctuke HH B 1menom, BuU3yallM3allMOHHBIM METOJIaM (PEHTTEHOBCKOE
HCCieIOBaHUE, KOMITbIOTEpHAass ToMorpadus) OTBOJWIACH HEOOJIbIAsT POJIb.
Kak 310 cnegyeT u3 cxeMbl Ha pUCYHKE S, B TOCIEIHUE AECATUIICTUS MO3ULIUS
B OTOM IUIaHE HECKOJIbKO M3MeHuach. Cxema IEeMOHCTPUPYET TOT (DAKT, 4TO
BHU3yaJIM3allMOHHBIE METOJMKHU Iiesiecoo0pa3Hbl (Kak, B OOIIEMTO, MOYTH
BCErJa B KIIMHUYECKON IHAOKPUHOJIOTHH) JIUIIIb HA 3aKJIIOUYUTENIbHBIX dTanax
JMArHOCTUYECKOTO0 TOUCKAa W TO, €CJIM STHUOJOTUYECKUH JIMarHo3 He ObLI
MOATBEPKJICH TAKUMU TUIa3MEHHBIMU MapkepaMu Kak antutena Kk P450c21 u
JUKK. B COOTBETCTBHM C TON K€ CXEMOW - KOHKPETHOM LIEJIbIO NPOBEICHUS
KT wim MPT y nauueHTOB ¢ yCcTaHOBJIEHHBIM auarHo3oMm 1-XHH sBasiercs
JMAarHOCTUKA TyOEpPKYJIE3HOT'O U OIyXO0JICBOTO MOPAKEHUs HAIMOYEYHUKOB, a
Takke anpeHosieikoaucTpoduu. [1ocKoNbKy H3MEHEHHUS, BBISBISEMbIE PU
MPT ronoBHoro mo3ra npu AJIJ] ObuiM onucaHbl BbIIIE, OCTAHOBUMCSI Ha
OOCYXIEHMH  POJM  BU3YaJM3allMOHHBIX  METOJUK B  JIMAarHOCTHUKE
TyOEpKYJIE3HOTO U OIyX0JIEBOT'O MOPAKEHUS HA/IMOYEUHHUKOB.

Kanbriuduxanus HAJINTIOYCYHHUKOB, omnpenesieMas OOBIYHBIM
PEHTIEHOJIOTHYECKUM METOJIOM, JOCTATOYHO YacTO TOBOPHUT O TyOepKyJIe3HOM
sTHONOrMM Ooje3Hun ApaucoHa. OgHAKO TEXHHUKA JAHHOIO HCCIIECIOBAHHUS
JIOCTAaTOYHO TpyJHA (MTHEBMOPETPOIIEPUTOHEYM), U TMOJTYyUCHHBIC PE3YJIbTaThI
MOT'YT OBITh MHTEPHPETUPOBAHBI OMIMOOYHO BBHUJY YaCTON KabIU(DUKALIUU
peOEPHBIX XpAIIEH, TEHb KOTOPHIX HAKIAAbIBACTCS HA HAATIOYCUHHUKH, a TAaKKe
B CBA3M CO  BCTPCUAIOMIMMHUCS  HMHOTJA  KaJbIH(UIIMPOBAHHBIMHU
auM@aTUYECKUMU y3J1aMUd B 00JIaCTH HAJAMOYECUYHUKOB. JIJIsl MOATBEPKICHUS
TyOEpKYJIE3HOTO reLesa 3a00JIeBaHUs 00s3aTEIBbHO MPOBOJAUTCS
PEHTICHOJIOTHICCKOCUCCIICIOBAHNE TPYIHON KieTkd. Takwe 1abopaTopHbIE
METOJIbI, KaK TYOEpKYJIMHOBBIE MPOObI, MOJIUMEpa3Hasi IemHasi peakius, a
TaKkKe MOCEB MOYH, MOKPOTHI Ha OOHApYyKEeHHE MUKOOAKTepUU TyOepKyJie3a, B
pslie CllydyaeB IIOMOTAIOT IOJATBEPJAWTH JIUArHO3 TYOEpKyJIe3HOW OoJe3HU
Annucona.

Jannbie 0 BbicOkOM uyBcTBUTENbHOCTH KT m KT HaamoueuHukoB B
JTMarHOCTUKE TyOepKyJie3a ObUIM TOJIydeHbl MHOTMMHU HCCIICAOBATEISAMU. Y
OoNbIIMHCTBA OOJBHBIX IIPH  BIEPBBIC  BBISBICHHOMIUIIOKOPTHIIM3ME
TyOEpKYJI€3HOM ATHOJIOTUU HAANOYCUYHUKHU YBEIUMYECHBI B pazMmepax. Ha Gosee
MO3/THUX CTaAUsAX 3a00JieBaHUS OHHU MOJIBEpraroTcs aTpoduu, 4yacto B HHUX
BBISIBIISIIOTCSL  y9acTKM HEKpo3a u  Kanblubukamuu. [lpum mopaxeHun
HAJMOYCYHUKOB TyOEpKYJIEe3HBIM IMPOIECCOM, MPHUBOMSIIUM K Pa3BUTHIO |-



HH, nanmoyeyHuku MOTYT yBeIWYMBaThCA B pa3Mmepax B 2-3 paza. Tak,
onucaH 0OJIbHOM, y KOTOPOrO pa3Mephl MPABOrO U JIEBOIO HAANOYEYHUKOB Ha
KT 6butu paBHbI cOOTBETCTBEHHO 60%25 11 33%x20 MMm.

[Tpu 3HaYNTENBHOM YBEJIMYEHUHU HAAIOYEYHUKOB, KOI/1a, HA OCHOBAaHUU
APYIUX MHCTPYMEHTAJIbHBIX M JJA0OPATOPHBIX JAHHBIX JMATHO3 TyOEpKyJie3a
NPEJCTABISACTCS  COMHUTENbHBIM,  AUPEepeHIManbHOW  AUArHOCTUKE
(MeTacTa3bl, rpuOKOBbIE MH(EKIUUA U JpP.) MOXKET MOMOYb TOHKOUTOJbHAs
acnupanvoHHas  Ouoncus. Ilpy  MHKPOCKONMYECKOM  HCCIEAOBAHHUU
OMOICUITHOTO MaTepuasa nIpu TyOepKyJie3e, BbISBISIOTCS YYAaCTKA Ka3€03HOIO
HEKPO3a, OKPY>KEHHbBIE CKOIUICHUSMU YHAOTEIUAIBHBIX U THTAHTCKUX KIIETOK,
¢ubpodnacroB u auMdouuToB. B OOIBIITIOM KOJWYECTBE OMPEACISTIOTCS
KHCJIOTOYyCTOMUMBBIE Najouku M. tuberculosis.

8. BAMECTUTEJIbHAS TEPATIUA HAJITOYEYHUKOBOU

HEAOCTATOYHOCTH
7.1. 3amecmumenvnaa mepanusa npu 0CMPOMZUNOKOPMULUIME.

Jleyenne ocTpoil HAJMOYEUHHUKOBOW HEIOCTATOYHOCTH Oa3upyercs Ha
CJIEAYIOIIMX OCHOBHBIX MTPUHLINIAX:

1. MaccupoBaHHas1 3aMECTUTENbHAS TEPAIIAsI KOPTUKOCTEPOUAAMU

2. Perupparanus u KOppEKUMS JIEKTPOJIUTHBIX PACCTPOUCTB

3. Jleuenue 3a0o0JsieBaHus, BBI3BABIILIETO JEKOMIIEHCALINIO
(MaHudecTaIuio) npoiecca ¥ CHUMITOMAaTUYECKasl Tepamnus

MoxkeT ObITh NpeIOKEH clienyromui anroputm Jedenuss OHH:

1. HE OXuJas pe3yJabTaTOB JIa0OPATOPHBIX HCCIeq0BaHUM (110
BO3MOXXHOCTH TpeJBapUTEIbHBIA 3a00p KpOBU MAJIsi ONPEICIICHUS YpPOBHS
koptuzona, AKTI, kanus, pyTUHHBINA TeMaTOJOTUYECKUNA U OMOXUMHUYECKHMA
aHanu3), KaKk MOJKHO paHblle, HAYMHAETCS BHYTPUBEHHOE BBeJeHUE 2-3
JUTPOB (PU3HOJIOTUYECKOTO pacTBopa (co ckopocThio 500 mi B wyac; mnpu
KOJUJIAaTOMHOMCOCTOSIHUM — CTPYWHO), BO3MOKHO B couetanuu ¢ 5-10%
pacTBOpPOM TJIFOKO3bl. 3a TMEpPBbIE CYTKH BBOJUTCS MHUHUMYM 4 JuTpa
KUIKOCTH. BBeneHne KanuiicomepKalux M THIIOTOHUYECKUX PacTBOPOB, a
TaKXe AUYPETUKOB MTPOTUBOIIOKA3aHO.

2. 100 Mr ruIpoKOpPTH30HAa BHYTPUBEHHO CpPa3y, 3aTEM — KaXKJbIe
4-6 yacoB Ha MpOTsDKEHUM NepBbIX cyTok. Kak anmprepHatuBa (Ha BpeMms
JOCTaBKM B KIMHUKY) — 4 MI' JleKcaMeTa3oHa BHYTPUBEHHO (WId
SKBUBAJICHTHAs J103a MpeaHu30j0Ha — 40 Mr), ¢ TOCIEAYIOIINM MEPEX0I0M
Ha TEpamui TUAPOKOPTU30HOM. IlapamienbHO — cuUMITOMAaTHYeECKas
Tepamnusi — 4allle BCEro, aHTMOMOTUKOTEpAIvs BbI3BABIIMX JIEKOMIICHCALIUIO
3a0o0sieBaHus HH(MEKITMOHHBIX MPOIECCOB.

©  Kontpons kanus, Hatpus, Tiroko3bl, AJl, YCC — kaxapie 2 yaca

@  Hopmanuzanus cocTosiHusl, Kauus, HaTpusi — NEpexoi Ha B/M
BBEJICHUE THUJIPOKOPTHU30HA C IOCTEIIEHHBIM CHM)KEHUEM M IEPEXOAOM Ha
nepopaibHbIe penaparsl



3. Ha BTOpbBIE-TpETHU CYTKH, MPHU MOJIOKUTEIbHOW JAWHAMUKE, 1032
TUAPOKOPTU30HA YyMeHblnaerca 10 150—200 wmr/cyt (mpu craOuibHOR
reMOJIMHAMUKE BBOJIUTCSA BHYTPUMBIIIEYHO). B Ha3HAYCHUU
MUHEPATOKOPTUKOUJOB (KOopTUHE(PD) HET HEOOXOIMMOCTH, TOKA CyTOYHAs
7103a THIPOKOPTU30HA HE OyeT cHuxkeHa meHee 100 mr/cyT.

[Ipu ymepeHHO BblpaxkeHHOM nekomieHcauuu 1-XHH, a Takxke mpu
BIIEPBbIC BBISIBICHHOM 3a00JI€BaHWU, TEPANMIO, KaK IMPABUIIO, HAYMHAIOT C
BHyTpuMbIlieyHOTo BBeAeHuss 100—150 mr ruapokopTh3oHa B CyTKH
(Hanpumep, yrpom 75 Mr, B o0eieHHOe BpeMs - 50 MI' 1 paHHUM BEUEPOM €l1Ie
25 mr). Yepes HECKOIBKO JTHEW 103y MperapaTa CHIKAIOT U MEPEeXoJaT Ha
MO/JICP)KUBAIOIIYI0  3aMECTHTENIbHYI0  TEpamuio  TalJeTHPOBAHHBIMU
Koptukocteponiamu. Ciienyer OTMETUTh, YTO BBIPAKEHHBIN MOJI0KUTEIbHBIN
3ddexT oT Tepanuu KOPTUKOCTEPOMAAMH, UMEET BaXKHOE AUArHOCTUYECKOE
snauenue. [lpu nammumu 1-XHH namuenTts OyKBaJIbHO Ha TIEPBBIE CYTKH
OTMEYAKOT 3aMETHOE YJIYYIICHUE CAMOYYBCTBHS.

[Ipenaparom BeiOOpa neuenuss OHH u nexomnencanuu XHH siBnsercs
TUIPOKOPTU30H, B OOJBIIMX J03aX OOECIEeUMBAIONIMI Kak TJIIOKO-, TaK U
MUHEPATOKOPTUKOUAHBIC 3P heKThl. [ MApOKOPTH30HA TEeMHUCYKITMHAT MOYKHO
BBOJUTh KAaK BHYTPUMBIIIEYHO, TaK © BHYTpuBeHHO. CycrneH3us
TUAPOKOPTH30HA allerata BBOAMUTCS TOJbKO BHYTPUMBIIIEYHO U JEHCTBYET
HECKOJIbKO 0oJiee JUIMTEIbHO, YEeM TEeMHUCYKIIMHAT TIpU aHaJOTUYHOM
BBEJICHUM.

[Ipr OTCYTCTBUUM MOJIOKUTENBHONW JUHAMHUKHU HA MPOTSHKEHUU TEPBBIX
4acOB  BHYTPHUBEHHOE  BBEJCHHE  TIHIPOKOPTHU30HA  COoYeTaercs ¢
BHYTPUMBIIIEYHbIM. [IpuBeIeHHBIE [103BI JOCTAaTOYHO YyCHOBHBL llpum
OTCYTCTBUM TIOJIOKUTEIBbHON JUHAMUKM CYTOYHAs J03a THAPOKOPTU30HA
MoxeT aoxoauth a0 800—1000 mr. Tem He MeHee, Cl€AyEeT y4eCTb, UTO
MPUBEJCHHBIX B CXEME /103 THIPOKOPTU30HA B IMOAABIISIONIEM OOJIBITHHCTBE
CIy4yaeB C M30BITKOM XBaTa€T W OTCYTCTBHE MOJOKUTEIbHOW AMHAMUKHU HA
dboHe HX BBEIECHUS MOXKET CBHUJACTEIHCTBOBATH O TOM, YTO YyKa3aHHAs
cumnroMmaruka He cBsizaHa ¢ OHH mnm OHH couertaercs ¢ kKakum-To Ipyrum
3a00JIeBaHUEM, KOTOPOE UMEET OO0JIbllIee KIMHUYECKOE 3HAYEHUE.

Kak yka3piBalioch, OJTHOM M3 CAMBIX YAaCThIX NPUYUH JIEKOMIICHCALIMU
XHH sBastores nndeknronnsie 3adoneBanus. [Ipu Hanuuuu nuxopaaku (3a
WCKIIFOUCHUEM BBIPAKEHHOTO OOE3BOKMBAHUS) AHTUOMOTHKUA HEOOXOIMMO
Ha3Ha4aTh Ja)Ke MPU OTCYTCTBUU SBHOTO oYara MHQEKINH.

[Tpodunaktuka OHH y 6onbHbix ¢ 1-XHH noapazymeBaet yBenuueHue
7103bI KOPTUKOCTEPOHIOB MPU BOSHUKHOBEHUHU COMYTCTBYIOIMINX 3a00I€BaHUM.
DTOT BOMPOC, KaK MOKA3bIBAET MPAKTHKA, BECbMA aKTyaJeH HE TOJbKO A
SHJAOKPUHOJIOIOB, HO W JUIsl Bpayed APYTrux CIEHHAIBHOCTEN, B IEPBYIO
odepelb XUPYproB, aKylIEpOB-THHEKOJIOTOB U AHECTE3HOJIOTOB.



B ciyyae BO3HUKHOBEHHS COMYTCTBYIONIUX J€2KUX NPOCIYVOHbBIX
3ab0ne6anuli, HE  COMPOBOXKIAIOIIMXCS  BBICOKOW  JIMXOPAAKOW  WJIU
AQHAJIOTUYHBIX T10 TSHKECTH COCTOSIHMH, a TaKKe CTPECCOBBIX CHUTYaIlHH
(3K3aMEHBI, OJIMMIHAIBI U JIP),IOCTATOYHO YBEJIMUYEHUS O3Bl TPUHUMAEMBIX
MAIMeHTOM TJIIOKOKOPTUKOUIOB B 2 — 3 pasa. Hampumep, ecniu manueHt
nosyyan 7,5 mr npenHu3oniona (1 Ttabmetka ytpom, 1/2 TabieTku mocie
obena) — nmo3a yBenuuuBaetrcs 10 15 mr (2 tabnetku ytpom, 1 TabneTka
rocie ooena).

Ilpu maneix u Kkpamkoepemennvlx emeuiamenbcmeax(AMarHoCTUYECKUE
Opoueaypbl, B T.4. KOJOHOCKOMUS, OJKCTpakuus 3yO0OB U JApyrue
CTOMATOJIOTUYECKHE TPOIEAYPHl MPOJOJDKUTEILHOCThIO Oosiee 1 yaca),kak
MPaBUJIO, JTOCTATOYHO OJHOKPATHOTO BHYTPHUMBIIICUYHOTO BBeAcHUS S50 Mr
CYCIIEH3UM THUAPOKOPTH30HA 3a 15 — 30 muHyT no manumysdiuu. I[locne
BMEIIIATEIbCTBA — TPU  BO3MOXKHOCTH  OJHTEPAIBHOTO  MUTAHUS  —
Ta0JeTUPOBAHHBIE TMpenaparsl — KOpTed B yABOCHHOW a03€, KopTuHEhd B
NpeXHEH 03€, KOHTPOJIb Kallusl, HaTpHs, TJIIOKO3bl. Ha ciemyrommii AeHb -
BO3BpalleHue K OasucHoM jgo3e. Hago oTMeTuTh, 4YTO K MOMEHTY
3aIUTAHUPOBAHHOTO XUPYPTUYECKOTO JICUYCHUS TMAIUCHT JIOJDKCH WMETh
KITMHUKO-TA00PATOPHYIO0 KOMIIEHCAIIUIO M0 TIFOKO- 1 MUHEPAIOKOPTUKOUIAM.

lpu msaoicenvix 3abonesanusx, Ha TPUMEP TPHU TPUIIE, HEOOXOIAUM
nepexo Ha UHBEKINHU THAPOKOpTU30HA. Kak mpaBuiio, 10CTaTOYHO BBEICHUS
150 — 200 ™Mr TruApOKOPTM30HA B CYTKH, Jydllle BHYTPUMBILIEYHO.
Hamnpumep, yrpom BBOIUTCS 75 MTI' CYCIIEH3UH THIPOKOPTU30HA, B 00eq — 50
MT TUJPOKOPTU30HA, OJIMKE K Beuepy — 25 MT THAPOKOPTH3OHA.

Xupypeuueckoe neuenue ¢ 2HOOMPAXeATbHbIM HAPKO30M (CpenHen
CIIOKHOCTH )(XOJICIIUCTAKTOMUS, THUCTEPIKTOMHMS, OIEpallid Ha HAPYKHBIX
TCHUTAIHSX U IP):

. Jlenb nepen onepanuei:
Beuepnsis nos3a yBenmuumBaercs B 2 pas3a. B cilyyae HEBO3MOKHOCTH
NEPOPAIBHOIO IIpHEMa — BHYTPUMBILIEYHOE BBEIACHUE T'HAPOKOPTU30HA

(comy-kopteda) U3 pacuera: aet 10 15 kr — 12,5 mr, 6omee 15 kr — 25 mr (25
Mr/m(2))

. B nenb oneparun:
YTpo — rugpokopTusoH (comy-kopred) B/m 12,5 - 25 mr
. Bo Bpemst onepauuu

BHyTpuBeHHO KamelbHO B TedeHue omnepauuu — S0Mr/m(2) wim 25 mr
st gereit no 15 kr, 50 mr qos getedt mocie 15 kr (CKOpoCTh BBEJIEHHE — Ha
ocHoBaHuu AJl)

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



. lit nenp mocne omnepanuu: I[Ipu OTCYTCTBHM OCIIOXKHEHHI,
OTCYTCTBUM PBOTHI — TIepexo]i Ha TabJIeTUpOBAHHBIC IIpenaparbl B
yBeIW4YeHHOW B 2-3 pasza n0o3e oT 0a3oBoi: kopred (3 pasa B JeHb),
kopTuHED D B OOBIYHOM 103€

. Co 2 ro AHA UpU OTCYTCTBUU OCJIOXKHEHUH IOCTENEHHOE
CHUKEHHE J103bI 1O CTAHAAPTHOM 1036l B T€UEHHE 3-5 NHEN
Xupypeuueckoe Jeuenue C __3HOOMPAXEALbHbLIM _HAPKO30M _(msdcenvle)
(KapauoXupypruueckie BMEIIaTeabCTBa, ONepali Ha MEYEHU, Ha TOJIOBHOM
MO3re, KOJIOHAKTOMMUS U JIp):

Jlens no omepanuu — JaBOMHas a03a kopreda, BeuepoM — 25-50 mr
THAPOKOPTU30HA (COMy-KopTeda)

B nenwp omepauuu — 100-200 mr (150 mr /m(2)) ruapokopTHU3oHA B
cyTKH (25-50 MTr Kaxkpie 6 4acoB)

lit nenp mocne omnepanuu — 100 mr B cytku B/M (unmu 100-150 mr Ha
M(2)11o1a1 MoBepXHOCTH Tena) (25-50 Mr kaxipie 6 4acoB)

Jlanee - B 3aBUCUMOCTH OT BO3MOKHOCTHU dHTEpaIbHOTO nutaHus. [Ipu
OTCYTCTBUHU OCJIOKHEHUN — BEPHYThCS K 0a3MCHON 3aMECTUTENLHOMN Teparnuu
B T€UECHUE 5-7 qHEU

Cnenyer 3aMeTUTh, YTO MpPU OBICTPON CTAOUIM3AIUU COCTOSHUS
nanueHTa, 4TO, KaK MpaBWiio, ObIBaeT MpU IUIAHOBBIX OIEpalusx, HET
HEOOXOJIUMOCTH B JOJTOW Tepanuu OOJIBIIUMH J03aMH THAPOKOPTHU30HA, a
HY’KHO TII0 BO3MOXHOCTH OBICTpee TNEpPEeXOJUTh Ha TabJIETUPOBAHHBIC
npenapara, MmycTb B HECKOJIbKO OOJbIIEH J03€, YeM OHU MPUHUMAIUCH 0
onepanuu. llepeno3upoBka TIIOKOKOPTUKOUIAMH B IOCJIEONEPALIMIOHHOM
MEepUOJE OMacHa B IUIAHE YXYJIICHHS 3aKUBJICHUSI ONEPAlMOHHON paHbl U
pa3sBUTUSA B CBs3M C OTUM OCIOXHEHUHU, Ilpu ponpopaspemieHnu, Kak
perviasnaturalis, Tak ¥ TpU ONEPaATUBHOM, MPUHATA AHAJOTMYHAS TaKTUKA
3aMECTUTEIBbHON TEPAIINH.

HaubGonee BaxupiM Mepompustuem mnpodpunaktuku OHH sBisercs
o0yuenue O6osbHBIX XHH. BonbHbIE MOMKHBI Y€TKO TMOHUMATh, YTO U3 CEOs
NPENICTABISIOT CUMIITOMBI tekommneHcarun XHH. Ouu nomkHbl nMeTh o61iee
MPEACTABICHUE O POJIU KOPTHKOCTEPOUJOB B OpPraHU3ME U 3HAaThb O TEX
CUTYalMsIX, KOrJa NOTPeOHOCTh B 3TUX TOPMOHAX 3HAYUTENILHO Bo3pacTaer. B
ATOM TUIaHe OOJIbHBIC JIOJDKHBI 3HATh, YTO TPHU CTPECCOPHBIX CUTYaIHsX, B
MEPBYI0 OYepeb HEOOXOAMMO YBEIWYEHUE 03I TITIOKOKOPTUKOUIOB, a HE
MuHepasiokopTukonioB. Bece OonbHbie 1-XHH nomkHBI OBITH 00€CTICUEHBI
TUAPOKOPTU30HOM  KEJATEIbHO CUHTETUYECKUMU TIIFOKOKOPTUKOUAAMU IS
MHBEKIUN (MPETHU30JIOH WIH JAEKCAMETA30H), a TaK)Ke IIMPUIIAMU, KOTOPBIE
JIOJIKHBI XPAHUTCS JIOMa U OpaThes ¢ COO0M B KOMaHIUPOBKHU U OTITYCK.

7.2. 3amecmumenvnas mepanus XpOHUUECKOZ0ZUNOKOPMUUUIMA




3amecmumenvruas _mepanus _ CUHMEMUYECKUMU  20PMOHAMYU _ AGIAemCsl
HCUSHEHHO He00X00UMbIM _JieyeHuem y oonvubix ¢ XHH u He mooicem
OMMEHAMbCA HU NPU Kakux ycaosusx!!!

HecMmoTps Ha HEKOTOPYIO YCIOBHOCTBH PA3JAEICHUS 3aMECTHTEIIBHOU
tepainn  |-XHH Ha MHHEpaTOKOPTUKOWIHBIA W TNIFOKOKOPTHUKOWIAHBIN
KOMIIOHEHTBI, MOXHO CKa3aTh, YTO Ha CETOAHSAILIHHUNA J€Hb, 3aMECTUTENbHAs
tepanusi MK Oonee paspabGorana, uem 3amectutenbHas Tepanus ['K. [lns
ATOTO UMEETCS P MPEANOCHUIOK:

- COBpPEMCHHAs  3aMECTUTEIbHAasA  Tepanusd 1 -XHH
MUHEPAIIOKOPTUKOUIAMU TIOJPAa3yMEBAET HCIIOJIb30BaHUE TOJIBKO OJHOIO
npenapara — 9a-propkopTuzona (koptunedd);

- OTCYTCTBHE CYIIECTBEHHOW CYTOYHOM IMHamMuKu cekpenuun MK B
HOpME, KOTOpas XapakrepHa it cekpennu ['K;

- JOCTAaTOYHO nmoapoOHOe OnucaHue (U3HOTIOTHIECKUX
B3aMMO/JICHCTBUI B CUCTEME HAJAMOYECYHUK-TIOUKa (KaJIuil - HATPUM - PEHUH -
aJbJIOCTEPOH - BOJIHBIN OallaHC - apTepuaIbHOE JIaBJICHUE).

Tabnuya 4
[Ipenaparbl KOPTUKOCTEPOUIOB
[Ipenapar Cranmapt dapMaKkoKHHe
Hast CpaBHUTENbHAS] AKTHBHOCTH
THKa
TabIETHPO
BAHHAS T1/ T1/2
dopma 2 o103
(MF) BILJI (I)CKT
(OxBuBaie asMm a
HTHAS e (qacer)
11034 10 Mumnepa (1acer)
I'K I'mrokoko - AKTT -
AKTUBHOCT pTHKOHU- KOPTUKO TO/1aBJI
n) TTHAS uaHas STFOTIAS
20 1 1 + 0 8-
, 12
5
I'mppoxoprtu 5
30H 5
Koptuzon 25 0,8 1 + 0 8-
, 12
6
7
2
[Ipenuuson 5 4 0,5 + 2-4 18-
OH 36
Metunmpen 4 5 0.1 + 2.4 18-
HU30JI0H 36
TpuamMiHo 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

3amectutenbHass Tepanus 1 -XHH mnonpasymeBaer oOs3aTenbHOE
KOMOMHUPOBAHHOE Ha3Ha4YCHUE penapaToB TJIIOKO- U
MUHEPAIOKOPTUKOUAOB. TUMHYHON OIIMOKOW SBJISETCS JeUeHHe OO0JIe3HU
ApaycoHa ¢ TIOMOIIBIO MOHOTepanuuritokokoptukougamu. Ilpu 2-HH
neUIUT  MUHEPATOKOPTUKOUIOB  OTCYTCTBYeT HW B  Ha3HAYCHUU
MUHEPAIOKOPTUKOUAOB (KopTHHE(PD), 32 UCKIIOUEHHUEM Ciy4yaeB, Korja y
MaueHTa UMEETCs BhIpaKeHHasi apTepralibHasi TUIIOTEH3Us, HEOOXOIUMOCTH,
Kak MpaBUIIO, HET.

Ocnosnvle enobanvhvie yeau nevernus 1-XHH:

1. [Togo6parh pexuM U J03bI MPENapaToB TIIIOKOKOPTHUKOMOB TaK,
9TOOBI OHHM MAaKCHUMaJIbHO COOTBETCTBOBAJIM  (HU3HOJOTUYECKOMY U
[UPKAJHOMY PUTMY KOPTH30JIa

2. N30exaTh pa3BUTHS aip€HATIOBOr0 KpH3a

3. N306exaTh XpPOHHUYECKOW TIEPEIO3UPOBKH M €€ OTIAJICHHBIX
HEeXenaTelbHbIX 3P (HEeKTOB (0CTEONMOpO3, MOBBIMICHUE KapIUOBACKYIISIPHBIX
PHUCKOB, META0OJIMUECKUN CUHJIPOM)

4. VYAy4ymuTh KayecTBO KU3HMU TAlMEHTa, O00ECHEeYMB €ro MCUXo-
COLIMAJIBHYIO aJJalTalluIO

7.2.1. 3amecmumenvuan mepanus MUHEPAIOKOPMUKOUOAMU

EQMHCTBEHHBIM  CHHTETHYECKMM  MpPEMaparoM s 3aMElICHUs
MUHEPAIOKOPTUKOUIHOW HEIOCTATOYHOCTH, BBIMYCKAEMBbIM B TaOJeTKax,
apisiercs OJIYIPOKOPTU30OH. B Poccun npumenstorcs KOPTUHEDD
(ITOJIb®A) u ®JIOPUHE® (BRISTOL-MYERS SQUIBB), conepxaiue B
onHol Tabnerke Quryapokoptuzona arerata 0.1 mr. Ilocne nmpuema BHYTpH
OBICTpO M MOJIHOCTBIO BcackiBaeTcs n3 JKKT. MakcuManibHas KOHIIEHTpAIUS
aKTHBHOIO BEIIECTBA B IIa3Me J0cTUraercs uepes 1,7 yaca.

[Ipenapar ne3okcukoptukoctepona amerar (JOKCA) obGnanaer
HEJIOCTATOYHOW MUHEPATOKOPTUKOUHON aKTUBHOCTbIO, MHAKTUBUPYETCS MPH
MIEPBOM IIPOXOXKACHUU Uepe3 MEeUEHb; B HACTOSIIEE BPEMsI HE UCTIOIb3YETCs U
CHSAT C NMPOU3BOJICTBA.

Koptunedd nHaznauvaercs oaumH pa3 B cyTku B jgoze 0,05—0, 1 wmr
(makcumansHo (0,2 Mr), Kak OpaBUJIO, €XKEIHEBHO YTpOM. B KiIMHUYECKOU
MPaKTUKE
PEKOMEHAYETCSI HCIOJIb30BAHUE CIEAYIOLUIUX KPUTEPUEB aJEKBATHOCTHU
Tepanuu KopTunepom:

- HOpMaJIbHbIC YPOBHU KaJIUsl U HATPHUS TUIa3MBbl;



-HOPMAJIBHBIA WJIM YMEPEHHO IMOBBIIIEHHBIA YPOBEHb AKTHMBHOCTH PEHHUHA

IU1a3MBl;

- HopMasibHOE (KOM(OPTHOE) apTepuaIbHOE J1aBJICHUE;

- OTCYTCTBHE OTE€YHOCTH, 3aJECPKKH JKUIKOCTH (MPU3HAKU IEPEAO3UPOBKHU

npemnapara).

Cnegyer uMeTh B BHJY HEKOTOpPblE OCOOCHHOCTH 3aMECTUTEIbHOMN
Tepanun KoptuHepdhoM BO Bpems OepeMeHHocTH. [lpu OepeMeHHOCTH
MPOUCXOJUT  TMOCTENIEHHOE W  3HAYUTEIBHOE  YBEJIMYEHHUE  YPOBHS
MPOrecTepOHa, KOTOPhIN, MOJIOOHO CIIUPOHOJIAKTOHY, SIBJISIETCS aHTAarOHUCTOM
MK. B 1ol cBsi3u, HeoOxoaumas no3a KoptuHedda npu OepeMEeHHOCTH
MOJKET 3HaYUTENIbHO Bo3pacTaTh. [10100p A03bI JOKEH OCYLIECTBIATHCS 10
YPOBHIO Kaius IUIa3Mbl U apTEpUAIbHOMY JaBieHUI0. YpoBeHb APII He
MH(OpPMATUBEH, TMOCKOJIbKY BO BpeMsi OEpEeMEHHOCTH OH U B HOpME
3HAQUUTENbHO TMOBbIIEH. OmNucaHbl CIoy4aw, KOrJa, OCHOBBIBAsACH Ha
MEPEUNCICHHBIX  KPUTEpHsX, JA03y KoptuHepdha HEoOXoauMo  ObLIO
yBennunBath A0 0,3 u naxe 10 0,6 Mr B JICHb.

7.2.2. 3amecmumenvHan mepanus 21l0KOKOPMUKOUOAmu

Kak yxe yka3pBasioch, pa3pabOTKa NPHUHIIMIIOB 3aMECTHTEIbHON
tepanuu 'K mnpeacraBisier Oosblliie TPYJHOCTH IO CPAaBHEHHUIO C YXKe
onucaHHou Tepanueid MK. D10 nmoaTBepKAaeTCs TEM, UTO:

- B apceHalie Bpaya uMmeerca Oousblnoe yucio mnpenaparoB 'K, xoTtopeie
MOTEHIIMAIIBHO MOTYT HMCIOJI30BaThCS ISl 3aMECTUTENbHOW Tepanuu |-
XHH;

- IUpKagHbIM xapakrep cekpenuu 'K B HOpMme;

- KOPOTKHMH NEPHUOJ MOJTYKU3HHU €CTECTBEHHOro u ocHOBHOTO 'K yenoBeka
KOPTHU30JIa U €ro MpenapaTos;

- OTCYTCTBHE OOBEKTHUBHBIX (JIa0OPATOPHBIX) KPUTEPUEB AaE€KBATHOCTH
3amecTtuTeNbHOM Tepanuu ['K, mpuroaHsix AJis MOBCETHEBHON MTPAKTUKH.

B xiMHMYecKOW MpakTUKE NPUMEHSIOTCS THAPOKOPTH30H (KOPTHU30:M),
KOPTH30Ha aleraT M WX MOJyCHHTeTH4YecKue mnpousBonnbie. [locnennue, B
CBOIO O4Yepe/b, JACIATCS Ha HEPTOPUPOBAHHBIE (NMPEAHM30H, MPEIHU3OJIOH,
METWIIPEIHU30JIOH) U (pTOpHpOBaHHbIE (TPUAMIMHOJIOH, JAEKCAMETAa30H U
OeTaMeTas3oH).

[Ipu npueMe BHYTPh TIFOKOKOPTHUKOHIBI OBICTPO M TOYTH MOJHOCTBHIO
BCACHIBAIOTCS] B BEPXHUX OTAENAX TOLIEH KUIIKH. [[puem numu He BAUSET Ha
CTENEHb BCAChIBAHUS TOPMOHOB, XOTS CKOPOCTb 3TOrO MPOLIECCa HECKOJIBKO
3aMeIIsAeTCs.

OcoOEHHOCTH TPUMEHEHUsI HHBEKIMOHHBIX (OpM OOYCIOBIEHBI Kak
CBOMCTBaMU CaMOI0 TJIIOKOKOPTUKOMJIA, TaK W CBSI3aHHOTO C HUM 3Qupa.
Hamnpumep, cykumHaThl, TeMUCYKIIMHATHI U (hochaTbl pacTBOPSIIOTCS B BOJE U
P MapEeHTEPATIbHOM MPUMEHEHUU OKa3bIBAIOT OBICTPOE, HO CPAaBHUTEIIHHO
KpaTKOBpeMeHHoe  jeiictBue. HampotuB, ameratsl W aleTOHUJbBI
IPEJICTABIISAIOT COOON MENKOKPUCTAIIMYECKUE CYCIIEH3UH U HEPACTBOPUMBI B
Boje. VX nelicTBHE pa3BHUBAETCS MEUIEHHO, HAa MPOTSHKEHUU HECKOJIBKHX



4acoB, HO TMpojojukaerca JuMTenabHO. BopopactBopumbie  3¢upb
TJIFOKOKOPTHUKOHMIOB MOTYT NPUMEHATHCSA BHYTPUBEHHO,
MEJKOKPUCTAININYECKHUE CYCIIEH3HUH - HET.

[Ipenaparbl THAPOKOPTHU30HA W KOPTHU30HA OO0JaJAl0T MHUHEPATOKOPTH-
KOUJIHOM aKTHUBHOCTBIO, XOTSI U OoJiee cy1aboil, 4eM UCTUHHbBIE MUHEPATIOKOP-
TUKOUAbI. HeToprupoBaHHBIEC MOTYCHUHTETUYECKNE TITFOKOKOPTUKOMIBI TAKKe
OKa3bIBAIOT MHHEPATOKOPTUKOUJIHBIE dPPEKThl (BBIPAXKEHHOCTh KOTOPBIX, B
CBOIO oOuepelb, ycrynaeT 3(p¢deKTaM NpPUPOJHBIX TIOKOKOPTUKOUIOB). Y
(TOPUPOBAHHBIX  NpENapaToB  MHHEPAIOKOPTUKOMAHAS ~ aKTUBHOCTH
OTCYTCTBYET.

['IOKOKOPTUKOM IHASI aKTUBHOCTh MOJYCUHTETUYECKHUX MTPENapaToB BBIILIE,
4eM y TUAPOKOPTU30HA M KOPTH30HA, 4YTO OOBSCHSETCS MEHBILINM, IO
CPaBHEHHUIO C MPUPOAHBIMUTIIOKOKOPTUKOUAMH, CBSI3bIBAHHUEM C OEIKOM.
Oco0eHHOCTBHIO (DTOPUPOBAHHBIX IIPENAPATOB SIBJISETCS 00JIee MEIICHHBIA UX
MeTabonu3M B OpraHu3Me, 4YTO BJe€YeT 3a COOOM  yBelIMuYeHHUE
MPOJIOJKUTEIBHOCTH JIEUCTBHS JIEKAPCTB.

I'MJIPOKOPTHU30OH  sBusercs €IMHCTBEHHBIM  TIIFOKOKOPTUKOUJIOM,
yIOBIETBOPSIIOIIUM BCEM TpEOOBaHUSM, KOTOpPHIE TPEIBSIBIAIOTCS K
npenapataM, MOPUMEHSEMbIM JUIsl TOCTOSHHOW 3aMECTUTEIbHOM Tepanuu
XHH. Twugpoxkoptuzon B 4 pasa cnabee  TPEeIHU30JI0OHA  TIO
[IFOKOKOPTUKOUHON aKTUBHOCTH, HO MPEBOCXOJUT €r0 MO BBIPAKEHHOCTHU
MuHepasokopTukonaHoro nevcreusa. Ilpm XHH, a taxke npu ocrpon
HAJIMOYECYHUKOBOW HEJOCTATOUYHOCTH M APYTUX HEOTIOKHBIX COCTOSHUSIX
npenapaThl THIPOKOPTU30HA SIBJSIIOTCS ITpenapaTaMu BeIOOpa.

B Hacrosiee BpeMsi €IMHCTBEHHBIM 3aperuCTpUpPOBaHHBIM B Poccun
MpEnapaToM TUAPOKOPTU30HA, JJIsI MpuMeHeHus: peros, sBisercss KOPTE®D
(PHARMACIA&UPJON), koTopblii BeilyckaeTcst B Tabserkax no 5, 10 u 20
MT.

Jns mapentepansHOoro BBeneHus wucnois3yrorcs COJIY-KOPTE®
(PHARMACIA&UPJON) - cyxoe BemecTBO sl MHBEKIMH BO (priakoHe,
coaepxkaieM 100 Mr ruIpoOKOPTU30HA HATPHS CYKIIMHATA C PACTBOPUTEIIEM 2
ma B amnyie; COIIOJIBKOPT H (EJIb®A) - pactBop AJist uHbEKIM 1 M B
aMmIiysie, cojepxameid TUAPOKOPTU30HAa TemMucykuuHata 25 mr u 50 wr;
I'MAPOKOPTU30OH (GEDEON RICHTER) - cycnieH3ust ajis UHbEKLIHM, 5
MI BO (uakoHe, conaepxkameMm 125 Mr TruapoOKOpPTHU30HA  alerara
MUKPOKPUCTAJUIMYECKOTO  (TOJIBKO  JUIsi  TIYOOKHMX  BHYTPUMBIIICYHBIX
unbekiuit); TUAPOKOPTU30H (HEMOFARM) - nuodguin3upoBaHHbBIM
MOPOIIOK ISl UHBEKIHUHN BO (uiakoHe, cojaeprkaieM S00 Mr rupoKopTH30HA
arerara, B KOMIUIEKTE C paCTBOPUTEIIEM B aMITyJiax.

KOPTHU30H Ttaxke Kak ¥ TUIPOKOPTU30H O0JIaJa€T BBIPAKEHHOU
MUHEPAJTOKOPTUKOUIHOM aKTUBHOCTBIO, HO KakK [0 T[JIOKO-, TaK U IO
MUHEPaTOKOPTUKOUTHON AKTUBHOCTHU yCTyHaeT TUAPOKOPTU3OHY.



[Ipumensiercs y 6ombabix XHH Tonbko ¢ HOpManbHO#M (yHKIIMEW TEYeHH,
MIOCKOJIbKY KOPTH30H IMpEeBpalllaeTcsi B TUAPOKOPTU30H B IMEUEHU U TIPHU
TSOKEJIOM  TNOPaXXEHUW O3TOT0  OpraHa INpHUMEHEHHE Ipernapara He
PEKOMEHy€eTCs.

B kmunnueckoi npaktuke npumenserci KOPTU3OHA ALETAT
(AKPMXWH), Beimyckaemblii B TaOiETKaX MO 25 M.

HPEJHU30OJIOH wmupoko nOpUMEHAETCS I 3aMECTUTEJIbHOU
tepaniuu XHH. B Hacrosiiee BpeMsi cUuTaercs, 4TO INPEIHU30JO0H MEHEe
NPEANIOYTUTENIEH JUIsl  IIOCTOSHHOM  3aMecTuTenbHOW Tepanmuu  XHH,
NOCKOJbKY, KaK M BC€ CHHTETHYECKHE IIpenapaThl, OTJIWYAETCS OT
TUIPOKOPTU30HA MHTECHCUBHOCTBIO CBSI3BIBAHMS C O€JIKaMH, pElenTOpaMH,
COOTHOIIIEHHEM pPa3Iu4HbIX Ouonornueckux 3¢dextoB. CooTHOIIEHUE
[IFOKOKOPTHUKOUHON M MUHEPAJTOKOPTUKOUIHOM aKTUBHOCTU MPETHU30JI0HA
cocrasisger 300:1.

HPEJHU3OJOH(AEKOPTHUH, MEJOIIPEN) TUTSt
3amectutenbHoM Tepanuu XHH BbeimyckaeTcss B Tabnerkax 1Mo S5 MI.
HNPEJHU3O0OJIOH nns unbekuuii (GEDEON RICHTER) - pactBOop st
WHBEKIMH, | MJI KOTOPOTro COIAEPXKUT MaszumnpeaoHa ruapoxiopuaa 30 wr;
COJIO-JEKOPTUH H (MERCK) - mnopomok [jisi NpUrOTOBIEHUS
MHBEKIIMOHHOTO PacTBOpa B aMmIlyliax, CoJepKallux MpeaHu30JI0H (B Gopme
remucykiuHara Hatpusi) 10, 25, 50 u 250 Mr B KOMILJIEKTE ¢ PACTBOPUTENIEM;
MHNPEAHU3O0JIOH (SANAVITA) -cycnien3usi [uisi MHbEKIUI B aMITysiax 1o 1
MJ, cojaepxamux npeaHusosiona amerar 25 wmr;IIPEAHHU30JIOH
XADPCIHYHA HUKOMEJA (NYCOMED AUSTRIA) - pactBop s
uHbeKIUU, B Imn comepxkamuii 25 mr npeanusonona; HPEJTHU30JIOH
AIETAT (ASTRAPIN) - cycnen3us ajis UHbEKIHHI, B 1 MJT peaHU30JI0HA
anerar 25 Mr.

METHUJIITPEJHU30OJIOH 110 CpaBHEHUIO C MPEIHU30JIOHOM
o0J1ajaeT HeCKOJIBKO OOJIbIeH TIIFOKOKOPTUKOUAHOW akTUBHOCTHIO (Ha 20%)
U OKa3blBaeT ciiaboe MHUHEPATOKOPTUKOUAHOE jeicTBHe. JIOCTOMHCTBOM
npernapara siBJISIETCA BECbMa yMEpPEHHas CTUMYJISILMS TCUXUKU U allleTUTa,
YTO ONpABIBIBAET €r0 Ha3HAUYCHHE OOJIbHBIM C HECTAOMIBHOW TICHXUKOW W
n30biTounoit  maccoit  tema.  MEJIPOJI  (PHARMACIA&UPJON),
METHUIIPE]I (ORION PHARMA INTERNATIONAL) - wmertun
npeaau3oiion 4 mr B tabnetke; COJY-MEJIPOJI (PHARMACIA&UPJON)
- METWINPEAHN30J0Ha HaTpus cykuuHara 40 mr B 1 mut, 125 mr B 2 mu u
dnakonsl, cogepxamue 250,500 u 1000 mr, METHUIIPE]] cyxoe BemiecTBo
JUIST UHBEKIUNA - aMIyJiel 4 MJI, COAEpKalllhe METWINPEIHU30JI0HA HATPUs
cykuudata 250 mr; METHUIIPEJ neno-dopma st uHBEKIMNA - 2 MJI B
aMmIIyse, cojepikaiiue MeTWInpeaHu3ojoHa ameratra 80 mr (mpeacTaBiseT
co0Ooli mpemnapar Jjis MapeHTEePaTbHOIO0 BBEICHHS UIMTEIHHOTO JCHCTBHS C
MeJJIeHHON abcopOrueld - T1ocjiae BYTpUMBIINIEUHOro BBeAcHus 80 wMr
mpernapara €ro JICMCTBUE MNPOJOKAeTCs B TedeHue 12 wyacoB 1moche



WHBEKIIMH, a CHCTEMHOE JielicTBUe HabmoaaeTcs B Teuenue 17 queit); JEIO-
MEJAPOJI (PHARMACIA&UPJON) - 40 Mr meTuianpeaHu3010Ha B 1 mil.

JEKCAMETA3OH 1o TiIrOKOKOPTUKOWJHOW AKTUBHOCTH B 7 pa3
NPEBOCXOAUT MPETHU30JIOH. SABnsieTcss PTOPUPOBAHHBIM TITHOKOKOPTUKOUIOM
U He o0nazaeT MUHEPATOKOPTUKOUIHBIM JelicTBueM. [lo cpaBHEHHUIO ¢
IpYrUMU TpernapataMu B OOJbIIIEH CTENEeHH MoJaBiseT GyHKIHUIO Tunodusa.
JUINTENPHOE TPUMEHEHHE HE PEKOMEHIYETCS B CBA3M C ONACHOCTBHIO
cepbe3HbIX MOO00YHBIX AP(DEKTOB (MPEXKIE BCETro, YTHETCHUs] THIOTaIaMo-
runo(u3apHoO-HAANOYEUHUKOBOM OCH, HapylIeHUss OOMEHHBIX IMPOIIECCOB,
ncuxoctumy-nupytomero  aedcteud). JAEKCAMETA3OH(AEKCA3OH,
JAEKCAME/) Boinyckaercs B Ttabnerkax mo 0.5 mr; JEKCAMETA30OH
pacTBOp ISl UHBEKIIUH, coepxkanuii 4 Mr nekcamera3zona ocdara

OcHOBHBIC IPUHIMIIBI 3aMecTUTEIbHON Tepanuu npu XHH:

1. 'V oOombabix ¢ XHH nmnpenapaTel TIHOKOKOPTHKOCTEPOUIOB
MPUMEHSIOTCS OKUZHEHHO;

2. lng 3amectutenbHoi Tepanuun XHH ucnonb3yror ¢pusnonoruueckue
N03bl TITIOKOKOPTUKOUIOB. IIpenapaTel BBOASATCA C YYETOM PUTMa CEKPELHU
TTFOKOKOPTUKOUIOB (2/3 CyTOYHOM /10361 yTpOM | 1/3 - Beuepom).

3. OcCHOBHBIMH rpernaparaMu JU1sL 3aMECTUTEIbHOU
rimokokoptukouaHoit tepanuun XHH sBistorcs KOPTE®, KOPTU30OHA
ALETAT, TIPEJHUW30JIOH; nmus KOpPpEeKIUMH MHUHEPATOKOPTUKOUIHOM
HegoctaTrouHOCTH -KOPTUHED®, ®JIOPUHE®.

4. OueHka aJIeKBaTHOCTH 3aMECTUTEIIBHON TEPANNH TIIFOKO- U MUHEpAII
OKOPTUKOWUJIAMU MPOBOJUTCA MO KIMHUYECKUM TapameTpaMm: OLEHKa
anmnerurta, (U3MYECKOW aKTHUBHOCTH, Beca, aprepuanbHoro aamieHus, YCC,
YPOBHSI 3JIEKTPOJIMTOB KPOBH, TJIFOKO3bl KPOBU HATOIIAK M HANpaBJICHHBIN
cOop aHamHe3a aJisl BbIsICHeHUs oOuiero coctosnus. [Ipu nepsuunoit XHH
00BEKTUBHBIM KpUTEpPUEM KOMIIEHCAllUU MUHEPAIOKOPTUKOUAHON
HEJOCTATOYHOCTU SIBJIAETCS HOpMau3alusl COJCPKAHUS PEHUHA IUIa3Mbl, a
[NIFOKOKOPTUKOUAHON HEJIOCTAaTOYHOCTH - HOPMalIW3alus KOHUEHTPALHUU
AKTI B mna3me kpoBu. OmpenejieHue KOPTH30J1a KPOBH W CBOOOJHOIO
KOPTH30J1a MOYH HA ()OHe MpHeMa NMPenaparoB IIIOKOKOPTHKOWAOB 1JIsi
noadopa MX aJeKBaTHOM 03bI HEMH(POPMATHBHO W NPOBOAUTH HX
HelesJ1ecoo0pasHo.

CyMMHpOBaB CKa3aHHOE, Ha CErOJHSAIIHUN J€Hb MOXHO BBIIEIUTH
CIIEIyIOIME KPHUTEPUU AJIE€KBATHOCTH TJIFOKOKOPTHKOMJIHOIO KOMIIOHEHTA
3amecturenpHor Tepanuu 1 -XHH:

- Knunuueckass kapTuHa, HaJeKHbIE OOBEKTHUBHBIC (J1a00paTOPHBIC)
KPUTEPUHU OTCYTCTBYIOT.
- MuHuManpHO BBIpaXXEHHBIE >KAJIOOBI Ha C€IA00CTh W HU3KYIO
paboTOCTIOCOOHOCT.

- OrcyTrcTBHE BBIPDQ)KEHHOM TUIEPIUTMEHTAIMM KOXH U €€

IIOCTETIEHHBIN perpecc.



- ITonnepxanue HOPMaIBHOM MaccChl Tejda, OTCYTCTBHE ajaobd Ha
IIOCTOSIHHOE YYBCTBO TOJIOJA W TNPU3HAKOB INEPEIO3UPOBKU (OKUPEHUE,
KYLIMHTOUIU3ALIHS], OCTEOTIEHUS]),

- OTCyTCTBHE  THMIOINIMKEMUYECKHX  BIHU30[I0B, HOPMAJIbHOE
apTepuaIbHOE JIaBJICHUE.

Oco0ennoctu 3amecTuTe1bHOM Tepanuu npu XHH.

* Jlo3a npenapaToB 3aBUCUT OT TSKECTH 3a00JIeBaHMsI, CTENIEHU KOMIIEHCALUH,
COCTOSIHUS, B KOTOPOM HAXOJUTCS OpraHu3M OOJBHOTO (CTpecc, MOKOM).
[Ipu neckou hpopme XHH pekomennyetcst neueHre koprepom 15 mMr B CyTku
WM KOPTU30HA aleTaToM B 03¢ 12,5-25 Mr B CyTKH B OAWH WJIU JIBA IPUEMA.
Ecnu npenapaTt npuHUMaeTcst OJJUH pa3 B CyTKH, TO YTPOM IOCJIE 3aBTpaKa.

[Tpu 3abosieBaHUM cpedHell msdcecmu u madxicenol ¢hopme Ha3HAYACTCS
O0ObIYHO KOMOMHUPOBAHHHAS Teparus - coyeTaHue Kopreda WU KOPTHU30HA
aneraTta, IPEIHA30J0HA W MHUHEpAJIOKOpTUKOWUIOB. IIpu cpenHel TspkecTH
3a00eBaHUs Ha3Ha4aeTcss oObIdyHO Kopred 15-20 mr yrpom, 5-10 mr mocne
obena + dmyapoxkoptuszon 0,1 mr yrpom; mpemnuszoiod 5-7,5 mr u 0,1 mr
koptuHedda mocie 3aBTpaka, kopred 10 mr mocie odexa + 5 Mr nocie y>kuHa
WJIM KOPTU30HA arerar 25 Mr nociie obena + 12,5 mr mocnie yxuHa.

[Tpu vipasicennoii dexomnencayuu XenaTeNbHO NEPEBOJIUTH OOJIBHBIX Ha
BHYTPUMBILIEYHbIE UHBEKIIMU THAPOKOPTU30HA - HE MeHee 3-4 MHBEKLUHW B
cyTKH B J103€¢ 75-100 Mr ¢ mocieayrouyM NOCTEIEHHBIM CHHXKEHUEM J03bl U
NepeBoIoM OOJIBHOTO Ha MpHUEM IpenaparoB peros. Jro0oil crpecc, BKiroUas
JMXOpagouHOe 3a00jeBaHKe, TPaBMY, ONEPATUBHBIE BMEUIATEIHCTBA, MOTYT
COPOBOLMPOBAaTh  ajaucoHuyeckuit  kpu3.  [loatomy  HeoOGxomumo
3a0JJarOBPEMEHHOE BBEJECHUE JIOMOJHUTEIBHBIX J03 TIIIOKOKOPTUKOUIOB
(mo3a TIIOKO- W MHMHEpPAJOKOPTUKOMJIOB YBEJIMYMBaeTca B 2-5 pa3 1o
CpaBHEHMIO ¢ mojjepxuBaroniei 1030i1). [Ipu nHPeknoHHbIX 3a00J1€BaHUSIX
JIETKOW WU CpeHETsKENON (OpMbl JOCTATOYHO 103y TIIOKOKOPTUKOUOB
yBeIU4MTh B 2-3 paza. Ecnu 3a0o0neBaHue MPOTEKAET C PBOTOM, a TaKKe MpHU
NOSIBJIEHUM CHUMITOMOB aJIpEHAJIOBOIO Kpu3a, OOJIBHOM JIOJDKEH OBITh
TOCIUTAJIU3UPOBAH I TPOBEICHUS HWHTEHCUBHBIX Meponpustuil. [lpu
TSOKEJIOM  TEUEHWHM HWH(EKIMOHHBIX 3a00JIeBaHUN  WIM  MPOBEJICHUU
XUPYPrUYECKUX ONepaluii B YCIOBHUSX OOLIEH aHeCcTe3uH, Kak MpaBHIIO,
TpeOyeTcs BHyTpUBEHHOE BBeJieHuE coiy-kopreda (100 mr kaxasie 8 yacoB)
WM THUAPOKOPTH30HA arerara 50 Mr B/M Kaxjblie 4-6 4acoB. Y AapHbIE J103bI
TJIFOKOKOPTUKOMIOB CHUXKAIOT OBICTPO uepe3 | mim 2 HA mociie JUKBUAAIUU
CTPECCOBOM CUTYallUH.

Jlo3a 3aMeCTUTENLHON TEpaK 80 8pems OepemMeHHOCMU OCTAETCsl TaKou
ke, HeOONbIIOe YBEIWYeHHuEe J03bl TpeOyeTcss Toclie TpeX MeEcCAIeB
o6epemenHoctu. Ilpu ponmax BBeJeHHE TOPMOHOB MPOU3BOAAT IMPU TeX Ke
YCJOBUSIX, YTO U MPU MJIAHOBBIX ONEPALUSIX.

[Ipu  3amecTUTENBPHOW  TEpanuu  T[IIOKOKOPTUKOWJAAMHU  BO3MOXHO
pa3BUTHUE NPUHAKOE Nepedo3UuposKy TIPErapaToB: OBICTPOE YBEIUYECHUE Beca,
MOSIBJICHWE MBIIIEYHOW CIIa00CTH, MOBBIIICHHE AapTEePHATBLHOTO JaBIICHUS,
rOJIOBHBIE O0JIH, 3a/IepKKa )KUJIKOCTH (TIOSBJICHHE OTEKOB), CHH)KEHUE YPOBHS
KaJlusd W TOBBILIEHWE YpPOBHA HATpus B IulasmMe. B 3TOoM ciyyae p03a
BBOJMMBIX INPENapaToB JOJDKHA ObITh YMEHbBIIECHA. YCTpaHEHHE CHMIITOMOB
TUIIEPKOPTULIA3MA ITPOUCXOIUT MEJICHHO - B T€UEHHE 4-8 HEEIb.



[Tpu covemanuu ~ XHH u  s36eHHou  0o0Ne3HU KENyaKa  W/WAIU
JBEHAIIIATUNIEPCTHON  KHILIKKA MPEANOYTEHUE OTAAETCS MHUHEPAIOKOP-
Tukouaam. B ciaydasx HepocTaTtoyHOTo JieueOHOTOo 3P deKTa TOMOTHUTEIHHO
Ha3HAYyaloT TJIIOKOKOPTUKOU/IBI, HauMHasi C MaJlbIX JI03 MOJI MPUKPBITUEM
aHTAlUJIHBIX TpenapaToB C 00s3aTEIbHBIM OJHOBPEMEHHBIM BBEICHUEM
aHA0OMMYECKUX CTEPOUAOB. B peakux ciydasx, MpU TSHKEIOM SI3BEHHOM
MOpakeHUH, npuderaroT K BHYTPUMBIIIICYHOMY BBEJICHUIO
MPOJIOHTUpOBaHHbIX  (opMm  (meno-dopm)  rimrokokoptukouaoB (AEIO-
MEJIPOJI, METU-TIPEJl ~ AEIIO) B coueranmu ¢  mOpenaparamu
MH30IPOCTONA (CAUTO-TEK) - CUHTETUYECKUMHU aHaJloraMu
npocrarnanauaa El. TlocinenHue oka3bIBalOT IHUTOMPOTEKTUBHOE JIEUCTBUE,
CBSI3aHHOE C YBEJIMYECHUEM OOpa30BaHMsS CIU3M M TOBBIIICHUEM CEKpPELUU
OukapOoHaTa CIM3UCTOM OO0OJIOUKOM JKellyJKa, TeM CcaMbiM IOBBIIIAs €e
YCTOMYMBOCTD K BO3JICUCTBUIO BPEAHBIX (DAKTOPOB.

[Ipu couemanuu XHH u caxapmoco  Ouabema MpeANnoOUYTUTEIIbHEE
Ha3Ha4YaTh MUHEPATIOKOPTUKOUJIBI, MTPAKTUUYECKA HE OKa3bIBAIOIINUE BIIUSHUS
Ha yraeBoAHbId oOMeH. [Ipu HemocTaTouHOW A((HEKTUBHOCTH - TIIFOKOKOP-
TUKOUBI.

B cnyuasx coueranuss XHH u apmepuanvhou 2unepmeH3uu B TEPBYIO
ouepellb HA3HAYAKOTCA TINIFOKOKOPTUKOWABI C MHUHUMAJIBHBIM MUHEPAJO-
KOPTUKOWAHBIM  JAeiicTBUeM. [lpeanmourenne oTAaeTcs MPEIHU3ZO0JIOHY,
KOTOpBI Ha3HAuYalOT TO0J KOHTposieM ypoBHA AJl, obmiero cocTtosHus,
MCCIIEIOBAHUSI DJIEKTPOJIUTOB U caxapa KPOBH.

B npuBeneHHBIX CcXeMax 3aMECTUTENIbHOW  Tepanmuu  yKa3aHbI
OpUEHTHUPOBOYHBIE, HAMOOJIEE YacTO HCIOJIb3yeMbIE J03bl MpenaparoB, Kak
BpeMsi pUeMa, TaKk U J103bl KopTuHe(dPa 1 rIFIOKOKOPTUKOUIOB MOAOUPAIOTCS
UHIUBHUIYaJbHO. MOXXHO PEKOMEHI0BaTh CIEAYIOUIYIO MOCIEI0BATEIbHOCTD
BapuaHT mnojoopa 3amectutenbHor Tepanuu 1 -XHH. Ilocne Toro, kak
COCTOSIHUE MallMeHTa HOpMaJIM3yeTcs Ha (POHE WMHBEKIUU TUIPOKOPTU3OHA,
eMy Ha3zHayaeTcsl TabJIeTUPOBAHHBIM THUAPOKOPTU30H B 103e 30 Mr/cyT wiu
npeaHn30JI0H B 03¢ 10 Mr/cyT Ha 2 mpueMa B coueTaHuu ¢ KopTuHehHOMB
noze 0,ImrB nenb. [lanee ocymiectBisercss moaodop ao3bl  9a-FF,
OPUEHTHUPYSCh HA YPOBHM Kajius ria3mbl 1 ypoBeHb APII yrpom. Ilocie atoro
HayMHAIOT MeaJieHHO (1 pa3 B Hellelo) yMEHbIIATh 103y THIPOKOPTU30HA (HA
5 MT) Wiu npeaHu3oJioHa (Ha 2,5 Mr) 10 TeX IMOp, MOKa HE MOSIBATCS JIETKUE
CUMIITOMBI TUIOKOPTUIIM3MA (BedepHsst ciabocts). [locne »Toro mo3y
TUAPOKOPTHU30HA WM MPEIHU30JI0HA CHOBA HECKOJIBKO YBEJIMYHUBAIOT.

7.2.3. 3amecmumenvnuan mepanus npu AIIC

Jleuenme  AIIC  3akmroyaeTrcs B 3aMECTUTENIBHOW  TEpanuu
HEJOCTATOYHOCTH MOPAKEHHBIX SHAOKPUHHBIX keie3. ClielyeT UMETh B BULLY,
YTO Mpu couetannu runotupeosa u 1-XHH Tepanus HazHadaeTcs AWML OCIE
KOMIleHcauuu  nociieqHed. [IpoBoast 3aMecTHTENbHYIO TEepanuio  Ipu
couetanuu runonapatupeosa u 1-XHH (nmpu AIIC-1 ), cnienyer umMeTh B BUAY,
YTO B HOPME KOPTU30J] U BUTAaMUH D OKa3bIBalOT MPSMO MPOTHUBOIMOIOKHBIE
ahdexTsl Ha KUIIEYHYIO aOcopOruio Kaublms. TakuMm oOpasomM, TpH



AepUIUTe KOPTU30JIa HMEETCS MOBBIIIEHHBIH pPHUCK  MEepeJO3UPOBKU
npenaparamu ButamuHa D. C npyroil cTopoHbl, Ha3HAYeHUE OOJBIIUX 03
KOPTUKOCTEpOMIOB Jaxe mpu naekomneHcauuu [-XHH, coueraromeiics c
TUIIONIAPaTUPEO30M, MOYKET CIIPOBOLMPOBATH BBIPAKEHHYIOTUITOKAIBIIMEMHUIO
C COOTBETCTBYIOIIEN KIMHUYECKOW CUMIITOMATUKOM.

Cnenyer uMeTb B BHAY, YTO NPU HU30JUPOBAHHOM THIIOTUPEO3E
cekpenuss U Metabonu3M (KIMpPEHC) KOpTusojia CHuKeHbl. [lostomy mnpu
HazHaueHnu oObryHbIX 103 'K ¢ nensto 3amecturensHoil Tepanuu 1 -XHH, y
[TALIMEHTOB C HE BBIABIECHHBIM THUIIOTHUPEO30M MOTYT MHOSIBUTHCS CHMIITOMBI
NEPEAO3UPOBKU U KyLIMHIOUIU3ALIAH.

Cepbe3Hyl0 JUMAarHOCTHMYECKYI0 M KIMHHUYECKYIO MpoOJIeMy MOXKET
coctaBuTh coueranue 1-XHH u 6one3nu I'peiisca-bazenosa (bI'b). B nepByto
ouepelb, NPU MOATBEPKIECHHOM THUPEOTOKCHKO3€, OBbIBa€T HEOOXOIUMO
muddepennmpoBath UcTHHHYIO 1-XHH u Tak Ha3piBaeMyr0 THUPOTEHHYIO.
Cpazy 3ameTnm, 4TO OOHApyXEHUE TPU TUPEOTOKCHKO3e cumnToMoB 1-XHH
(Jlerkas THUNEPNUTMEHTAlMs, TUIOTOHMS) 4Yallle BCEro CBUIETEIbCTBYET
UMEHHO 0 TuporenHoi 1-HH. Pa3BuTue THpOreHHOrOorunoKOpTULM3M CBSI3aHO
C TeM, YTO MPU TUPEOTOKCUKO3€ MPOUCXOAUT MHTEHCU(UKAIS MeTaboIr3Ma
KOPTH30JIa. YCKOpPEHHE MeTafosiu3Ma KOpPTU30Ja MPOUCXOAUT 3a CYET
aKTHUBU3allMM  PEOyKIUU €ro A-Kojblla, B pe3yJbTare WHIYKIHU
JIOKAIM30BaHHOW B IIEYEHOYHBIX MHUKpOCOMax Sa-peaykrasbl. Kpome Ttoro,
npu TUPEOTOKCUKO3€ IIPOUCXOUT VHIYKLUS neyeHoyHoitl 13-
ruapokcucrepouaeruaporenassl (11p-HSD), 4To mpuBOAUT y yCKOpEHHIO
NpeBpalleHus KOpPTU30ja B  OMOJOTMYECKM HEaKTUBHBIM  KOPTHU3OH.
[Tockonbky ITHC B 3TOM cuTyauuu y NalMEeHTa HMHTAaKTHA, B OTBET HAa
yCKOpeHHe MeTabosu3Ma Mnpoucxoaut aktuBaius npoaykuuu AKTID u
IUIa3MEHHBIM YPOBEHb KOPTH30Jla M YPOBEHb €ro CyTOYHOW JKCKPELUUHU Y
MallMEHTOB c M30JIMPOBAaHHBIM TUPEOTOKCUKO30M
(THPOT€HHBIMTMIIOKOPTULIU3MOM) OyayT HOpMalbHbIMU. llpunctuaHON 1-
XHH Oygner ompenensiThCsi OTCYTCTBHE aJ€KBATHOIO BhIOpOCA KOPTHU30Jia B
craugaptHoM Tectre ¢ 1-24-AKTI, JuddepennumanpHas auarHoCTHKA
HMCTUHHOTO M TUPOr€HHOTOTMIIOKOPTUIM3MA AOJDKHA 0a3MpOBaTHCSA MMEHHO
Ha 3ToM Tecte. [loaxoasl k neyennto bI'b y 6onbubix ¢ 1-XHH nomxHbl ObITH
10 BO3MOKHOCTH O0Jiee paJuKaabHbIMU. Y UUTHIBAsl HEKENATEIbHOCTD MpH 1-
XHH omnepaTuBHBIX BMEMIATEIIBCTB, JICUCHHEM BBHIOOpA THPEOTOKCHKO3a
CJIEQYET MPU3HATh TEPAIIUIO PAJUOAKTUBHBIM HoaoM- 131.

Haouaronenue 3a nanuenrom ¢ HH

1. KoHTponbs anekBaTHOCTU 3aMecTUTENbHOM Tepamuu | pa3 B 6
MECSAIIeB BKIIIOUAET B Ce0s
. UCCJICJIOBAHUE KaJIusl, HATPUs

. aKTUBHOCTH peHHHa ria3mbl (APIT)



. OCMOTp DJHJOKpHHOJora 1 pa3 B 6 MecslleB C OLEHKOU

JTUHAMHUKA pocTa U Beca, AJl, kajo0, aHaIM30M NPUYUH OCTPBIX
COCTOSIHUMA (€ciaM TakoBble ObUIM 3a MPOUISAIIMHA MEepUoJl C MOMEHTa
npeasiayuero ocMorpa) [BII]

2. Ob6cnenoBanue ¢ yuderom npuunHbl XIIHH pans BoisiBieHus
HOBBIX KOMIIOHEHTOB CHHAPOMAa WJIM KOPPEKIMHU YK€ HA3HAUYCHHOW Tepanuu
JOTOJIHUTENIbHBIX KOMIIOHEHTOB COBMECTHO C APYTUMH CIEIIUATUCTAMH | |

Illpumepor:

. [Ipu X-cuemnienHoi aapenoneiikoaucrpopuu: MPT romoBHOro
Mmo3ra 1 pa3 B 6 MecdleB, KOHCYJIbTallMsl CIIEHHAIUCTa-HEBpoJiora — 1 pa3 B 6
MECSILIEB

. I[Ipy ayTOMMMYHHBIX MOJUTIAHIYISPHBIX CHHAPOMAX WIIH
n30avMpoBaHHoM  ayroummyHHou — XIIHH: VCCJIEIOBAHUE  KaJIbLIUA
nonusuposanHoro, dhochopa, TTI, cBT4, AnT, AcT, riaroko3a, KIMHAISCKHAMA
aHaJIN3 KPOBH, a TAKXKE — APYTUE UCCICTOBAHUS - 110 TOKA3AHUSAM.

. [Ipu nedexrax reHa DAX-1: KOHTpOJb AMHAMUKHU IOJOBOTO
pa3BUTUA Ui CBOEBPEMEHHOIO HA3HAYEHUS 3aMECTUTEIBHOM Tepamnuu
MOJIOBBIMU CTEPOUJAMM.

[TarmenTsl ¢ peakumu HacneaAcTBeHHbIMU BapuanTamMu [IXHH momxHbI
HAOJII01AThCS HE TOJIBKO MO MECTY KHUTENbCTBA, HO U B CIIEIUATU3UPOBAHHBIX
MEIUIIMHCKUX [IEHTpaxX, UMEIONIMX OMNBIT HAONIO/IEHHs 3a TalMeHTaMU C
PEIKOIN SHIOKPUHHOM MATOJIOTUEH.

7.2.4. Ilepcnekmuewl 3amecmumebHOU mepanuu 2UNOKOPMUYU3IMa

Becpma nepcrniekTiBHON MorJia Obl CTaTh pa3padoTKa Ta0JIeTHPOBAHHBIX
(GbopM TUAPOKOPTU30HA C JUTUTEIBHBIM WA 3aMEJIEHHBIM BBICBOOOKICHHUEM.
VYBeIWYEeHHEM JIIMTEIBbHOCTA JACHCTBHUS  IPENApaToB T'MAPOKOPTU3O0HA,
BEPOSITHO, MOXKHO ObUIO OBl HUBEIHUPOBATH OINHUCAHHBIC HEJOCTATKH
3aMEeCTUTENIbHOW Tepanuu. B Hacrodiiee Bpemsi Takue pa3pabOTKU He
BEIIyTCsl, XOTS MOKETaHUs 00 UX 11eJ1eCO00Pa3HOCTH BBICKA3BIBAINC.

B ocnoBe mnarorenesa 1-XHH nexur mnonHoe pa3pylieHHUE KOpbl
HAAMOYEYHUKOB JECTPYKTHBHBIM mporeccoM. Takum 00pa3oM, MOMHUMO
[JIIOKO- W MUHEPAJIOKOPTHUKOUJIHON  (YHKIMU  BBINAAAET  CEKpeLus
HAJIMOYCYHUKOBBIX aHJPOTCHOB, KOTOpbhIE O00JIANAI0T CHeUDUUECKUMHU
GyHKIMUSIMH, KaK B KEHCKOM, TaK M B MY>KCKOM opraHusme. B mmrepatype
aKTUBHO OOCYKJIa€TCS BO3MOXKHOCTh MCIIOJIB30BAHUS I 3aMECTUTEIHHOM
tepariud  1-XHH OCHOBHOTO HaJIIIOYEYHUMKOBOTO AaHAPOrEHA 4YeIOBEKA
JETUIPOINUAHIPOCTEPOHA; BEAETCS OOJIBIIOE YUCIO SKCIEPUMEHTANbHBIX U
PAIl KITMHUYECKUX UCCIENOBAHUM.

8. O0yueHue NanMeHTa U CEMbH

KitoueByto pons B neuennn HH urpaer o0yuenue naineHTa OCHOBHBIM
NPUHIIMIIAM 3aMECTUTENIbHON Teparivu, MOBEJIEHHUsS B HEOOBIYHON W OCTpOi
CUTYyaIlUU.



OcHOBHBIE NPaBHJIA, KOTOPbI€ JO0JIKEH 3HATH KaKIbIA NAUHEHT
(nsIm poauTeib), a TaKKe OJIMKalIIee ero OKpyKeHue:

® YBenmuuuBaTh 103y KopTreda B 2-3 paza B CTpPECCOBOM
CUTYaIH, TPU WHHEKITMOHHBIX 3a00JIEBAHUSX C TEMIIEPAaTypoid BIme 38
o Nmerr B JomamiHe ¢ TOXOJHOM anTeuke Habop

AKCTPEHOW MOMOIIN — TUAPOKOPTH3OH JIJIsi B/M (MJM B/B) BBEJCHUS. Y METh
MAlMeHTy WA COMPOBOXKIAMOIIEMY JHIy B Cilydae HEOOXOIUMOCTHU
(pe3koe yxXynlIEHUWE COCTOSHUSA, PBOTA, MOTEpS CO3HAHUS, CYAOPOTH)
CaMOCTOATENLHO CclieJlaTh B/M  HMHBEKIHUIO [0 TMpHue3/la MEIUIIMHCKON
TTOMOIIIH.

Bcem mnamumentam ¢ HH pexomenayercs HoleHue Opaciiera c
yKa3aHUEM UWMEHH, HEOOXOJUMOCTH TIOCTOSHHOW TEpamuu TJIIOKO- U
MHUHEPAIOKOPTUKOUJIOB W PEKOMEHJALMSAX [0 OKAa3aHUI0 SKCTPEHHOU
MEJIUIIMHCKON MOMOIITH, TeedoHa JOBEPEHHOTO JIUIIA.

9. TpyaocnocodHOCTh U NPOGUIAKTHKA.

BosibHBIM €  XpPOHMYECKOM HAANOYEYHUKOBOM HEAOCTATOYHOCTHIO
MOKa3aH TMEPEeBOJ Ha JIETKYH paboTy ¢ HOPMHUPOBAHHBIM pPabOYUM JHEM,
UCKJIF0Yasi HOUHbIE CMEHBI, KOMaHIUPOBKH, TSDKEIYIO (PU3HUECKYIO HAarpy3Ky.
B nepuon  gexkoMmIieHcallMd — TUIOKOPTHIIM3MA  OOJIbHBIE — CUMTAIOTCS
HETPYA0CIIOCOOHBIMU. I[Ipu  TsKENOU dbopme HAJIMOYECYHUKOBOU
HEJIOCTATOYHOCTH IMTOKAa3aH NMEPEBOJI HA UHBAIUHOCTb.
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