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Abstract

In the project of clinical recommendations Russian Association of Endocrinology focused on diagnosis and differential diagnosis of primary adrenal insufficiency
with special reference to diagnostic steps, major pharmacological tests, instrumental studies. Strategies of management of patients with this pathology are de-

scribed.
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BBenenne

ITepBuyHas HaAIOYEIHNKOBAsE HegocTaToYHOCTD (1-HH)
OIlpefie/sAeTCsl HeCOCOOHOCThIO KOPBI HAIMTOYEYHIKOB IIPO-
U3BECTH JOCTATOUYHOE KOINYECTBO ITI0KO- ¥ MUHEPATIOKOPTH-
Konpos. 1-HH sABngerTca TsKenbIM )XM3HEYTPOXKAIOLIUM CO-
CTOsIHMEM BC/IEfICTBYE VICK/TIOUNTE/IbHO PO/IN 3TUX TOPMOHOB
B ofecriedeHN KU3HEIeATeIbHOCTIE OPTaHN3Ma, YIacTUH B
9HepreTM4ecKoM I BOJJHO-coieBOoM romeocrase. 1-HH snep-
Bble onycaHa TomacoM AIJJMCOHOM U O3TOMY Ha3bIBaeTCsA
6oesubo Axpucona. [lepuiut KopTu3oIa MOCPERCTBOM 06-
paTHOII CBA3U BO3JIEICTBYET Ha TUIIOTATaMO-TUIO(U3aPHYIO
OCb U1 IPUBOJNT K IOBBIIIEHNIO YPOBHSA aJIpeHOKOPTUKOTPOII-
Horo ropmoHa (AKTT). IIpu geduunre MuHepagmoKOpTUKON-
IOB BO3PACTaeT YPOBEHDb PEHMHA, CMHTE3MPYIOLerocs I0KCTar-
JIOMEePYIAPHBIMY KJIeTKaMU ITO4YeK. ITO UMeeT BaKHOe KN~
HIYeCKoe 3HaueHMe, TaK KaK IIpY BTOPMYHOI HaJITI0YeYHIKO-
BoIi HegocTatounoctu (2-HH), xorma OTCYTCTBYET CEKpeLs
AKTT, MmrHepanokopTukongHas GyHKIVsI, peryaupyemas pe-
HMH-aHIMOTEH3)H-a/IbJJOCTEPOHOBOI CUCTEMOIL, HEe CTPaiaeT.

ITpu 1-HH yacTto HabmoganTcst: IoTepsi MacChl Teja, OPTo-
cTaTmyecKasi TMIIOTEH3Ns BCIECTBIIE 00e3BOXXIBAHMIS, TATA K
COJICHOMY, IMIIOHATPUEMILS, TUITepKa/eMus (Jalle IIocie Ma-
HudecTauyuy IUMOHATPUEMNUN ), UBMEHEHUA B KIIMHIYECKOM
aHanu3e KpoBy (aHeMus, 903uHOGUNNS, TUMOLNTO3) U T~
normukemust (tabi. 1). [Tossimennas cexkpenust AKTT u npy-
I'VX TENTHUI0B IPOONOMETAaHOKOPTIHA 4acTO IIPUBOANUT K
TUIIePHOUTMEHTAlVN KOXM U CAU3UCTBIX. OfHAKO JIaHHBIN
IIPM3HAK IIPOAB/AETCA B Pa3/IMYHOI CTEIIeH! Y PasHbIX MaIiy-

€HTOB I MHOT/}a He3aMeTeH (JKeaTe/IbHO CPaBHUTD IIBET KOXK-
HBIX ITIOKPOBOB C CMOCOM ManyeHTa). Y KEHIUH MCYe3aeT
MOJMBIIIEYHOE U T0OOKOBOE OBOJIOCEHNE BCIENCTBIE CHIKE-
HUA YPOBHSA HAJ[IIOYEYHUKOBBIX aHIPOTeHOB. Bce ocTanbHbIe
cumnromsl 1-HH siBnstiorcst HecnenmduyaHbIMu: c1abocTb,
YCTaIOCTh, KOCTHO-MBIIIIEYHbIE 1 A0OMIHATbHbIE 6O, Jie-
Ipeccus U MOBBIIIEHHAs TPEBOXKHOCTD. B pesynbrare gocra-
TOYHO 4acTo 60/Ie3Hb IMArHOCTMPYETCA TOMBKO Ha 9TaIle OCT-
poro agjuconndeckoro kpusa (AK) - kpaiiHe ormacHoro mis
JKUSHI COCTOSTHMS. Y OO/BIINHCTBA [TALNEHTOB Ha (POHE afjeK-
BaTHOTO JIEYEHMsI KAYeCTBO XU3HH, CBA3AHHOE CO 3OPOBbEM
(Health-Related Quality of Life - HRQoL), cumxkeno [1]. Kpo-
Me toro, HRQoL 06paTHO HpONOPLMOHAIBHO KOMMYECTBY
BpEMEHN 3a/JeP>KKI YCTAHOBJIEHNsI {uarHosa (MHOIa B Tede-
Hue psiga et) [2]. JanHas mpobmeMa CBsI3aHa ellie U C TeM, ITO
1-HH - aT0 oTHOCKTENBHO pefjKoe 3ab0JieBaHIe C pacupo-
cTpaHeHHOCTbIO ~100-140 cydaeB Ha 1 MIIH Ye/IOBeK, a 3a60-
neBaeMoCThI0 — 4:1 MIH ciay4aes B rof [3]. OgHako B moces-
HIe TOJIbI TIOSIBU/IVICh HOBbIE JJAHHbIE 00 YBETMYEHUN PacIIpo-
CTpaHEeHHOCTH, 0COOeHHO cpeny >KeHIuH [4]. Hanbornee pac-
npocrpaHenHas npuuuna 1-HH - ayrommmynHas (6onee
90%), manmee cineayooTr uHexuuyu (Hampumep, TybepKyes),
pasHble HACeCTBeHHbIE 3a00/1eBaHIsI, KOTOPbIe B OOIBIINH-
CTBe CITy4aeB UATHOCTUPYIOT B IETCKOM BO3pacTe, ajipeHa-
JI9KTOMYS ¥ OIYXO/IU HaAmodevHnKoB. Kpome toro, Bemen-
CTBYE YBEIMYIEHNUS YICTa XPOHNIECKUX TSKEIBIX OO/NTbHBIX,
TPeOYIOIUX MHOTOKPATHBIX I MHOTOKOMITOHEHTHBIX MeJI1Ka-
MEHTO3HBIX METOJIOB JIe4eHVIsI, BO3pAcTaeT BIMsIHIE LOTIOTHN-
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Ta6nuua 1. KnuHnyeckue npoasneHna HH n AK
>Xano6bl/cumnTOMbI KnuHuyeckue npusHaku Jla6opaTopHble M3MEHEHUA
1. TMnepnurMeHTauma cknagok KoXu, Clnau-
1. YcrtanocTtb, cnabocTb CTbIX, pyOLIOBbIX UBMEHEHWNIA, COCKOB, 0COOEH-
2. CHwxXeHne macchl Tena HO KO>XHbIX MOKPOBOB, MNOABEPriunxcA nHcona- | 1. f’mnoHaTpuemma
3. MocTypanbHoe ronoBoKpy>XeHne umn (Tonbko npu 1-HH) 2. N'mnepkanvemuA
4. AHopekcuA, abaoMUHaNbHbIA AUCKOMGOPT 2. 'MNOTOHWA € NOCTYpPasibHbIM BblPaXKEHHbIM 3. ViHorpa runornukemus, runepkanbumemms,
5. TAara Kk coneHomy CHWKEHNEM NOBbILLEHNE MOYEBUHbI
6. [lenpeccunA, 4yBCTBO TPEBOIU 3. iHorpa oTtecyTcTBME NO6KOBOro U NOAMbILWEY-
HOrO OBOJTOCEHUA Y XXEHLLUVH
1. BblpaxkeHHanA cnabocTb 1
. F'vnoHaTpuemna

2. CnHKoNasbHble COCTOAHNA 1. BoipaxkeHHanA runoTeHsmA 2. Mnepkanvemms
3. bonu B XuBOTE, TOWHOTA, PBOTA; «OCTPbIN 2. bonesHeHHaA nanbnauua >XMBOTa/HANPAXKEH- 3' [ UnorvKemns
XKMBOT» HOCTb MbILUL, NepeaHein BPIOLLIHON CTEHKN .
4. bonu B cnnHe 3. CnyTaHHOCTb CO3HaHWA, Aenmpun 4. Tvnepkansuemua

. ’ ’ 5. MoBbILEHE MOYEBUHDI
5. CnyTaHHOCTb CO3HAHWA, Conop

TE/IbHBIX ATPOTEHHBIX (PAKTOPOB (HAIpUMEP, KPOBOUSIMUAHUA
B HQJIIOYEUHMKM IIPY JIEYEHUY HPOTUBOCBEPTHIBAIOIMMI
cpencrBaMu, 6I0Kaja CUHTE3a KOPTM30/1a aMIHOTJIIOTETYIMU -
JIOM U 9TOMU/ATOM, yBe/INYeHIe MeTab0/In3Ma ITIIOKOKOPTH-
xoupos — 'K BcmescTBIe IpueMa aHTMKOHBY/IbCAHTOB, TAKUX
KaK peHuTOoNH 1 peHobapbuTal, U aHTUONOTUKOB, TAKMX KaK
pudammumims) [5].

Ivarnoctuka u Begerne 2-HH 6yznyT nogpo6HoO ommcaHbl B
oTpenpHON pabore. Knuunueckne pexomenpanun Poccuii-
CKOJI accouManyy SHJOKPUHOIOTOB II0 BPOXXIEHHOW HVC-
¢dysaxuun Kopsl Hagnodewnnkos (BJIKH) nmerorcs B cB060j-
HOM pocryre [6]. [ToaToMy Tekyie peKOMEHALI COCPEi0-
TOYATCS MCK/IIOUNMTE/IbHO Ha IMarHocTuke u medyerHun 1-HH.

1-HH puarsocrupyercs Ha OCHOBaHMM HU3KON yTpeHHeN
KOHIIEHTpaLuu KOpTu3osa (M3MepeHHOI B CHIBOPOTKE VIJIN
IU1a3Me KPOBH) U [OATBEPSKAAETCS €r0 HI3KOI KOHI[EHTPaIN-
el Ipy IMPOBeeHNN CTUMYIALMOHHOI poObL. [T1a3MeHHbIIT
yPOBeHb fierupoannangpocrepon-cynbdara (ITDA-C) Tak-
e cHikeH (JITDA B MeHbLIEN CTEIeHN) M MOYKET JOIIOTHM -
Te/IbHO MCC/Ie0BATbCA J/IA NepBUYHON guarnoctuku 1-HH.
OpHaKO B CBA3M C TeM, YTO HUSKUII YPOBEHDb JAHHOTO MeTabo-
JIMTa MOXKET OBITh CHVDKEH M Y 3[OPOBbIX, OCOOEHHO y JINI]
CTaplIero BO3pacTa, KOHTPOJIb U M30/IMPOBAHHOE MCCTIei0Ba-
HUe 9TOr0 IOKas3aTess HelleecooOpasHbl. B 6ombuInHCTBE
CJIy4aeB [MAarHo3 Hanbojiee BepOATEH, eC/IN YPOBEHb KOPTU30-
na He ipesbimaer 140 amornb/n (5 Mxr/mn) [7] B komOuHaImu ¢
xoHneHTpanneit AKTT (13MepeHHBII B I/Ia3Me), TOBBIIICH-
HoIt 607tee YeM B 2 pas3a OTHOCUTE/IbHO BEPXHETO IIpefiena pe-
dbepencHoro 3HaveHMs1. MakcuManbHast CEKPEIysa KOPTU30/Ia
oxupaerca npu yposHe AKTI>66 monb/n [8]. Ecu janHbBIe
IIePBUYHOTO UCCIeOBAaHNA OHO3HAYHO He IIOATBEPXKAAIOT
AMArHo3, MPOBOAUTCS CTUMY/IALMOHHBIN TeCT C CUHTeTIYe-
ckum AKTT (1-24-AKTT).

Tecr ¢ 1-24-AKTT B HacTOAIee BpeMA paclieHMBAeTCA KaK
«30710TOII cTaHfapt» B auarHocruke 1-HH (uo He 2-HH!) [9, 10].
IMpumensiemsiit ayst atoro Tecta AKTT (TeTpakosakTiy) — CuHTe-
TUYECKIII IEeNTUT, COCTOALLI 13 NIePBbIX 24 13 39 aMUHOKIC/IOT
9H/IOTeHHOTO TopMoHa. OIHAKO BCe ellje IPOJO/DKAIOTCH CIIOPLI
110 OIIpefieTIeHNI0 pedpepeHCHOTO AyanasoHa KopTusona Ha poHe
Tecta (CM. HIDKe) U He OIIpeie/IeH eMHbII IIPOTOKOJI 9TOTO MC-
C/IeOBAHMA: UMEIOTCS PACXOXKIEHNSA 110 POJOKUTEIBHOCTI
IPOLIEAyPHI, IyTAM BBeJJeHN (BHYTPUMBIIIEYHO WV BHYTPU-
BeHHO) 1 jjo3e 1-24-AKTT. BonbIMHCTBO 9KCIIEPTOB peKOMEH-
IYIOT KOPOTKUI CTUMY/IAIVOHHBIN TecT ¢ 1-24-AKTI nposo-
IUTH C ICCTIENOBAHMEM YPOBHA KOPTU30/IA CXOIHO, Yepes 30
ynu 60 MUH 1TOC/Ie BHYTPUBEHHOTO (MM BHYTPUMBILIEYHOTO)
BBeneHns 250 Mkr 1-24-AKTT [10]. Jo3a 250 MKT Ipyt KOPOTKOM
tecre ¢ 1-24-AKTT sB/sieTcst OOLICIPUHATON B KIMHUYECKOI
TpaKTyKe 1 apuarHoctuku 1-HH, Ho HekoTopble nccnenoBaTe-
7 UCTIONIB3YIOT 1 MKT. OffHAaKO B HAaCTOsAIIlee BpeMs He IOTyYeHb
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TOKa3aTe/IbCTBA JIyYIlIeN JUarHOCTUYECKO TOYHOCTI HU3KOMIO-
30Boro recra [11].

Tecrt nHTEpIpETHPYETCS HA OCHOBAHNY NUKA CTUMYIUPO-
BAHHOII CEPOIOTMYECKOI KOHIIEHTPALNY KOPTI30/1a. Pe3yb-
TaT TeCTa CYLeCTBEHHO He 3aBUCUT OT BPEMEHN CYTOK, COOT-
BETCTBEHHO, MOKET IIPOBOAUTHCS O3 BpeMeHHBIX OTpaHuye-
Hutl. C OCTOPO’KHOCTBI0O HEOOXOMMO UHTEPIIPETUPOBATH pe-
3y/IBTATBI T€CTA IpM JeUITe KOPTU30/ICBI3bIBAIOIIETO TI0-
6ynuna (KCT'), pesucrenrnocru x I'K u ammeprum.

1. narnoctuka 1-HH

1.1. O6¢cnegoBanue ¢ uenbio ucknwyenna 1-HH uenecoo6-
PasHO Yy MAIIeHTOB C HeOO'bACHMMBIMY IPYTOil HATONO-
Tueii CMMITOMAaMMU, IIOZO3PUTENbHBIMM OTHOCUTETHHO
Hamumunsa 1-HH: camxenme maccel Tena, TunmoTeH3ms,
TMIOHATpUEMUs, TUIePKaTNeMus, TUX0OpagKa, 6011 B
>KUBOTE, TUIIePIIMTMEeHTAIMA, TMITOTINKeMus (A2).

1.2. IIpu nogo3pennu Ha 1-HH 601bHBIM TOKa3aHO MPOBe-
meHue Tecta co crumyianueii 1-24-AKTT, ecniu no3so-
NAeT KIMHNYeCKoe COCTOsIHME U MMEITCA BO3MOXKHO-
cTH 1 ero npoBemeHus (Al).

1.3. [lanimeHTaM B TSXKEMOM COCTOAHUM ¢ cmmnTomamu HH
wm AK Heo0XoguMo He3aMemIMTEIbHO HAYMHATH
BHYTPHMBeHHOE BBeJIeHIe TUAPOKOPTU30HA (M1 mpef-
HM307I0HA) B AICKBATHOII J03€, He TOXKUFAACh Pe3y/b-
TaTOB AMATHOCTUYECKNX aHAM30B (A2).

Cumnromst HH u AK mpepncrasnenst B tabn. 1. HecBoespe-
MEHHOCTD JIeUeHNsI 3HAYUTE/IbHO YBe/lINYMBAET JIeTa/IbHOCTD,
II09TOMY OHO He IO0/DKHO ObITb OTCPOYEHO [0 IOMTy4eHIs pe-
3y/IbTaTOB AHAIN30B.

1-HH vacro BoBpems He IMarHOCTUPYeTCs BCIEACTBIE IIpe-
obmagaHus HecrenupUIECKNX CUMIITOMOB B TEYEHNE He-
CKOJIBKUX MeCAIIEeB U JjaXKe JIeT, B CBA3M C 4eM HeobXoxmma
TIJaTeTbHAaA MHOTOCTOPOHHAA OIlEHKA COCTOSAHMA U XKanob
TaIVexTa.

Y TsDKenbIX OOMBHBIX ¢ KIMHMYECKMMM npusHakamyu HH
[IpefBapUTeIbHO HEOOXOAMMO IIPOBECT 3a00p KPOBU B IMar-
HOCTMYECKUX IIe/IAX U, He JOXKMAACh Pe3yNnbTaTOB, HAUMHATb
tepanuio I'K. ITepen nasnauenuem I'K B epsyro ouepeyb nccre-
mytot yposeHb AKTT u xopTnsona i, eciv Io3BosIeT KIMHITIe-
CKOe COCTOsIHUe NalyeHTa, nposoautcs tect ¢ 1-24-AKTT.
[MopTBepIK/jatollee TECTUPOBAHME MOXKET OBITH BBIOTTHEHO
mocsie siedeHnst Ha OHe BPEMEHHOI OTMEHBI TepaINii, KOTfa
cocTosiHMe GOTIBHOTO CTabMIM3NPOBAHO.

Hecmorpss Ha TO uyro mposegeHue tecrta ¢ 1-24-AKTT
ycnoxHsieT obceoBanne, ata npoba obmagaer 6osee BbICO-
KOJI YyBCTBUTETLHOCTBIO U CIIeLNBUIHOCTDIO, YeM OIpefierie-
HIe TTa3MeHHol KoHtjeHTpanuyu koptnsona u AKTT B yrpen-
HUe Yachl, X IOTOMY NPEeAIIOYTUTEIbHA /IS BCeX MAI[IeHTOB
c mogo3penneM Ha 1-HH [10].
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Anroputm guarHoctuku 1-HH ([49], c uameHeHuAMu).

| OwnarHos 1-HH L

HoBopoxaeHHble,
[eTu 1 B3pocrble
¢ cumntomamu BOKH

Bapocnble u getn
cTapue 6 mec

\

| 17-OHM h | AT-21-OH L
“y y O y O
| BOKH L (-) | KT Hapgnoye4HnkoB h OLPKK (My>4nHbI) L
) () (+)
+ (+) +
| Pepnkue reHeT4eckne CMHAPOMbI h Y ANQ
¢ o WHdunbTpaTrBHbIE 3a60- Y
neBaHuA, NHEeKUMK, Kpo-
AyTonmmyHHasa HH (B Tom
| MaovnonaTtuyeckaa 1-HH h BOVIS/MAHNA, MeTacTaskl qywcne A%I’C-L Arlf'C-2)

aYposeHb 17-OHI1 6onee 1000 Hr/pn ABnAeTcA gnarHoctnyieckum ana BOKH [14].
5Y Bcex MasibyMKOB Ha NEePBUYHOM 3Tane AMarHoCTUKIN AOMKHbI 6bITb nccnenobaHbl OLKK.

C 1-HH nanbosnee gacto aCCOLMMPYIOTCA CIEAYIOINE CO-
CTOSIHUSI: ayTOMMMYHHbIE HapyIIeHus (Harpumep, guaber Tu-
ma 1, ayTOMMMYHHBIIT TaCTPUT, HepPHUIIIO3HASA aHEMIS, BUTH-
nnro), nHdeknoHHble 3aboneBanus (Tybepkynes, BUY-un-
bexuns, LIUTOMEraoBUPYC, KaHAU[03, TUCTOIIA3MO3)
[Tabs. 2], mpueM MHrUOUTOPOB CTEpONHOreHe3a (MUTOTAH, Ke-
TOKOHA3071, METHPAIIOH, STOMUAAT), AKTUBATOPOB MeTA0O0IN3-
Ma Koptusona (peHnTONH, KapbaMasenH, MUTOTaH, SKCTPAKT
3Bepo6osi). Takue MalMeHThI BXOJAT B TPYIITY PUCKA U Tpe-
OytoT 60JIee TIIATETbHOTO HAOTIOIeHNIS.

ITockonbky 80% mnasmenHoro koptusona cesasano ¢ KCI'u
10-15% - ¢ anb6yMUHOM, MHTEPIIPETUPOBATD [Ia3MEHHbIE
YPOBHM KOPTH30/a HY>)KHO B COOTBETCTBUU C HAPYIICHUAMI,
KOTOpBIE YMEHbUIAIT (BOCIIA/TIeHNe, PefiKasi TeHeTNIeCKas 11a-
tonorus) wnn ysennuusaioor yposunu KCI' (actporen, 6epe-
MEHHOCTb, MUTOTaH) [12].

1-HH y 6epeMeHHbIX BCTpedaeTcst KpaHe PeKo, SB/IAeTCs
TPYAHO AUATHOCTMPYEMOI BCIECTBME CXOXUX C OepeMeH-
HOCTBIO CUMIITOMOB (TOIIHOTA ¥ TUTIOTeH3sI) 11 pusnoornye-
CKOTO IOBBILIEHNs ceKpelun KopTusosna. [TockonbKy oTcyT-
crBue nevenus 1-HH y 6epeMeHHBIX CBsI3aHO C BBICOKOII Jie-
TAIbHOCTBIO, a af]eKBATHOE JIeYeHIe — C HOPMA/IBHOI bepeMeH-
HOCTBIO U pofiaMi, 6e3yC/IOBHO, TaK/e MallMeHTKN BXOAAT B
TPYIIy pucKa 1 TpebyoT 6ojee TIaTeTbHOTO HaOII0eHNUA.
B nononnenne x nccneposanuio koprusona u AKTT Hagnovey-
HIKOBBII pe3epB MOXXET ObITb 0€30IIaCHO OLICHEH TeCTOM C
1-24-AKTT [10, 13]. MinTepuperariys ANarHOCTUIECKIX Pe3y/Ib-
TAaTOB IIPOBOJNTCSA C Y4ETOM CBA3aHHBIX C 6epeMEHHOCTDIO PM-
3MOJIOrNYECKIX N3MEHEHNUIT alPeHOKOPTUKAIBHOI PYHKIINIL

IIpakTudecknit [UarHOCTUYECKMIT AITOPUTM obcenoBaHnsA
naruenTos ¢ 1-HH npexcrasien Ha pucyske [10].

Haubomnee pacmpocrpaneHHble npuunuel 1-HH - ayro-
UMMYHHAs JeCTPYKIUA KOPLI HAJTIOYEYHNKOB Y B3POC/IBIX U
BIIKH y mereit. 9T0 MOATBEP)KAALTCS aHAIU30M KPOBI OO
Ha antutena (AT) x 21-rugpokcunase (AT-21-OH), nn6o Ha
17-ruppoxkcunporectepod  (17-OHII)  coOTBeTCTBEHHO.
Y my>xunn ¢ orcyrcrueMm AT-21-OH uccnepyior anmHHOLE-
noveunsie xxupHbie kucaoTsl (JJIDKK) ms nckmogenns agpe-
Hornerikopuctpoduu (AJIIT). Eciu Bce mpepbinyIee MNCKI0Ye-
HO, He0O6XO/IMMO BBIITOJTHUTDb KOMIIBIOTEPHYI0 TOMOTpadIio
(KT) HapII049eYHNKOB [IsI OIIpe/ie/ieHNs] MHQUIbTPATUBHOTO
JIM MeTacTaTM4YecKoro npouecca. KnmmHndeckas KapTuHa 1
ceMeIIHbII aHaAMHe3 IIOMOTYT IIPeII0IOKNUTD ONIpe/e/IeHHbIe
reHeTnYecKue CUHAPOMBI (cM. TabIL. 2).

Ocobennocmu OuazHOCMuKuy

1. Cumnromsl 1-HH MoryT oTHOCUTBCA B 6O/IbIIEl CTEIIeHN
6o k HH, nu6o x AK, kak npepcrasieHo B Taomn. 1.
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2. Hanboree o/j03pUTeIBHO COYETAHNE HECKOIBKIX CUMIITO-
moB HH, a taxxe cumnromsr 1-HH y nanuenrtos c ayro-
MMMYHHBIMY HapPYIIEHUAMI WM TPUHUMAIONINX COOTBET-
CTBYyIOIINE TTpenaparsl (cM. TabI. 2).

3. B HEKOTOPBIX CUTYALMAX HEOOXOVIMO C OCTOPOXKHOCTBIO VMH-
TEPIPETUPOBATh YPOBEHb KOPTN30/Ia, IPUHNMAsI BO BHIMA-
HIe, ITO, HATIPUMED, IPU TSDKETIOM (KPUTUUECKOM) COCTOSTHUM
yposetib KCI' 6yzeT cHIDKeH, a Ipyt 6epeMeHHOCT TTOBbIIIEH.

4.Y HaIyeHToB C ayTOMMMYHHBIMM 1 CUCTEMHBIMU 3a0071eBa-
HUSIMU 9aCTO CTpajaeT QYHKUMs HAJIOYEIHUKOB, B TOM
quciIe U IpY MpueMe HEKOTOPBIX IpenapaTroB (Hanmpumep,
JIEBOTMPOKCIHA HaTPU:A), KOTOPBIE MOTYT YCKOPATb MeTabo-
JIU3M KOPTU30JIa.

2. [InmarHocTUYecKMe TeCThI

2.1. C genpio guarHoctuku HH pekomeHnpgyercsa BHyTpu-
mbimeuHoe BBegeHne 60npHbIM 1-24-AKTT maurens-
HOro meiictBuA B 21-22 u B xonuuecrse 0,25-1 mia
(250-1000 MKT) € IHOCTeAYIOMINMM OIpefieIeHNeM YPOB-
HA KOPTHU3071a MIa3Mbl yTPOM B 8-9 4.
IIpu orcyrcreun 1-24-AKTT Bo3MOXKHO NpuMeHeHMe
MHCYTUHOTONMepanTHOTO Tecta (VITT): mHCyMH KopoT-
KOro [elicTBUsA BBOJAUTCA BHYTPUBEHHO B [03€
0,1-0,15 EJI/kr, 3a60p KpOBY MIPOU3BOAMTCA IIPU I/IN-
KeMun MeHee 2,2 MMO/Ib/JI B COYeTaHUM C CMMITOMaMu
HelpOoTrTUKONEeHU.
ITnkoBpIii ypoBeHb KopTu3ona meHee 500 HMOIb/I
(18 mkr/pm) ykaspiBaer Ha HH (B3).

Jist pmarsoctuku 1-HH 60/1bIIMHCTBO 9KCIIEPTOB PEKOMEH-
IOYIOT CTUMY/LALMOHHBIN TecT ¢ 1-24-AKTT xopoTkoro peii-
CTBYVS: BHYTPUBEHHO BBOAUTCS 250 MKT Iperapara, 3a60p Kpo-
BU Ha KOPTN3071 OCyecTBIAeTcA yepes 30 n 60 mus [10]. ITpo-
BeJIeHO IISITh [TOJIHOMACIITAOHBIX MCC/IeJOBAHNIL, B KOTOPBIX
OlLleHUBaIach TOYHOCTD auarHoctuky 1-HH. TTo manHubiM MeTa-
aHa/lM3a yCTaHOB/IEHO, YTO YYBCTBUTENBHOCTD TeCTa ¢ 250 MKT
1-24-AKTI KOpOTKOro [eilcTBMA IpYU ypOBHE KOPTM307a
500 amons/n (18 mkr/pn) cocrassina 0,92 (95% moBepuresns-
HbI1 mHTEpBa 0,81-0,97). Tect 06bIYHO XOPOLIO HEPEHOCUT-
cs1 manyeHTaMu. PedepeHCHBI A1Mana3oH s MCKI0YeHN
1-HH Mo>xeT BapbupoBaTh B 3aBMCUMOCTY OT MCIIOIb3yEMbIX
HabopoB. Pa3Hble MMMyHOMIOrMYeCKMe HAOOPBI IPUMEHSIOT
pasnuyHble BUAbI AaHTUTEI, IMO3TOMY Pe3yIbTaTbl MOLYT
3HAYUTENbHO oTnIn4YaThcsa. Hampumep, HioKHMit pedepenc-
HBIJ TIOPOT 11 KOpTMU30/1a 4epe3 30 MUH MOC/Ie BBeleHUA
1-24-AKTT xopotkoro peiictBusi konebnercst ot 418 mo
574 umonb/n (15,2-20,8 Mxr/m) [15]. PedepencHslit guamnasoH,
JICTIO/Ib3YEMbIil B KTMHMYECKOI ITPAKTHKe [ IOCTAHOBKY M-
arHo3a, JO/DKEH OCHOBBIBATHCA Ha OIpe/e/IeHHbIX JI/IA IPO6BI
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Ta6nuua 2. MpuumHbl 1-HH

MpuunHa

Oco6eHHOCTHN

AyToummyHHasa

M3onnpoBaHHbIn Tun

Bes apyrvx ayToMMMYyHHbIX HapyLLUEHWI

AMrc-1 KaHnampos, runonapartmpeos
AIrc-2 AyToMMMyHHOE 3a60oneBaHVe LWNTOBMAHOW Xenesbl, AnabeT Tvna 1
lNoBpexxaeHne TKaHn HaarnoYeyHnKa
Wcbexumm Ty6epkynes, ?MH-MqueKuMH, KaHoupos, rmcTonnasmos, LMTomeranoBupyc, Cunnmc,
aprKaHCKMI TPUNaHOCOMO3
MeTacTtasbl Pak nerkux, cpeaocTeHnaA, TONCTON KULWKK, TMMdoMa, MeniaHoMa

KpoBounanuaHve B HaANOYeYHUKN

Ha choHe cencuca, aHTUKoarynAHTHOro CMHAPOMa, MpUuemMa aHTUKoarynaHToB

[1BYCTOPOHHAA afpeHanaKToMuaA

CuHapom MueHko—KylumHra (KoHTpanaTepanbHaa aTpoduA HaAno4YeyHmKa), ABYCTOPOHHARA
¢heoxpomoumToma

MHdunbTpaTmBHbIe 3ab6onesaHnA

emoxpomaTtos, amnnonnos

BAKH (B 60nblumHCTBE — conbTepAoLLmMe hopMbl; camas YacTas npudmHa 1-HH y peten — 80%)

Oedurumt 21-OH

Hanbonee pacnpocTpaHeHHbI BapuaHT, CONPOBOXAAETCA runepaHaporeHen

HAecpurumT 11p-OH

ConpoBoXxaaeTCcA rmnepanaporeHnen, runepTeHaven

[ednumT 3p-rugpokeucTeponaaernaporeHasbl 2-ro Tuna

HapyLeHne nonosov AnddepeHLIMPOBKIA Y MabiYMKOB, r1MnepaHaporeHna y AeBoYeK

P450-peduvumnt (MyTauma CYP11A1) Mon XY

P450-pednumT okemapenykTassl

HapyweHune nonosori AncdepeHLUMpPoBKN, CKeNeTHble Manbgopmaumm

BpO)K,ELeHHaH auvnoungHaA rmnepnnasnA Hagno4ye4yHUKoB

(myTaumAa StAR) Mlon XY

BpO)K,quHaFI rurnonia3va Hagrno4Ye4YHnKoB

MyTauna NROB1 X-cBA3aHHaA

Heneuna Xp21

Mwuopuctpodpua OioweHa

MyTauna SF-1 Mon XY

IMAGe-crHapom

3afepyka BHyTPUYTPOOHOro pasBuTUsA, MetTagusanbHasa aucnnasua, BpoXXaeHHanA runo-
nnasua HaAno4YeYHNKOB, repMadpoanNTI3M

BpoxaeHHaa He4yBCTBUTENBHOCTL K AKTI

Tun 1

PeuenTtop k AKTI, menaHokopTuHy-2 (reH MC2R)

Tun 2 MRAP

CewmewiHbIn gedonumt MK

MCM4, NNT, TXNRD2

CuHapom Tpex A (Allgrove’s syndrome)

AxanasuA, 6onesHb AgaucoHa, anakpumua

MepgvkameHTO3Has

®depMeHTHble MHTMBUTOPbI

MuTOTaH, KEeTOKOHa30/, MeTupanoH, aToMmaaT, aMUHOIIIOTETUMNL,

AKTN BaTOpPbI mMeTabonuama KopTusona

JleBOTUPOKCHH HaTpKA

NHrnéutopsbl CTLA-4

vnepakTuBaumA ayTouMmMyHUTETa

Lpyrve metabonm4yeckne HapyLLIeHNs

AnpeHonerikopnctpoua

B ocHOBHOM 60NE0T My>XUMHbI

MuTOoxoHApuanbHble 601e3HM (penKo)

MHO>eCTBEHHbIE aHoManMu pa3smTrA

BonesHb Bonbmana

Oucnunuoemun, 3abonesaHne nevyexHn

seal dysplasia, adrenal hypoplasia congenital, genital abnormalities.

MpumeyaHmne. CTLA-4 — UMTOTOKCUYECKIWI CBA3aHHbIN ¢ T-nnMdpoumnTom 6enok 4, CYP — uutoxpom P, IMAGe — intrauterine growth restriction, metaphy-

HOPMaTMBHBIX JaHHBIX. JlabopaTopis JO/DKHA OLPeeNThb OT-
KIOHEHMe MeTOJla MICCTIelOBaHNA KOPTN30/a. bOMbIIMHCTBO
CIIeLMaIMCTOB CYNTAIOT NMKOBYIO KOHI[EHTPALMIO KOPTHU30/1a
nocre BBegeHms 1-24-AKTI xoportkoro pmeiictBust 6osee
500 aMonb/n (18 MKr/ma) HOCTAaTOYHON IS MCKIOYEHUs
1-HH [10]. HeobXonuMo NpMHMMATh BO BHYMAaHNUe ¥ IpyTue
(bakTOpBI, KOTOpbIe MOTYT BIUATD Ha Pe3y/IbTaT, HaIlpUMep CO-
ennuenne koprusona ¢ KCI' 1, B MeHblIIeil CTeIeH, ¢ ab0y-
MuHOM. VIcronb3oBaHMe 3CTPOTEHCOAEPKAIUX IPernapaToB
npusoput K nosbiiennio KCI' ¢ cOOTBETCTBYIOMIMM IIOBbILIE-
HJEM YPOBHA KOPTH30/a. Y HAaLMEHTOB ¢ HePPOTHIECKUM
CUHJIPOMOM ¥ 3a00/IeBaHMAMM IIEYEHM, a TAKXKe B TT0CTIeomepa-
LVIOHHOM IIepUOJie WU B KPUTUYECKOM COCTOSIHMU YPOBHM
KCT un anpbymmHa MOTYT ObITh CHYDKEHDI, CIIeJOBATe/IbHO, OY-
JIyT OIpefenATbCA 60rTee HUSKMe KOHIIEHTPALMM KOPTU30Ia.
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B Hacrosiiiee BpeMsi Ha pOCCUIICKOM (papMarieBTUYeCKOM
PBIHKE TOCTYIIEH TONIbKO ofvH mpemnapat 1-24-AKTT npomnon-
TMPOBAHHOTO JIeVICTBYA, IPe/IHa3HAYEHHDI [/IS1 BHYTPYUMbI-
1IeYHOro BBefeHuA. B 21-22 4 mauyueHTy BHYTPUMBIIIEYHO
BBozuTCs 1-24-AKTT pO/IOHIMPOBaHHOTO fIECTBIA B 00be-
me 0,25-1 M1 (250-1000 Mkr mperapara). Ha cregyromiee yrpo
B 8-9 u onpefienseTcs YpOBeHb KOPTU30/1a I/Ia3Mbl, 1, €C/IU OH
mpessimaer 500 HMob/ 1, xpoHndeckas 1-HH moxxeT 6bITb
UCK/TIOUeHa. YKa3aHHas MOAM(UKALNS TeCTa JO/DKHA pac-
CMaTpUBATbCA IUIIDb KaK MIPaKTUIECKNIT BBIXOJ U3 TIOIOXKe-
HUsA, IpY KOTOpoM oTcyTcTByeT 1-24-AKTT kopoTkoro jeii-
CTBMSI, IOCKOJIbKY ITPYUBEI€HHbIN IIPOTOKOJI TECTA HE ABJIAETCS
OOILIeIIPUHSTHIM.

Tecr ¢ nncynunosoit runornvkemueit (MTT) — ogun us ca-
MBIX CTApBIX, OJJHAKO 10 CETOTHAIIHETO JHA He NOTEePABIINIL
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CBOEro 3HavyeHus B auarHoctuke HH, mosBonsmoimii nccie-
TOBaTb MHTETPATUBHYIO 1J€/IOCTHOCTD Cpa3y BCEll IMIIOTaaMo-
runodusapuoi HagmodedyHnukosoit cucremsl (ITHC). I'nmno-
IJIMKEMUYEeCKUIT CTpecc ABJIAETCA CUIbHBIM HeIPsAMbBIM CTH-
MyJIAATOPOM CeKpeLy KOPTU30/1a, KOTOpas OIOCPeNyeTcs ye-
pe3 aKTMBAIMIO TMIOTATAMUYECKIX LIEeHTPOB ¥ KOPTUKOTPOII-
HOI (byHKuMI/[ runodusa. B xoge UTT MHCY/IUH KOPOTKOTO
IeiicTBMA BBOJUTCA BHYTpuBeHHO B fose 0,1-0,15 EJI/kr. Ec-
7Yy TalMeHTa MHCY/IMHOPE3UCTEeHTHOCTD, J03y MHCY/NIMHA
MO>KHO IOBBICUTD. VICXOHO 1 TIOC/Ie BBE/I€HN:A NHCY/IMHA Ye-
pes 20, 30, 45, 60 1 90 MyH IPOU3BOAAT 3a00p BEHO3HOI KPO-
BIL U B KQX/JOM 00pasiie OIpefe/nsiioT YPOBEeHb KOPTU30/1a U
rmioKo3bl. B VITT Takke Ba)KHBIM [TOKa3aTeleM sIBISIETCS He
IPUPOCT YPOBHSI KOPTU30/Ia OT 6a3aIbHOTO, & €r0 MIKOBBII
ypOBeHb, 60/Iee afjleKBaTHO OTPAXKAIOLINIT pe3epBHbIe PYHK-
nuoHanbHble ciocobHoctu ITHC. Eciu Ha ¢one mpobsr ypo-
BeHb KOPTI30J1a KpoBMU MpeBbIcUT 500 HMOJIb//I, MOSKHO TOBO-
puTh 0 HopMmanbHOM ¢pyHkumonuposanuu ITHC u orcyt-
creuy Kak 2-HH, tax u 1-HH. B unom cnygae yposenn kopu-
30/ma OyzieT MMeTh AMATrHOCTUYECKOE 3HAYEHIE TONIbKO IIPU
IJIMKeMMUM MeHee 2,2 MMOb/ 1. Eciu 3a aTOT niepuog, He Ipo-
VICXOIUT CHV)KEHUA YPOBHSA T/IIOKO3bl B ChIBOPOTKE MeHee
2,2 MMOJIb/ 1, npo6y crefyeT moBTOpuTh. OCHOBHBIM HEJ0-
cratkoM VITT saBnseTcs ero moTeHIMalIbHAsA OIIACHOCTD pas-
BuTus npu uMernoeiicss HH Tsokernoit rumorikemun, Ha ¢o-
He KOTOPOJ MOYKET HAaCTYIUTDb COCYJVCTBIN KOJ/IAIC M MOYKET
6prTh cripoBouyposan AK. IToatomy Tect ciefyer cpasy mpe-
PBaTb IpM YXYALIEHNN CAMOYYBCTBUS OOIBHOTO, IIpeBapu-
TeIbHO BBITIO/THUB [TOC/IERHIIT 3260p KpoBu. [10XKMIbIM maru-
eHTaM, OOJIbHBIM SIIMIEIICHEN, a TAK)Ke IPU UMEIOIIelics cep-
Ie4HO-COCYAUCTOI 1 ipyroii Tsxenoit natonorun VTT mpo-
TUBOIIOKA3aH [16].

2.2.IIpu OTCYTCTBUM BO3MOXXHOCTH IIPOBeleHNs TecTa C
1-24-AKTT u U'TT pnsa npegBapuTeTbHON AMATHOCTUKN
1-HH He0o6X0x1MO OIeHUTD CEPOTOrnYecKie KOHIEHT-
pauun yrpeaHero koprusona u AKTT (B4).

Huarnocruka 1-HH no yposHio koptusona u AKTT B ana-
NM3e KPOBU OOBIYHO VMICIONB3YeTCs B KPUTUUIECKUX CHUTya-
LUSIX, KOTZIa HeOOXOMIMO CPOYHO Ha3HA4aTh nedeHne. Cepo-
JoTMYecKas KOHILleHTpauusa KopTusona MeHee 140 HMOb/
(5 Mxr/mm) npu 3abope KpoBu yTpoM ¢ 6 1o 10 4 ABIAETCA TIO-
mospurensHoii B orHomenuy HH [7]. K coxxanenuto, 6ombiuast
YacTh MICCIEJOBAHNIL, ONPEENMBIINX STOT AMATHOCTUYIECKUI
YPpOBEHb, BbIIIOJIHEHA He ¢ ydacTueM nanyenTos ¢ 1-HH. Kpo-
Me TOTO, YTPeHHMII ceponorundeckuii koptuson npu HH, kax
NpaBUJIO, HVDKE VIUIM OKOJIO HVDKHEN TpPaHUIIBI HOPMBI —
113-131 umons/n (4,1-4,7 mxr/mn) [15]. Pasnmuans Mexpy me-
TOJJaMI M3MEPEHUs KOPTU30/Ia OKA3bIBAIOT CYIIEeCTBEHHOE
BIMsiHME Ha (aKTUUeCKylo TOUKy cut-off, mpumensemyio B
KIVHUYECKOI IIPAaKTUKe.

Hy>»HO OTMETUTb, YTO MICIIOIb30BAHNE YTPEHHEl KOHI[EHT-
paunu xoprusona s uckaodenns HH (100% dyBcTBuTeNb-
HOCTb) JOCTaTOYHO CIIOPHO, Pa3HbIMU VICCTIETOBATEIAMI TIPef-
JIAraloTCA pa3Hble TOPOTOBbIE 3HAYEHNA: OT MeHee 285 HMOJIb/ T
(10,3 mxr/mn) mo menee 480 umonb/n (17 mxr/mgm) [10]. Bos-
MOJXKHOCTb yIOTpeb/IeHNs IOoKasaTens KOPTU30/Ia B IPYyroe
BpeMs CyToK (He yrpom) s uckmodennsa HH B Hacrosmee
BpeMs B JOCTATOYHOII Mepe He NCCIef0BaHa.

2.3. isamepenne mnasmennoro AKTT Heo6xoguMo BceM ma-
IMEeHTaM IpY MePBIUYHOM 00CIeOBaHIN IO IIPOBefie-
HuA mo6b1X TecroB. 1-HH mumarnocTupyerca y 60onbHbIx
C MOATBepXKAeHHBbIM feduuUTOM KOpTHM3O0Ia [MeHee
140 umons/n (5 MKr/gn)] u 2-KpaTHBIM MpeBBIIIEHIEM
BepxHero pedepeHCHOro JMamNasoHa INIa3MeHHOTO
AKTT (A2).

AKTT, npessimaroruit 300 Hr/71 (66 IMOIB/TT), — 3TO MaKCH-

MaJIbHBIT ypoBeHb cTumynannun cunresa I'K [10], coorset-

CTBEHHO, HM3KUII ypoBeHb KopTusona [140 HMoOIb/1
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(5 Mxr/mm)] B KOMOMHALIMY C TIOBBIIIEHHO KOHI[€HTpaI1eil
AKTT yxaspIBaeT Ha HeCIIOCOOHOCTb KOPBI HA/IMTOYEYHUKOB
oreTuTh Ha AKTT-cTuMynanmio u JMarHOCTUPYeTCA
1-HH [8, 10]. IToBpimennas kouuentpanust AKTT npu Hop-
MaJIbHBIX ITOKa3aTeNlsAX KOPTU30/Ia MOXKET SIBJIATLCA Hada/lb-
HbIM npusHakoM 1-HH [17]. B cBs3M cO 3HAYNTENBHON 3aBU-
cumoctbio ypoHsa AKTT oT HabOpoB, puMeHseMbIX B 1a00-
PaToOpuUAX, BBIBECTH OIpeJe/IeHHBIII IIOPOT JUaTHOCTUIECKOTO
nokasarensa AKTI HeBosmoskHo. TonbKO Ba McCaeq0BaHMA
onpepemnu auarnoctdeckuii mopor aina AKTT npu 1-HH B
CPaBHEHMM C TPYIION KOHTPOJA, U B 3TUX MCCIE[OBAHMAX
AKTT, kak npaBmio, 661 3HAYNTENBHO MOBbILIeH. Takum 06-
pasom, aa auarHoctuky 1-HH npepnaraercsa umeHHo 2-Kpart-
Hoe npesbimenne AKTT BepxHero ypoBH:A pedepeHCHOTO MH-
tepBaa. HeoO6XonmumMo nuMeTh B BUAY, UTO B PEAKMUX CTydasix,
npu gokasanuoi 1-HH, mokasaremn AKTI moryr 6bITh He Ha-
MHOTO BBIIIIe BEpPXHETO Iopora peepeHCHOTO A1ana3oHa I He
IPeBbIIIATh 2-KPaTHBIN ypoBeHb [8, 10].

2.4. [Ina UCKITI0YeHN A MUHEPATOKOPTUKOUTHON HeJocTa-
TOYHOCTHU MOKAa3aHO eJUHOBPEMEHHOe MCCIefOBaHIMe
YPOBH:I aTbOCTEPOHA M PEHMHA B aHau3e KpoBu (A2).

OmperiernieHyie peHIHA ¥ a/TbJOCTEPOHA IMEET Ba)KHOE 3HAYe-

HUe B Havaje 3a00/IeBaHs, KOT/[a MUHEPAIOKOPTUKOU/THBII

mebunnut Moxer 160 MpeobIafaTh B KIMHNYECKOI KapTIHe,

160 OGBITH IOKA ellle eMHCTBEHHbIM [IPU3HAKOM 3a60/1eBa-

Hits1. TakuM 06pasom, OBBILIEHHbII YPOBEHb PeHIHA (WM ak-

TUBHOCTY PEHIHA) B KOMOMHAL[MN C HealeKBATHO HOPMaJlb-

HBIM W/IM HU3KUM CEPOIOTMYECKNMM YPOBHEM aIbJJOCTEPOHA

SIBJISIETCS TOJJO3pUTeNbHBIM OoTHOCUTenbHO 1-HH [10]. Ocra-

€TCsI MHOTO BOIIPOCOB KacaTeIbHO Tab0paTOPHBIX METO/OB VC-

CJIe[IOBAHNS STUX [TOKa3aTesIell, HO B HACTOsIIee BPeMs Ayar-

HOCTVKA JJO/DKHA OCHOBBIBATbCS Ha pedepEeHCHDIX [IUala30Hax

KOHKPETHOII TabopaTopui. B HEKOTOPBIX CTydasix, HAIpuMep

npu cemeitnom ['K-geduryre mmm y 601pHBIX ¢ 60/I€e «MATKH-

Mu» myratyamu npu BIKH, va dpone 1-HH munepanokoptu-

KOWZIHBI lepUINT He HAO/TIO/faeT .

2.5.Y Bcex manyeHToB ¢ 1-HH Heo6xoaumo onpegennts
STUONIOINI0 3a00/mIeBaHMs; CM. PUCYHOK M Tabm. 2
(ue xmaccuduiuposaHo).

ITocne noprBepxkpenus 1-HH Ha mabopaTopHOM aTare Bax-
HO MieHTUUINPOBaTh IPUYNHY 3a00/IeBaHMsA. AYTOUMMYH-
HBIII Q[[PEHA/INT SABJISIETCS HanbojIee pacpoCTpaHeHHOI Ipu-
YMHOM Y B3POC/ION KaTerOpUM MALVIEHTOB, I CKPMHIHT Ha aH-
tutena K CYP21A2 u gpyrue ayronMMyHHble 3a60/I€BaHIIs
OYeHb BaXKEH, IPUHNMAas BO BHIUMAaHNE, YTO 1a00paTOpHbIE
aHa/IM3bl Ha AHTUTE/IA He ABJIAKTCA CTAHAAPTU3MPOBAHHBIMMI
U 3HAUUTETbHO Pa3IMYAOTCA B 3aBUCUMOCTHU OT METOMIA JC-
cnefoBanuA. Ayroantutena k CYP21A2 moryT uupkynnpo-
BaTh 3a HECKO/IBKO JieT 1o Manngecranyn 1-HH. Onpenenero,
4TO Ipn6IM3UTebHO y 30% 30POBBIX MALEHTOB, IIO3UTIB-
HbIX Ha Haymune aHTuTen K CYP21A2, B Tedenne 5 ner MaHu-
decruposana 1-HH [18].

Hereit ¢ ayroummynnoit 1-HH Ha ¢oHe ayrouMMyHHOTO
nonurna"gynsproro cuaapoma (AIIIC) 1-ro Tuma HeobxoamM-
MO 00C/IeloBaTh Ha MpeAMeT HATUYMs TUIIONapaTupeosa u
KO>KHO-C/IM3MCTOTO KaH/M/I033, @ TAK)Ke UCC/Ie[OBATh aHTHUTe-
71a K MHTePPEPOHY M U O, KOTOPbIe MMEIOT BHICOKYIO JMAarHO-
CTHYECKYIO YyBCTBUTEIBHOCTD 1 CleuduaHOCTD [19]. Y Mo-
JIOZIBIX MY>K4MH M MY>K4MH C OTPUILIATeIbHBIMI ayTOAHTUTENA-
MU [OIDKHBI 6bITh uccnenosanbl JIDKK g mckmodeHms
AJI]T [20]. HH mosxet 6bITb egyHCTBeHHBIM IpusHakoM AJI]T,
KOTOpasi Hanbosiee YacTO BCTPEYAETCs] Y MATBIMKOB OT 2 0
10 ner. Ilpu oTpuilaTebHbIX aHa/lIM3aX HAa ayTOAHTUTENA K
CYP21A2 neobxopgumo nposefenre KT HajiouyeYHNKOB [is
npenTrdrranyy NHPEKIMOHHBIX 3a00/eBanMil (HapuMep,
TybepKyrnesa) win omyxoseit. Oguako KT B cinydae nHGuibT-
PATUBHOTO IIpolecca B Ha[IIOYE€YHNKAX, B TOM 4MC/Ie U IIPU
TyOepKyese, MOXeT ObITh becronesHa. IIpu ABycTopoHHEM
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IOPAKEeHU! HA[IIOYEYHNKOB B HEKOTOPBIX CIIy4asX MOXKET
OBITH PaCCMOTPEHA FeHeTIYecKasi IpUYIHa 3a60/IeBaHMil, TIpK
KOTOPBIX IPOMUCXOJAUT XPOHMYECKAS CTUMY/IALMA HaII04ed-
HuKOB AKTT. IIpy HEKOTOPBIX COCTOSIHMAX MOTYT OTpe6o-
BaTbCs IONOHUTEIbHbIE JUATHOCTUYECKIIe MePOIPUATUA —
CepoIOTMYeCKMil MM MMKpoOuonornyecknit ananmms. He-
ayronMmyHHble caydan 1-HH Hanbosee 4acTo BLABIAIOTCA Y
mereit u moxwibix manuentos. BIKH BcmencrBue geduunra
21-OH - nHaubornee pacnpocrpanenHas npuurna HH B rpyn-
HOM Bo3pacte [14].

3. Jleuenne 1-HH y B3pocnbix

3amecmumenvuas mepanus I'K

3.1. Bcem manuenram ¢ 1-HH nokasana repanus I'K (A1).

3.2. Ina neyennsa 1-HH npeanournTenes rufipoKOpTU3OH
(15-25 mr/cyr) win kopTusoHa anerar (20-35 mr/cyr)
NMepOpPanbHO B 2 WM 3 IpHeMa B CyTKU: caMasi BbICO-
Kasi ;032 {O/DKHA HA3HAYAThCsI YTPOM IIOCTIE IIPOOYK-
AeHUs, cIegytouas fHeM (0koxo 14 1) mpu 2-KpaTHOM
pexume 1160 B MONKEeHDb U THeM (0KOMO 16 1) mpu
3-KpaTHOM. B OTfleIBHBIX CTy4YasiX BO3MOKHO yBe-
JMY€eHNe YaCTOTHI IpyeMa 1 Ko3bI npenapara (B3).

3.3. Kak anbTepHaTHBa TUAPOKOPTH3O0HY, 0COOEHHO /I
HEKOMIUIA€HTHBIX IAI[IEHTOB, BO3MOXHO Ha3Ha4e-
HIe IpefHN30/10Ha (3-5 MI/CyT), IepopaTbHO OHO-
KPaTHO VIV {BaKABI B ieHb (B4).

3.4. icnonb3oBaHue AeKcaMeTa3oHa aud neuenusa 1-HH
HEe)KeTaTeTbHO B CBSI3M C BBICOKIM PUCKOM Iepego3u-
poBku (B3).

3.5. KOHTponb afeKBaTHOCTU 3aMeCTUTEeIbHON Tepanumn
IPOBOXMTCSA IO CIEAYIOIUM KIMHUIECKUM IIPU3HA-
KaM: M3MeHeHe MACChI Tella M apTepUATbHOTO [JaBie-
HusaA (A]l), Hanm4ye/OTCYyTCTBYE CTabOCTU U CUMIITO-
MBI runepkoprunsma (B2).

3.6. TopmoHanpHOe 00CTeTOBaHE B JITHAMIKE Helleneco-
obpasHo (B2).

I'K cexpeTupyloTcs B IMy/IbCUPYIOIEM 1 IIVPKAJHOM PUTME,

C CaMbIM BBICOKVM IIMIKOM YTPOM ¥ CaMbIM HM3KVM OKOJIO I10-
JTyHOYn. Y B3POCIIBIX CEKPELyisi KOPTU30JIA 3aBUCUT OT BO3Pac-
Ta U COCTaBa Te/la I B CPeJHEM COCTaB/IACT 5-8 MI/M? B CyTKI
[10], uTo aKkBMBaEHTHO 15-25 MI/CyT TUPOKOPTU3OHA WU
20-35 mr/cyT KOpTM30HA alerara Ijs epopaabHbIX GopM
(c TenpeHuMelr K 60JIe€ HIBKOMY IIOPOTY).

I'mppoxopTusoH u npegHN3010H — akTuBHBIE ['K, Torma kax
VTS aKTUBALMM KOPTU30HA aljeTara ¥ IpeHN30Ha TpedyeTcs
11-ruppokcucrepouppernpporesasa 1-ro tuna (pepmeHt
nedenn). [10aToMy 3aMecTUTeNbHAS TePANNsi HEAKTUBHBIMU
I'K MO>XeT MPUBOAUTH K 3HAYUTETbHOI apMaKOKUHETHIe-
CKOIT Bapnabe/IbHOCTH Y HALIMIEHTOB, HO 9TO MOAPOOHO ellje He
U3Y4aIoCh.

VI3-3a KOPOTKOTO IIA3MEHHOTO IIEPNOJa IIOTypacafa I -
poxopTtusoHa (mpubausnutensuo 90 MIH) 7151 HEOOXOAMMbIX
(U3MOTOTHYECKNX YCTIOBMIT PEKOMEH/IyeTCsA MHOTOKPATHBIII
npuem nperapara. [TepByio u camyio 60JIbIIyIO 103y HEO0OX0-
AMMO IPUHUMATB [I0CTIE IPOOYXK/IeHNs, CTIEAYIOUIYI0 — B 00ef
U, B C/Iy4ae 3-KpaTHOTO PeXIMa, TPEThI0, MOC/IeTHION 11 Hal-
MEeHBIIYI0, — He IT03/jHee YeM 3a 4-6 4 1o cHa. Takoil pexxum
6ortee pUOIIDKEH K LIMPKAJHOMY PUTMY, @ 60Jlee HU3Kas 110-
CJIefHSIS 103a IOMOJKET 130eXKaTh HAPYIIEHNIT CHA U 4YBCTBH-
TEJIbHOCTY K MHCY/MuHYy [10].

Bce mccmenoBaHus IO CPaBHEHMIO PEXXMIMOB [O3MPOBAHMS
JI0CTATOYHO HeOO/IblIINE, IOITOMY TPYAHO ONpele/nTh Hanbo-
nee ajexBaTHbIL. [IprHNMast BO BHMMaHIE HOPMAIbHBII KO-
JIeOMIOMINIICS AUana30H KOPTHU30/Ia B TeYeHNe CYTOK, Peacey u
coaBT. 1 Howlett 1 coaBT., He3aBUCUMO JIPYT OT Jipyra, peKo-
MEHI0Ba/II IMIPOKOPTU30H 10 MT IOC/Ie TPOOYKIEHUS, 5 MT —
OKOJIO IIOMYAHSA U 5 MI' — paHHMM BedepoM [10]. Hekoropsim
naiyeHTaM Tpedyercs 6ompiras gosa I'K, k yemy HyxHO 110/-
XOJJUTDb C OCTOPO>KHOCTBIO. B mccmeoBanmm, rie ofHOKpaTHas
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YTPEHH:AA 1032 TUApoKopTMU30Ha y nanuenTos ¢ HH paccun-
THIBa/IaCh Ha IUIOLIA/ib MOBepXHOCTH Tena (5,5 Mr/M?) uan ero
maccy (0,12 Mr/kr), ypoBHU KOpTH30/1a 60JIee 4eM 6 4 HaXOfu-
JIUCDb B IIpefieslaX HOPMbI, IPaKTUYeCK! KaK Y 30POBOIi TPpyII-
IIBI KOHTPOJIA, B OT/INYNUE OT (PUKCUPOBAHHOI YTPEHHET O3B
10 mr. CnemoBaTeIbHO, TUTPOBaHMeE [JO3bI HA MAcCy UM IUIO-
I1a/1b IOBEPXHOCTH Tenta 6osiee GU3MOIOTIMIHO, YeM PUKCUPO-
BaHHbBIN pexxuM. Laureti u coasT. n Barbetta u coaBT. omnpepe-
NN, YTO 3-KpaTHOe Ha3HadeHIe KOPTU30Ha aljerata OO0IblIe
cumxano yposuu AKTT, a cyrounsie Kone6aHyst KOPTU30/Ia
6071bIIe COOTBETCTBOBA/IN SHOTEHHOMY PUTMY 110 CPaBHEHIIO
¢ 2-KkpatHbIM pexrmoM [10]. B ogHOM ABOIIHOM CrIerom paH-
TOMU3JMPOBAHHOM IIePEKPECTHOM JICCIeJOBAaHNY OLleHUBATIN
2- M 4-KpaTHBIil peXXMMBI IIpYeMa TUAPOKOPTH30Ha [21] 1 mpu-
LIV K 3aK/TI0YEHNI0, 9YTO (PapMAaKOKMHETHKa KOPTU30/1a Oblia
6oree Gpu3nonOrnyHa npu 4-KpaTHOM pexrMe, KOTOPBIIL, KakK
0Ka3aJ10Ch, JIy4llle BOCIPUMHMUMAIN HalueHTsl. Alonso 1 coasT.,
HAIIPOTUB, OIpefewIn, 4To nokasarenu HRQoL 6butn mubo
CXOJHBL, 1100 [0 HEKOTOPOM IapaMeTpaM Xy>ke Ipu 3-Kpart-
HOM I10 CPaBHEHUIO C 2-KPaTHBIM PEXMMOM IIpueMa I'ujipo-
KopTu3oHa. Takum 06pa3oM, OCHOBBIBASCH Ha IpeobIafan-
IIMX pe3y/nIbTaTaX UCCAeJOBAHMIL ¥ KIMHNYECKOM OIIBITE, MbI
MOYKEM yTBEP>KIaTh, YTO 3- ¥ 4-KpaTHbIE PEKUMBI JO3UPOBa-
Hust 6071ee (PUBMOTOTMYHBL U IPEAIIOYTUTE/IbHbI /I 3AMeCTI-
tenpHOI Tepanun 1-HH. JJosa, paccunrannas Ha Maccy Tena, €
BBICOKOI JI07IelT BepoATHOCTH OyfieT yAep>KUBaTh yPOBEHb KOP-
TI30/1a B Ipefienax pedepeHcHoro anamnasoHa. OQHAKo ncce-
TOBaHMI, TIOATBEPKAAOINMX 9Ty PeKOMEH/JAlNI0, HeOCTaTOY-
HO, @ MeHee YacToe 1031 POBaHIe MOXeT aCCOLMNPOBATHCA C
JTydIIeil KOMIUIa€HTHOCTBIO MAI[IeHTOB [22].

CepbesHble papMaKOKMHETIYECKIIE CPABHITE/IbHbIE VCCIIe-
mosanuA rnpyu HH npoBogunmmich TONbKO A TUAPOKOPTU30HA
1 KOpTK30Ha arerara. PapMaKoKuHeTH4ecKas KpyuBas KOPTH-
30Ha aljeTaTa MeHee KpyTas 1 ¢ 6osiee IO3JHIM HadaIoM, YeM
y ruppoxoprusoHa [10], uro MokeT ObITb 60jIee IpeAnoYTH-
Te/IbHBIM, YUUTbIBasA KOPOTKMIL NIepUOJ, Ioaypaciaa Iujipo-
KOPTHU30HA.

B Tex cnyvasx, KOTfia y MalMeHTa HeT yAy4LIeHNs C TOYKU
3pEHNs KadecTBa XU3HM ¥ pabOTOCIIOCOOHOCTY MU €My Tsi-
JKeJI0 MpUAepKNBATbCA MHOTOKPATHOTO peXXnMa J1031poBa-
HMA, MOXKHO IIPEIIOKNUTD 1-2-KpaTHBIIL IpYeM IPeLHNU30I10-
Ha B Jlo3e 3-5 MTI' B JleHb. PeTpocneKkTuBHbIE NCCIefOBaHNA
60/1bHBIX, IPUHNMABLINX 60tee Boicokue go3bl ['K, Bmoyas
IIPEHM30JIOH UIN JIeKCAMETA30H, VIMe/IN HeOIaronpusTHBII
IIPOTHO3 OTHOCUTE/IbHO MeTa0O0/INYeCKNX HapyLUIeHNIT, TAKUX
KaK yBe/lM4YeHMe MacChl Tesa, NUCAUINAEeMNUsA U CaXapHBbIil
nnaber. Hanbosee 4acTo IposBIAIOTCA HOOOYHbIE KYIINHIO-
upHble o dexTsl Ha GoHe MpreMa JeKcaMeTa3oHa, Ha3Hayue-
Hue KoToporo cieayer usberats [10]. K coxxanennto, mpo-
CIIeKTUBHbIE MCCIeJOBAHN, CPABHIUBAOLINE 0€30IIaCHOCTD 1
3¢ PeKTUBHOCTD MPeJHM30/I0HA I TUAPOKOPTMU30HA B Te€Ue-
HMMe JJINTETbHOTO BpEMEHN, ellje He IIPOBOAMINCh. Kak anb-
TepHATNBA HeJAaBHO MOABU/ICA NIpeNapaT ¢ JBOIHBIM BbICBO-
6O>KfIeHMeM ITMAPOKOPTI30HA, KOTOPBIIT MOXKET Ha3HAYaThCs
OIHOKpaTHO. HecMOTps Ha TO YTO MMEIOTCA JJOKa3aTeIbCTBa
He60/1bIIoro cHIDKeHu:A AJl M IIMKMPOBAHHOTO IeMOII00M-
Ha IIpY IpueMe TUPOKOPTU30HA TBOITHOTO BBICBOOOXKIEHIS
[23], Takme pesynbTaThl, BO3MOXKHO, He Bcerga OyayT Boc-
pousBofuMsl y 601pHbIX ¢ 1-HH. B HacTosmee Bpemst Ha
JTare KIMHMYECKNX UCC/IeIOBAHNIT MMEIOTCA U IpyTue Ipe-
IapaTbl MeJJICHHOTO BBICBOOOXK/jeHMsA. [[/Is TOTO YTOOBI HOJ-
HOCTbIO OII€HUTb UX BO3MOJKHbIE IpeMMyliecTBa, MOTpe-
6yI0TCS JOIIOTTHUTE/IbHBIE, IPEATIOYTUTEIBHO IBOIIHbIE Clle-
TIble UCCIeJOBAaHNA B CPABHEHNM C TUAPOKOPTU30HOM I KOP-
TU30HOM aLleTaTOM.

Kontponb ajjiekBaTHOCTU 3aMecTuTeNbHOI ['K-Tepanmm oc-
HOBBIBAETCA IPEX/e BCErO Ha KIMHMYECKUX CUMIITOMAX U
npusHakax. CUMITOMaMU Iepefo3MpPOBKY IIPernapaToB AB-
JIAI0TCSA YBeTUYEHNe MacChl Tejla, beccoHHMIa u oTeku. Hepo-
CTaTOYHOCTb XapaKTepU3yeTcs TOLUTHOTOI, CHYDKEeHVEM allle-
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THUTA U MacChI Te/a, COHIMBOCTBIO U TUIepIurMenTanmeit. JIs
TOTO YTOOBI ONIPefeINTD BPeMs, 103y U YACTOTY IIpyeMa Ipe-
[apaToB, He0OXOANMO MOZPOOHO PACCIPOCUTD IALMEHTA O
ero 0OBIYHOM PAI[MOHE TPY/A U OTABIXA, HAIMYINK CTTab0CTH,
CHIDKEHMA KOHIIEHTPALUI BHUMAHUS, JTHEBHO COHTMBOCTHU U
IpPOYNX M3MEHEHNAX COCTOSHNA B TedeHne gHA. Vccmenona-
HIe KOPTN30/1a B aHA/IM3aX KPOBM Ha (OHE JIeYeHVSI MOXKET
IPUMEHATHCS TONBKO B CJIy4asX, KOIJa [O/[03peBaeTCs CIUH-
IpoM ManbabcopOIm, 4TOOBI affeKBaTHO MO00paTh H03Y.

Msmepenne AKTT mmasmbl i1 KOHTPOJIA 3a Tepamnmneil He
pexkomeHpyeTcs, Tak Kak ypoeHb AKTT moxxeT moBbImaThcsa
U TIPY aJleKBaTHOM JICYEHMIL.

3amecmumenvHas mepanusg MuHepanroKopmMuKoudamu

3.7. BceM nmanyieHTaM ¢ NOATBEP KIeHHBIM Ie(PUIIMITOM a/Ib-
MOCTepPOHA MOKa3aHa MITHEPATOKOPTUKOMTHAA Tepa-
nud - GpayapokopTH3oH (craproBas mosa 50-100 Mxr),
NoTpeb/IeHNe cOMM He orpaHmumBaercs (Al).

3.8. AIeKBaTHOCTh 3aMeCTUTENIbHON MIHEPaTOKOPTHU-
KOMJHON Tepanmuy OIeHNBAeTCA MO KIMHIIECKIM
NpU3HAKaM (TATa K COTEHOMY, OPTOCTaTHYecKas I'i-
TOTEH3 M, OTeKH, apTepuanbHaA runeprensud — AT)
M 9TIeKTPOINTaM KpoBu (A2).

3.9. AT Ha ¢oHe Tepanuy MOKeT CBUIETEIbCTBOBATB O I1e-
Peno3upoBKe, B 3TOM CIy4yae He0OXOZUMO yMeHb-
mmThb fo3y paygpoxkoprusona. Ecmu AJl ocraerca mo-
BBIIIEHHBIM, HeOOXOIMO Ha3HAYNTH I'MIOTEH3NB-
HYIO Tepanuio, a fedeHue GrypoKOPTIU30HOM IIPO-
momkuthb (B4).

MuHepasTOKOPTUKOWAbI )KU3HEHHO HeOOXOUMBI [Isl TOTO,
4TOOBI OAEPIKUBATH BOJHO-9TIEKTPOINTHBIN Oa/IanHc u, co-
OTBETCTBEHHO, KOHTPO/nupoBaTh AJl. CUHTeTHYECKMIT MUHE-
PaTOKOPTUKONT PIYAPOKOPTU3OH UCIIONB3YIOT B 3aMECTH-
TeIbHOI Tepamuy, HO ero npuMenenne npu 1-HH ne 6b110 13-
Y4eHO B JOCTaTOYHOII Mepe. PIyApOKOPTU30H OOBIYHO Ha3Ha-
JaeTcA OJHOKPATHO YTPOM, TaK KaK yPOBEHDb SHJOT€HHOTO
a/IBJOCTEPOHA B HOpPMe ABJISIETCs CAMBIM BBICOKUM B 3TO Bpe-
MsA, IO aHAJIOTMM C LUPKAJHBIM PUTMOM KopTusona. JJosa
GyApOKOPTU30HA 3aBUCUT OT HOTPeb/IeHN s/ TIOTEPI XKIUIKO-
ctu u 3neKTponnToB. CyTodHas J03a A7 B3POCIBIX ¥ OPO-
crkoB ¢ 1-HH o6br4no cocrabser 0,05-0,2 mr. ¥ fereit 4yB-
CTBUTENIBHOCTb K MMHEPATOKOPTUKONUAM HIDKE, TI03TOMY
Tpebytorcst 6osee BBICOKME [03bI (DIyIPOKOPTU3OHA IIO
CPaBHEHMIO C JO3aMM JyIst B3pOC/bIx [24]. ITanmeHTaM HY)XHO
PEeKOMEH/I0BaTh He OTPAaHMYMBATDH IOTpebnenme comu. Ipu
Ype3MepHOM IIOTOOTHENICHNUM, HAIIPUMEp B YCIOBMAX SKapKOTO
K/IMMaTa, MOKeT II0TPe60BaThCsl BpeMEHHOE yBe/INYeHe Ha
50-100% mospl mpemapaTa UaM KOMUMIECTBA COMEHBIX MPOLYK-
toB. Ha doHe Tepannyu mpegHI30I0HOM MOKET HOTPeOOBATh-
cs posa Gy poKopTU3oHa 60JIbllle, YeM IPU JIeYeHNN TUIPO-
KOPTH30HOM U TeM 60Jjiee TeKcaMeTa30HOM, KOTOPBI He 06/1a-
TaeT MIUHEPaTOKOPTUKONIHOM aKTMBHOCTLIO.

KomneHcarus MuHepaToKOPTUKOUJHOI HEJOCTATOYHOCTH
OlleHMBaeTCA KIMHMYecKu. [TaneHToB Heo6X0aMMO paccIipa-
IIVBATb O HA/IMYNU TATY K COIEHOMY ¥ IPeT0OMOPOUHBIX CO-
CTOAHMI, U3MepATh All B IOJIOXKEHUY CUTSA U CTOS, OCMATpH-
BaTh Ha HajM4Me Mepudepuiecknx OTeKOB (MMeeT HUSKYIO
4yBCTBUTENbHOCTD). OOllee xopolee caMOYyBCTBME, HOP-
MaJIbHBI YPOBEHD 37IeKTponUTOB 1 All, OTCYyTCTBUE OpTOCTA-
TUYECKOV TUIIOTEH3NM — TIPU3HAKM aleKBaTHOV KOMIIEHCaIlun
MUHEPaIOKOPTUKOUAHON HefocTaroyHocTu. Kpome ToTO,
IJIa3MeHHasA aKTMBHOCTb PEHMHA B BepXHeM pedepeHCHOM
AMara3oHe TaK)Ke ABIAETCA MONTe3HBIM MapKepoM KOMIIeHCa-
1y [10]. Heo6X01MMo yuuThIBaTh, YTO IAKPUILIA 1 TPpeindpy-
TOBBIII COK YCU/IMBAIOT MUHEPATIOKOPTUKOUAHDI 3pexT ria-
POKOPTI30HA U JO/DKHBI MCKTIOYAThCS U3 yoTpebnenus [25].
DeHnTONH ycnnuBaeT MeTabonusM GryapoKOPTU30HA, B CBA3K
C 4eM 03y IiperapaTa IPUXOAUTCA yBenuunBarh [10].

1-HH mosker coueratbcs ¢ accennmanbuoit Al [26]. Y ma-
unenTa ¢ 1-HH n AT Heo6X0ommMo OlleHMBaTh afleKBaTHOCTD U
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MUHepanokopTukouaHoii, u ['K-tepanun, Tak kak rnepemosu-
poBKa /m060ro 13 mpemapaTos Moxet nosbimath AJl. Eciu
II0C/Ie KOPPEKIUM 3aMeCTUTE/IbHOM Tepanmuu U IpyU OTCYT-
cTBuM O0TeKOB AJ] He HOpMaTU3yeTCs, HEOOXOAMO Ha3HAYATD
TUIIOTeH3UBHbIE NpeNapaThl, IPeUMYIIeCTBEHHO KYIUPYIO-
ye Ba3OKOHCTPUKTOPHBIN 3 eKT aHrnorensnHa II: 61oka-
TOPBI perjenTopa aHrnoreHsnHa I nam 610KaTopbl AHIMOTEeH-
suHIpeBparaomiero gepmenta [27]. Ilpenaparamu 2-ro psga
ABIAIOTCA JUTUAPONUPUSUHOBBIE 6IOKATOPbI Ka/IbI[MEeBBIX
KaHa/10B. MoueroHHble MpernapaThl HA3HAYAIOTCA B ICKIIOYM-
TE/IbHBIX C/IY4asX, a 6/I0KaTOPbI MUHEPATOKOPTUKOMIHBIX pe-
LIENITOPOB IPOTUBOIIOKa3aHbl NanyenTam ¢ 1-HH.

Jleuenue 60 6pems Gepemennocmu

3.10. Bepemennsie ¢ 1-HH momxHbI HabMIOKAaTHCA Y 9HA0-
KPMHO/IOTa He pexxe 4eM 1 pa3 B TpUMecTp A MC-
KII0YeHNd KTMHIMYEeCKUX CMMIITOMOB HealeKBaTHOI
Tepanuy; HanpuMep, U3MeHEeHNA MacChl Tella, Halu-
YMA YCTATOCTH, OPTOCTATMYECKOI I'MIIOTeH3MI Y TH-
nepraukeMun (He KTacCupUIPOBaHo).

3.11. Bepemennsim ¢ 1-HH Heo6x0on1Mo MOBbILIEHIIE TO-
3pI TMAPOKOPTU30HA, 0cobenHo B III Tpmmectpe
(ne xmaccudumposaHo).

3.12. B cryyae GepeMeHHOCTH IPEJIOYTITETHHO Ha3HAYe-
HIe TuApoKopTH3oHa (B3), mekcaMeTasoH NpOTUBO-
nokasas (A3).

3.13. Ilpu pogax mokasaHO Ha3HAaUYeHNE CTPECCOBOI JO3bI
TUAPOKOPTU30HA, KaK MPY XUPYPTUYECKUX BMeIa-
TenbcrBax (A3).

Bo BpeMst HOpManbHOI OepeMeHHOCTI YPOBEHDb KOPTI30/1a
TIOCTeIIeHHO yBenmuuBaeTcs (B 2-3 pasa) HaunHaA ¢ I Tpume-
crpa Benepcrame nossimeHust yposasa KCI [10, 13]. C 22-i1 He-
menu 6epeMeHHOCTHM TaKXKe HaYMHAeT 3HAUUTETbHO YBeINdN-
BaTbCA YPOBEHb CBOOOAHOTO KopTnsona [10]. YpoBeHb KOpTHU-
30/1a BO3BpalaeTcsA K MCXOJHOMY cpasy mocie pozos [13].
BcnencrBue HEKOPPEKTHON 3aMECTUTE/IbHOI TePAUM BO Bpe-
Ms1 GepeMeHHOCTY BO3MOXKHO passButue AK [27]. B nacrosiee
BpeMsA MaJlo JJoKa3aTelbHOIl 6a3bl ONTUMM3MPOBAHNA 3aMe-
crurenpHoit Tepamuy 1-HH y 6epeMeHHBIX, OZHAKO OO/MBIINH-
CTBO CIIELMATINCTOB PeKOMEHAYIOT yBe/IM4eHye S03bl IUpo-
KopTy30Ha Ha 20-40% c 24-i Hefle/ B COOTBETCTBUM C Pu3MO-
JIOTMYeCKUMM U3MeHeHuAMN. [Ipu 6epeMeHHOCTI MOTYT UC-
[10/Ib30BATHCA IMAPOKOPTU30H, KOPTMU30HA alleTaT, IPeJHI30-
JIOH U TIpeJHU30H. [leKcaMeTa3oH Ipy 9TOM IPOTUBOIIOKA3aH,
TaK KaK He MHAKTUBMPYeTCA IUIalleHTapHoit 11B-rugpokcucre-
pOMJIeTUAPOTEHA30il 2-T0 TUIIA X MOKET IIOCTYNATh dyepes
IJIALIEHTY K IUIOAY.

HH, BrepBble BbIABIEHHAs BO BpeMs 6epeMEeHHOCTH, 5AB-
JIIeTCA TPYAHO JUATHOCTUPYEMOIL, TaK KaK Hecreruduyaeckie
CYMIITOMBI, TaKle KaK yCTa/lI0CTh, TOIIHOTA M PBOTA, YaCTO He
OT/INMYAIOTCS OT CONMYTCTBYIOIMX OOBIYHON GepeMEeHHOCTH.
Tecr ¢ 1-24-AKTT s guarnoctuku 1-HH npu 6epemenno-
CTU SIBJIAETCS MpefIodYTUTeNbHbIM. IIpy MccnenoBanmy He-
60/IbIION KOTOPTHI 3J0POBBIX GepeMEHHBIX IMKOBasA KOH-
nentpanusa koprusosna o II n III TpumecTpax mocne BBepe-
Hust 1-24-AKTT 6bUra 3HaYNTEIBHO BhIIIE, YeM Y HebepeMeH-
HbIX (37 MKT/171; B cpegaeM 1000 HMOB/T), @ B IOC/IEPOZOBOM
Hnepuojie BO3Bpalllaaach Ha YPOBEHb 3JI0POBLIX HebepeMeH-
HBIX (26 MKr/mm; mepnana 700 Hmons/n) [10]. Takum obpa-
30M, fi/ist 6epeMeHHBIX ObIIO IIPEJI0KEHO UCIIOIB30BATh 60-
Jiee BBICOKMII IAMArHOCTUYECKNUII YPOBEHb KOPTU30/1a IpuU
nposefeHnu npo6sr: 700 Hmonb/n (25 mxr/mn), 800 HMONB/
(29 mxr/pn) n 900 umons/n (32 mxr/pn) B I, IT n III Tpume-
CTpax COOTBETCTBEHHO [13].

Eme TpynHee OleHUTh BO BpeMs OepeMeHHOCTU HOTpe6-
HOCTb B MMHEPATOKOPTUKOMJAX, TAKKe M3-3a CYUMIITOMOB,
CXOXUX C (U3NOIOrNIeCcKOll OepeMEeHHOCThIO, TaKMX KaK
OTEKU VM NTOCTypajibHasA I'UIIOTEeH3MA. MOXHO 1CC/IefoBaTh
HATPUIl ¥ Ka/IMJ B KPOBU MJIM MOY€, HO IVIA3MEHHDbII peHIH,
KOTOPBII (PU3NMOMTOTMYeCK) YBeINYNBaeTCsA BO BpeMs Oepe-
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Ta6nuua 3. Koppekuusa 3amectutenbHoi Tepanum npu 1-HH ([29], ¢ nameHeHuAmMM)

Ycnosue [enctBue
YBenuyexne [o3bl rmapokopTnaoHa B 2 pasa npu 38°C, B 3 pasa — npu 39°C oo Hop-
Jnxopapka mManunsaumm (06b14HO 2—3 AHA); NOBbILEHHOE YNOTpebeHne aNeKTPONMTCoAep KaLLMX

XunakocTten

[acTposHTEpUT UK TpaBma (Npuem opasbHbIX (hopm
HEBO3MOXEH)

MApPOKOPTM30H BHYTPUMBbILWEYHO 100 Mr/cyT (Hanpumep, 50 Mr yTpoMm, 25 Mr AHem
1 25 Mr Be4yepom)

Xupypru4deckoe neyeHme (HECNOXHOE; MalloUHBa3NBHbIE
npouenypbl)

TMAPOKOPTU30H BHYTPUMBILLEYHO 50—75 Mr/cyT 06bl4HO 1-2 AHA (Hanpumep, 25 mr
[0 BMelaTenbcTBa 1 25 Mr nocne)

Bonbluoe xupypruyeckoe BMeLATENLCTBO NOA, 06LWMM
HapKo30M, TpaBMa, poabl Un 6onesHb, koTopaa TpebyeT
WHTEHCWBHOW Tepanuun

FmapokopTn3oH 100 Mr BHYTPMBEHHO BOMIOCHO, Aanee HernpepbiBHOE BBEAEHNEe
200 mr/cyT (nnmn 50 Mr Kaxkable 6 4 BHYTPMBEHHO WN BHYTPUMbILLEYHO); HEMpepbIBHOE
BBeAeHune xuakocten (5% pekcTposa u 0,2 unm 0,45% NacCl)

F'mapokopTM3oH 100 Mr BHYTPMBEHHO BOMIOCHO, Aanee HernpepbiBHOE BBEAEHNEe

200 mr/cyT; Ha cnepyowmii aeHb 100 mr/cyT

AK BBepneHne n3otoHnyeckoro conesoro pacteopa 1000 mn B TedeHue 1-ro yaca unm 5%
rNIOKO3bl B M30TOHMYECKOM COIeBOM pacTBOpe, Aanee HenpepbiBHOE BHYTPUBEHHOE
BBe[eHNe N30TOHNYECKOro CoNIeBOro pacTeopa npu Heob6xoANMoCTH

KoHTponb remoamHammkm

MpumeyaHue. MNy6nnkyeTca ¢ paspeweHna © Endocrine Society.

MEHHOCTH, He/lb3s MCI0/Ib30BaTh I KOHTPOA. VI3BecTHO,
YTO aIbAOCTEPOH BO BpeMsI HOPMa/IbHOI OepeMEeHHOCTH YBe-
MYMBAETCs, TAK KaK yBeIM4MBaeTCA I YPOBEHb IIPOrecTepo-
Ha, KOTOPBIJ MeeT HEKOTOPbIil aHTUMUHEPATOKOPTUKON/I-
HbIl 9 dexT. CreoBaTeIbHO, BO BpeMsA 6epeMeHHOCTH Malu-
enTtkaM ¢ 1-HH MoxeT nmorpe6oBarbcsi yBenmndeHne JO3bl MI-
Hepanokoptukouos [10]. OgHako Ha IpaKTHKe HEOOXOxM-
MOCTb B 3TOM ObIBaeT PefiKo, TaK KaK yBe/IYeHIe JO3bI TUPO-
KOPTHM30HA IIepeKPbIBAET JOIOTHUTENbHYIO TOTPe6HOCTD B
MIHEPATOKOPTUKONIAX.

BBefieH1e CTPECCOBOII O3Bl IMAPOKOPTI30HA JO/DKHO OBITH
BBITIOJTHEHO B Ha4yajle aKTUBHBIX POJIOB (paclIMpeHye UIeiKu
MaTKM Ha 4 CM U/VMIM CXBAaTKU KaXK/ple 5 MMH B TedeHue 1 4):
BHYTPUBEHHO 60/IIOCHO BBOAAT 100 MI IMIPOKOPTI30HA U fia-
nee HempepbiBHO 200 Mr B Tevenne 24 4 [13, 28]. ITocte pogos
Io3a I'MPOKOPTU30HA IOCTEIIEHHO CHIDKAETCS JIO TOTydae-
MO BHe 6epeMEeHHOCTL.

4. Jleuenne u npopunaktuka AK

4.1. ITpu nogo3pennu Ha AK He3aMelmITeTbHO MapeHTe-
panpHO BBOAMTCA 100 Mr IMIPOKOPTI30HA, IPOBO-
BUTCA TUAPATALNA, fanee B 1-e CyTKM JO/KHO OBITH
BBefeHo eute 200 Mr mpenapata (HempepbIBHO Yepe3
CUCTeMY WIN pa3fielleHHble Ha MHDbEKINI0 KasKJble
64); Tabm. 3 (A2).

4.2. Tepanuio AK npegnoyTuTebHO NPOBOJUTD TUAPO-
KOPTH30HOM. B KauecTBe aTbTepHATUBBI BO3MOKHO
Ha3HaYeHle NPeHN30T0HA U, B MCKIIOYUTETbHBIX
CIyYasax, gekcaMerasona (B3).

[Manuents! ¢ 1-HH nogsep keHpl pUCKy OIIACHOTO [/ JKMU3-
HU COCTOSIHUS — OCTPOTO TUIIOKOPTUIM3MA (HAAITOYEIHIKO-
BbliT Kpus, win AK), Kora ypoBeHb KOPTI30/1a He COOTBET-
CTBYeT yBeJIMYEHHOII ITOTPeOHOCTN B HeM. I TaBHbIe KIMHIYe-
ckue nposiBiernsi AK - 9To runoTeH3nst 1 06e3BOKMBaHNe.
Jeduiut rIoKo- 1 MIHEPaTOKOPTUKOULOB BEflET K BBIBEfe-
HUIO MOYOJ HATPUs U, COOTBETCTBEHHO, K TUIIOHATPYEMUN I
IUIepKanyeMnH, IIOBbIIIAETCS MOUYEBIMHA U CHIKARTCA ypo-
BeHb caxapa (rmmornmkemus siBsieTcst Hanbosee pacmpo-
CTpaHEHHBbIM CUMIITOMOM Y JieTell, y B3pOC/IbIX BCTpeYaeTCs
penxo).

Hepocratounoe yBenndenue o3bl I'K npu xpuse noreHuu-
QTbHO OmacHO 1A >ku3Hu. OZHAKO B HAcTOAIlee BpeMs He
IIPOBeJIeHbl CCTeMAaTUYeCKIe VICCIeOBaHNA, ONpee/IAole
ajiekBaTHYI0 103y npu AK, mosromy pekoMenjyeMoe jiedeHne
B 3HAYNMTE/IBHOIL CTENeHN TTO0MPAETCs IMIIMPUIECKIL.

ITpodumakTrKa HaOUYEIHUKOBOTO KpU3a ¥ GONBHBIX C pa-
Hee YCTaHOB/IeHHBIM juarHo3oM 1-HH ocHoBaHa Ha 00ydeHnn
IanyeHTa yBeadeHno f103bl [K B cTpeccoBbIX cuTyaluax npu
IIOBBIILIEHHOI TTOTPeOHOCTU B KOpTU307Ie [29].
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B perpocnekTuBHOM aHanu3e 444 6onpubix ¢ HH wacroTa
HaJINIOYeYHMKOBDBIX KPM30OB COCTAB/IANA B CpeJHEM 6,6 crydas
Ha 100 manmeHTo-1etr. Hanbosee yacTeIMu IpUYNHAMU KP-
30B ABIAITCA MHPEKINN XKeTY[OUHO-KUIIETHOTO TPAKTa —
32,6% u npyrue — 24,3%. B uccnenosanun 6omee 1 ThiC. marm-
enTos ¢ 1-HH onpepneneno, 4To y 8% 13 HuX eXXerogHo amar-
HOCTUPOBA/IN KPU3, IPU 3TOM >KeTyLOYHO-KIUIIeYHbIe 1 OCT-
pble pecnypaTopHble BUPYCHbIe MHQEKIUM ObIIM CaMbIMU
pacrpocTpaHeHHbIMU ITyCKOBbIMU (akTopamu [10]. B mepom
TIPOCTIEKTUBHOM VCCIIEIOBAHNMN, BKIIOYAIOIeM 768 ManyeHTo-
JIeT, OTy9eHsl JaHHble 0 8,3 kpu3sa Ha 100 manuenro-rer [30].
OCHOBBIBAsICh Ha 3TUX JAHHBIX, MOYKHO IPEAIIOI0KNUTH, YTO
IpUOIU3UTENTBHO KaXKAbI 12-11 ITal[MeHT IepeHeceT OMacHbII
IJIA KU3HY KPU3 B HaCTymaloleM rofy. Takxe onpefeneHo,
YTO YaCTOTA CMEPTEIBHOTO KPY3a MOXKET COCTAB/ISTD MPMOI-
surenbHO 0,5 cnyvas Ha 100 mannenTo-er [10].

B mepekpecTHOM Mcce[oBaHN, OCHOBAHHOM Ha aHKETHOM
ompoce 122 manmenrtoB ¢ 1-HH un xmaccnueckoit BIKH
(Bxmrovas pgereit), sapukcuposann 5,8 HaAIIOYEYHNKOBOTO
kpusa Ha 100 manmenTo-ner [31]. YcranoBunu, 4To y feTei
Haubosee 4acToil MPUIMHOI KPU3OB OBUIN pecnypaToOpHbIe
nHQEKINN, a Y B3POCIIBIX — XKeNyJo4HO-KuiedHsle. CpepjHee
BpeM: OT IPOsABJIEH) IIePBBIX CUMIITOMOB JI0 IBHOTO HAJIIIO-
YeYHNKOBOTO Kpu3a — 1 enn [10].

ComnyTcTByomias Tepanus, KOTopas BMAeT Ha KOHIIEHTpPa-
LMI0 KOPTU30JIa, TAKXKE MOKET BbI3BaTh Kpus. [loaTomy B Ta-
KHX CIy4asAX JO/DKEeH pacCMaTpUBATLCA BOIIPOC O KOPPEKIVM
nosbl I'K. VinunumuposaHye 3aMeCTUTENbHOI Tepaluy 1eBOTH-
POKCMHOM MO>KeT BbI3BaTh AK BeeficTBUe yCKOpeHNs MeTa-
6onmu3ma Koptusona [10]. YBennunBawT KIMpPeHC KOPTU30/1a
MefiMKaMeHThl, aktusupyoue Gpepment CYP3A4: kapbama-
3€MIH, MUTOTaH, 9KCTPAKT 3Bepobos [32].

HasnaveHnne mekcaMmera3oHa kak ['K-koMmoHeHTa 3aMecTu-
TEe/IbHOI Tepanuyu 6e3 MIUHEPATOKOPTUKONA TAKXKe MOXKET
BbI3BaTh AK, Tak Kak JleKcaMeTa30H He MMeeT MUHeparToKop-
TUKOUJJHON aKTUBHOCTU. VI3BecTHO, 4TO 40 MT TUAPOKOPTU30-
Ha 9KBMBaneHTHO 100 MxT dpaygpokoprusona [10], mosTomy
CYMTAETCS, YTO /1032 IMAPOKOPTH30HA b0ojtee 40 MI IIOJTHOCTBIO
[IepEeKPBIBAET IIOTPEOHOCTD B MUHEPATOKOPTUKOW/AX.

ITokasano, uro y nanuenrtos ¢ 1-HH (BAKH) npu ¢pusnye-
CKOIJT HarpysKe BBICOKOJI MHTEHCUBHOCTH 1o 20 MUH He Tpeby-
eTCsI TOTIO/IHUTE/IBHOTO IpyeMa IMApoKopTH3oHa [10], Ho mpu
60J1ee IINTEIbHOI HATPY3Ke AOIIOTHUTENIBHO K TePaIny PeKo-
MeHfioBaHO 5-10 mr mpemaparta [33]. OgHako B HacTosIIee
BpeMs HeT CylleCTBeHHBIX JOKa3aTeIbCTB I BBeJleHNUs Ta-
KOl peKOMEeH/IaI 1.

ITpepnoxenusiit o6bem I'K-repannnu B mevennn AK nmeer
6e3yCc/I0BHO 60J1ee BBICOKYIO LIeHHOCTD, Ye€M MTOTEHIIMaTbHbIe
no604HbIe 3G GeKThl KPATKOBPEMEHHOI! ITePejO3MPOBKIL.
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4.3. Ina npodpunaxktuku AK Heo6xoxnMa afeKBaTHas KOp-
pexusa go3p1 K B 3aBUCHMOCTH OT TAKECTH MHTEPKYP-
peHTHOTO 320071eBaHMs U cTeneHn crpecca (B3).

MHOTOYMCIIEHHBIMY UCC/IEOBAHNAMM JOKA3aHO yBeIM4e-
Hue (B pasHOIl CTeNIeHN) YPOBHS 9H/[OTEHHOTO KOPTU30JI1a BO
BpeMs aHeCTe3UU, XUPYPIUIeCKMX BMENIaTe/IbCTB, TPaBM I
KPUTHMYECKUX COCTOAHMIL. B HacTosAIee BpeMA elle He IpoBe-
IeHbl paHIOMM3MPOBAHHbBIE MCC/IeIOBAHNA, KOTOPbIe MOT/IN
6n1 onpegenuTsb Jo3y I'K B yC/I0BUSAX MOBBIIIEHHOI TOTPEOHO-
ctu B HYX. [103a OOBIYHO PACCUNTBIBAETCS B 3aBUCUMOCTH OT
TSDKECTU ¥ HPOJO/DKUTENBHOCTU CTPECCOPHOTO (akTopa.
Cunraercs, 4T0 B (PU3NOTOTUYECKNX YCIOBUSX HA/JIIOYEIHN -
Ku cekpetupyroT 75-100 Mr KopTusona B CyTKM B OTBET Ha
CTI0KHOE XMPYPTUYeCcKOe BMeIaTe/IbCTBO 1 50 MI/CyT — B CIIy-
Jae He3Ha4YMTe/bHbIX MHBA3MBHBIX IpoLeayp. Takum obpa-
30M, fgosa I'K npu xupyprudyeckux BMenIaTe1bCTBax 0IKHA
OBbITb He MeHblIle, YeM CeKpeLys 3J0POBbIX HA/JIOYEYHIKOB
BO BpeMsI Ollepaliiy, a Tak>Ke JO/DKHA OBITh TaKolt, YTOOBI I1e-
PEKpBITh BHE3ANHbIE LOMOHNUTE/bHBIE MOTPEOHOCTN IIpuU
ocnoxxHeHMAX. Kpome Toro, HeT OKa3aTe/nIbCTB, YTO TaKMe JI0-
3bI BEyT K HETaTUBHBIM MOCTIECTBUAMN (OC/IOXKHEHNAM), 1 B
TO K€ BpeMs HeT MCC/IefloBaHNIl, YKa3bIBAIOUIUX Ha TO, 4TO
HU3KIe 035l Oojee Ge3omacHbl. B ogHOII 0630pHOIT paboTte
ObIIO IIOKa3aHO, YTO CEKpelys KOPTU30/Ia B IepBble 24 4
IoCyIe oIepanuy pegko npespiimana 200 Mr, a ypoBeHb ceKpe-
LM KOPPeIUpOBas C IPOJOKUTENbHOCTBIO ¥ CTI0XKHOCTBIO
BMenIatenbcTBa. bonpupiv ¢ 2-HH npu xupypruvecknx sme-
IIATE/IbCTBAX PEKOMEHAYITCs 60JIee HU3KIe CyTOYHbIE O3B
rufpokopTusoHa (25-75 mr). [lpu yaydireHnn cocTosHNA Ta-
I[MeHTa JJ03y IIperapara OCTeIIeHHO CHIDKAIOT /10 MCXOHOIA,
HO He 6osee yeM Ha 30% exxegHeBHO [10].

IlokasaHo, 4TO MeTabONMN3M KOPTU30/Ia 3aMeJ/IAeTCS BO Bpe-
MsI KpUTHYEeCKUX cocTostumit [34]. B nccnemoBanum 158 607b-
HBIX OT/Ie/IeHN MHTEHCUBHOI Teparny 1 64 — 13 IPYIIIIb KOHT-
POJIsL OIIpefieNIeHO, YTO YPOBHM 0011ero 1 CBOOOLHOTO KOPTU30-
J1a OBUIY BBILIIE Y TALVIEHTOB OT/e/ICHVIsI MIHTEHCUBHOI TePAIni,
4eM Y CyOBEeKTOB 113 TPYIIIIBI KOHTPOJIA, BCIEACTBUE COKpaIlje-
HIA KIMpPeHca KopTusosa 6oree 4eM Ha 50% U CHYDKEHMA MHAK-
TUBAVM KOPTU30/1a 10 KOpTM3oHa. [IpyunHbl 3aMepneHns Me-
Tabo/MM3Ma KOPTU30/Ia BO BPeMsI KPUTUYECKOTO COCTOSIHUS Y
6ompHbIX ¢ 1-HH B HacTOs1IIee BpeMs ellle He 13ydayich.

ITpu nmuxopazpke cyTo4Hylo o3y nepopanpHoro I'K yse-
AMYMBAIOT B 2 WM 3 pasa JO HOpManm3aluyu COCTOSAHMNA,
06bIYHO B TeyeHe 2 v 3 gHeit (cM. Tabi. 3). Eciu nanyent
He Crtoco6eH MPUHMUMATD IIePOPAbHbIIL ITperapar 13-3a pBo-
TBI VIV TPaBMbI, II0OKa3aHO MapeHTepabHOE BBeIeHe (BHYT-
PUBEHHO, BHYTPVUMBILIEYHO VIU IIOJKO>KHO) TU/IPOKOPTU30HA
100 mr/cyr. MuHepaToKOPTUKOUJHAS Tepallys He Tpedyercs,
€Cu CyTOYHAA [03a IMPOKOPTU30HA npeBbiimaeT 40-50 mr.

B 0[JHOLIEHTPOBOM OTKPBITOM PAaHIOMU3MPOBAHHOM Iepe-
KPECTHOM MICC/IeloBaHMM C ydacTueM 12 mauuenTos ¢ 1-HH
MIOKA3aHO, YTO U IPY IMOJKOXXHOM, U IIPY BHYTPUMBIIIEYHOM
BBeJICHUI TMAPOKOPTI30HA ObIIN CXOXKIE pe3y/IbTaThl hapma-
KokHeTnKu. OJHAKO IIPY [IOAKOXKHOM BBefjeHnu Tpebyercs
IBE€ MH'BEKIMY, A He OfIHA, KaK TPV BHYTPUMBbIIIEUHOM, & JI/I
HBOCTVDKeHMsI YPpOBHs KopTusona 1000 umons/n (36 MKr/pr)
oTpe6oBanoch 6obiite BpeMeHu (22 1 11 MUH COOTBETCTBEH-
HO) [35, 36].

Tak>ke B 9KCTPEHHBIX C/IydyasX IpU YCIOBUM OTCYTCTBUSA
Iyiapey caMOCTOATE/IbHO MAIlVIieHTOM MOTYT YCIIEIIHO MCIOIb-
30BaTbCA PEKTA/IbHbIE CYIIIO3MTOPUY WV KIU3MBL C IPeHN-
30710HOM (20-30 Mr mpenaparta Ha 100 M/T KMIITYEHOIT BOZBI
9yTh BBILIe KOMHATHOI TemIepatypsl). K coxanennio, B Ha-
crosiiee BpeMs 3T1 GOPMBI IIperapaTos i nedenns 1-HH
ellle HeJOCTATOYHO M3Y4eHBl, a CYIIIIO3UTOPUM HEJOCTYIIHbI B
Poccuniickoit @eneparun.

4.4. Heo6xogumo o0ydeHNe NAIVIeHTOB PAacHO3HABAaHIIO

NpU3HAKOB HeaI[eKBaTHOf;I 3aMeCTUTETbHO Tepanunm,
CaMOCTOATENbHOM KOppeKInn 1€e4YeHNA B CTPECCOBBIX
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CUTYyalVAX M IPY MHTEPKYPPEHTHBIX 3a00/TeBaHNAX, ca-
MOCTOSITeTbHOMY NapeHTepanbHOMY BBegeHuio I'K (ue
KIaccupuupoBaHo).

4.5. Bce manueHThI JO/KHBI MMETh UAEHTU(PUKAIMIOHHYIO
KapTOYKy (MeFMIMHCKMIT OpacieT MK KyIOH) ¢ yKasa-
HueM 3a0oneBaHua u HeoOxogumocTu BBegenns I'K (ue
KIaccupuIupoBaHo).

4.6. Bce manumeHThl HO/LKHBI MMeTh 'K B MHBEKIIMOHHOIT
dopMe g MCHONb30BaHNMA B YPIEHTHBIX CUTYalUAX
(ne xmaccuduimponaHo).

He Bce, HO 6ONBPUIMHCTBO MCCIELOBAHNIT IO TBEPIK/IAET,
9TO B I1e/I0M y marueHnToB ¢ 1-HH neranpHOCTD BbILIE 00111e-
nonysAnuonHoi [10]. Bo Bcex aTux MccnefoBaHNAX OCHOB-
HOJI mpuunHOM cMepTu 60nmbHbIX 66T AK. TaknuM obpasom,
KpailHe HeoOXofuMo oOydeHMe MaljMeHTa NPOQUIAKTUKE
Kpusa u axkcrpenHomy Beefiennio I'K [37]. ITokasaHo, 4To
3HauYMTeAbHAA YaCTh NauueHToB (46%) He OblIa JOCTAaTOYHO
obyueHa BBEJICHUIO CTEPONUJIOB B CTpeccoBoil cutyaunn [10].
[ToaTomMy HEOOXOAMMO HEOJHOKpATHOE 00ydeHNe ALIEeHTOB
B XOJle K&XX/JOr0 aMOy/IaTOPHOTO MOCEIeHNsT Bpada.

ITo pesynbratam 60JIbIIOI 0630pHOI PabOTHI OIIpefieeHO,
YTO IPUOMU3UTENBHO 1/3 BCeX YPTEeHTHBIX COCTOSHMIL y 60Tb-
HbIix ¢ 1-HH Bosuukana BHe moMa. Tonmbko 12% manmueHToOB C
AK camocrosrensro Bogymn cebe I'K, a 2/3 GONbHBIX OXKN-
Ja/IuCh JIedeH1st MeillepCOHaIOM. B apyrom nccnegosanun (B
Benmukobpuranun) us 26 nanyentos ¢ 1-HH Tonbko 2 ymenu
CaMOCTOSITE/IbHO BHYTPMMBIIIEYHO BBECTI PAaCTBOP I'MAPO-
KOPTHU30H3, a 10 yTBep>Kia/i, 4TO HUKOT/Ia He 00y4anch BBe-
nenuio nubekuit. Eute B ognoit pabote (CIIA) mpuBopnincy
JaHHbIE 0 TOM, uTo 13 60 MaTepeit nereit ¢ BIIKH Tonpko 70%
HOJIYYM/IU B IICbMEHHOM BIJie PeKOMEH/IAL[UIL OTHOCUTE/IBHO
Je4eHns B YPreHTHBIX/CTPECCOBBIX CUTyaluaAx, a 1/2 mpm-
IIIOCH 3aHOBO ITpotitu 06ydenne. [Tpu onpoce 254 manueHToOB
¢ 1-HH n3 I'epmannyu ToabKo 63% cunTanmu cebs XoOpouIo 1H-
(bOpMMPOBAHHBIMYU O [IEHICTBMAX B YPreHTHBIX/CTPECCOBBIX
cnryanusix [10].

Hepenko BCTpewaroTcst Bpaun, KOTOPbIE He 3HAIOT O He06X0-
IAMMocTH HezaMmeuTenbHoro nedenus AK. ITostomy manmyen-
TaM JKeJIaTe/IbHO BCET/a MIMETD IIpy cebe MaMATKY € IIPOCThIMU
nHcTpykuysamu 1o ntedeHnio AK [38]. Takxxe 601pHOMY Beerza
HeoOXOMMO MMeTh MeAMIIMHCKIIT OpacieT Wiy KylIoH (¢ Mu-
HUMaNbHON MHpOpMaumeit o 3aboneBannu u nedeHun) n ['K
IJIS TapeHTepalbHOTrO BBefeHus [28].

5. HaOnromenne

5.1. Bcem 60npuBIM ¢ 1-HH f0/mKHO IPOBORUTHCS 00CIENO0-
BaHMe He pexxe 1 pasa B roj [i/Is1 OLIEHKN afeKBaTHOCTI
3aMeCTUTENbHOIT Tepanuu (He KTaccupuuupoBaHo).

5.2. TIagMeHTbI C AyTOMMMYHHBIM TeHe30M 3a00/IeBaHUs
BO/DKHBI €5KeTOfHO 00CIe0BaThCs Ha MpeaMeT HalN-
YU APYroif ayTOMMMYHHOI IAaTOMOTUM: 3a60/eBaHMe
IIUTOBUIHOI >Kele3bl, CAaXapHBII Juader, rMIOroHa-
AU3M, I[eTNaKN:A, ayTOUMMYHHBIIT TacTPUT U Keduut
ButamuHa B, (B3).

5.3. [Insa MCKII0YeHnss MOHOTEHHBIX 3a00meBaHMIT HEOOXO0-
IMIMO PacCMOTpPEHNE BOIPOCA O TEHETMIECKOM 00CIeno-
BaHNU (He KTacCcuPUIMPOBaHO).

Llenb nedeHNs 1 HAOMIOLEHUA COCTOUT B TOM, YTOOBI y ITa-
LIVIEHTOB OBITIO YIOBIETBOPUTEIbHOE 00Ijee CaMOYyBCTBIE,
OHII MOT/IV BECTHU CBOI OOBIYHYIO MPO(eCCHOHANbHYIO [iesi-
TeJIBHOCTD U MAKCMMAaIbHO MPUOJIVDKEHHDIN K 0OBITHOMY 06-
pas >kuM3HM. PerynsapHble OCMOTpPBI HMO3BOIAIOT HPOBECTU
OLIEHKY (PM3UIECKOTO COCTOSIHMSI, 0COOEHHO OTHOCUTETBHO
HepejO3MPOBKY VTN HEOCTATOYHOCTY 3aMeCTIUTEIbHOI Tepa-
muu, u Kadectsa xusHu. JIroboit smuson ocrpoit HH momken
OBITD TIATENILHO OOCYXKIEH.

KoHTponb 3aMecTUTe/IbHOI Tepannu, I/IaBHBIM 06pasoMm,
IIPOBOAVTCS IO KIMHMYeCKuM cumiromam. Ha ¢one agexsar-
HOJI Tepaluy y HalieHTa OTCYTCTBYeT IUIIePIUTMeHTAIUA,
TOJDKHBI OBITh HOpManbHBIE IToKasaTenu AJl n ycroitamsas
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Macca Tesia. Hammdne opTocTaTnyeckoii IMIIOTeH3M YKa3blBa-
€T Ha HeJ[0CTATOYHYI0 MUHEPATIOKOPTUKOUIHYIO TEPAINIO UM
OrpaHnYeHHOe IOTpebIeHe COJIIL.

PyruHHOe mabopaTopHOe 06CIef0BaHEe JOKHO BKIHOYATD
MCCTIeOBaHe 9MEKTPOTUTOB KpoBY (HATpuit U Kanuit). V3me-
peHMe YpoBHA KOPTU30/1a MOXET ObITh IOJIE3HBIM TONBKO B
ClTydae TIOJ03PEHNs Ha HapylleH1e ero MeTabommsMa, Halpu-
Mep, IIpU IIpueMe JIEKapCTBEHHBIX CPENCTB, KOTOPbIE BIUAIOT
Ha Iepuoj nonypacnaga. IlnasMeHHas akTUBHOCTb peHMHA
UM IPSAMOIL PEHUH MCCIIeyeTcs Il MOHUTOPMHIA MIHepa-
JTOKOPTUKOUIHOI HEJOCTAaTOYHOCTI, YPOBEHDb KOTOPBIX JOJI-
JKeH CTPEMUTDHCS K BEPXHEMY pedepeHCHOMY AMAIa30Hy MIn
HEMHOTO BBIIIIE.

[ToBpIlIEHHDINT PUCK APYIUX ayTOMMMYHHBIX HapyIIeHMUII
AUKTyeT He0OXOAMMOCTD TI[ATE/IbHOTO HAO/MIOAEHNS B 9TOM
HAIpaB/IeHNH, 0COOEHHO BBISIB/ICHNS Ay TOMMMYHHOTO 3a601e-
BaHMA WUTOBUIHOI >KeJle3bl, KOTOpOe OTMeYeHo y 1/2 >keH-
muH n 25% myxuuH ¢ 1-HH. [Juabet tumna 1 BuIABIACTCA ¥
10-15% mnanuenTtos (Hanbosee YacTo y ckauanHaBoB). [Toarto-
MY €XXeroJHO HeOOXOAMMO CJaBaTh KPOBb HA THPEOTPOIIHBIII
TOPMOH, CBOOO/HBINT TUPOKCUH U TTUKUPOBAHHBII T€MOTIIO-
6uH [10].

Kenmunnam HyXHO co0o61UTb 0 pucke (8%) mpexyeBpe-
MEHHOII oBapuanbHoi HegocratogHocTn [10]. Betterle u co-
aBT. [TOKa3a/1, 4YTO IPeX/eBPeMeHHast OBapyanbHast Hel0CTa-
TOYHOCTD ObI/Ia AMarHoCTUpoBaHa y 20,2% 13 258 KeHIUH ¢
1-HH, 20 (40,8%) us 49 ¢ AIITC-1, 6 (33,3%) u3 18 ¢ AIIT'C-4,
26 (16%) us 163 ¢ AIIT'C-2, HO HU Y OfHOIT U3 28 ¢ M30/IMPO-
BanHoit 1-HH. HecmoTpsa na To yto CYP11A1 skcnpeccupy-
€TCs BO BCEX CTEPOVJIOT€HHbIX TKAHAX, JOKa3aHO, 4YTO Ha/IN-
YJe ayTOAHTHUTE K TaHHOMY Oe/IKy KOppenupyeT ¢ Halndnem
rumoroHagnsma. OJHAKO IIPOTHO3MPYOIIAsg IIeHHOCTb
CYP11A1 comuutenbHa. Tak, MCIONb3ys MeHee YyBCTBUTENb-
HBIl UMMyHO(epMeHTHBbI aHanus, G.Reato u coast. [39]
OIIPEeJIe/IN/IN, YTO TONIBKO Y 3 13 13 CepOnO3SMTUBHBIX MalMeH-
TOK 32 8 jieT HaOIIoe s OBUT AMArHOCTUPOBAH IMIIOTOHA-
IM3M. B oT/imume oT manyeHTOK ¢ HeayTOMMMYHHBIM TUIIOTO-
HaausMoM y 6ombHbIX ¢ 1-HH pomnmmkynapras pynkums co-
XpaHAeTCA B TeUeHMe HeCKOMbKMX JIeT T0C/Ie YCTaHOBIeHNA
puarHosa [40]. 9To maeT BO3MOXHOCTb KPVMOKOHCEPBAL[UU
OBapuasbHOI TKAaHMU JIJI 9KCTPAKOPIIOPATBHOTO OIUIOJIOTBO-
peHuA.

Taxoke nmarenTam ¢ 1-HH exxerogHo Heo6X0MMO BBITOI-
HATDb PaCIIVpPEeHHDIT aHAIN3 KPOBI. BenmencrBue ayronMmyH-
HOTO TaCTPUTA YACTO BBLAB/sIETCA febUINT BUTAMIHA Biy, 0-
3TOMY HOIOTHUTEIBHO IIPOBOJUTCA €KETONHbII MOHUTOPYHT
ypoBHA By, B ananuse xposu. IIpu nmogospeHun/BoABIeHNN
meduiuTa BUTaMuHa By, Tak)Ke )KeaTe/bHO MCCIe[OBAHE
XOMOTpaHCcKobamaMnuHa, TOMOIIMCTENHA, MeTUIMaTOHOBOI
KMC/IOTDI, ayTOAHTUTEN K MTapyeTabHbIM K/IeTKaM KelyKa I
BHyTpeHHeMy ¢axropy Kacrma [10].

ITockonbKy pacnpocrpaneHHOCTb Henuakuy npu 1-HH co-
CTaB/IsieT MPUOMM3UTENBHO 5%, HEOOXOANMO UCCIEe[OBATh aH-
TUTeNA K TKAaHeBOIl TPaHCIMIOTaMIHa3e-2 1 YPOBeHb 00IIero
MMMYHOITIOOY/IMHA A, la)Ke eC/Ii CYMIITOMbI OTCYTCTBYIOT [10].

YacTo BBIABIIAIOTCA BUTHUINTO ¥ QIOTIEIUsI, KOTOPbIe pac-
CMaTpPUBAIOTCA KaK MapKepbl ayTOMMMYHHOI! ITaTOIOT M.

Heckonbko ¢opm 1-HH sasnsrorcs cemertubiMu. Tak, orpe-
JeneHo, uyto y 10% HopBexxckux nannentos 1-HH renernye-
CKM JeTepMuHMpoBaHa. V3BecTHO, yTo 1-HH B coueranun c
afipeHoeiikofucTpoduert Hacmenyercs X-CIeIlJIEeHHO, TOT/a
xak BJJKH u ATIT'C-1 ayrocomMHO-perieccuBHO [41].

IlepcriekTUBBI

Juarnocrtuka u nedenne 1-HH Bce eme Tpebyrot 6oee om-
TUMa/IbHBIX ITOIXOMIOB.

VY JKeHIMH HaJIIOYeYHNK ABIAETCA eIHCTBEHHBIM MICTOY-
HUKOM cekpernuu aHaporeHoB (JI'DA u aHApOCTeHAMOHA).
CrenoBaTenbHO, HANIOYEYHNKOBASI HELOCTATOYHOCTD MPO-
SIBJISIETCSI TakKe U geduiuroM aupgporeHos. II'9A-C mpo-

CONSILIUM MEDICUM 2017 | TOM 19 | Ne4

nspogurca us JI'DA nobasneHneM cynbQaTHOI IPYIIIBI IPY
yuactun dpepmeHTa cynbdoTpancdepaspl. Ousmonornyeckas
koHueHTpauus JIDA-C B cbIBOPOTKE JOCTUTAET MAKCUMyMa
B Bo3pacTe 20 u 30 71eT C IOCTETIEHHBIM CHVDKEHVIEM HE3aBUCH -
MO OT HacTyIleHus MeHomnaysbl. JTOA axTuBupyerca no mo-
nosoro creponpa (ITDA-C) B nepudepnieckux TKaHIX U rO-
Hajax. ITOA raxKe akTUBUPYeTCA B TOTIOBHOM MO3TE, I7ie €r0
MeTabo/MNT y)Ke MPUINCIIAETCS K HellPOCTePONAaM, TaK KaK
BJINAET Ha PelleNITOPLI Y-aMIUHOMAC/IAHON KUCTOTBL M OKa3bl-
BaeT aHTUJeENpecCUBHOeE JielicTBMe. B HacToAIee BpeMsa Ha
tepputopun PO npenapar [II'9A He 3aperncTpupoBaH, ojjHa-
KO YCIIeIIHO IPUMEHAETCA B JPYIUX cTpaHaX. ExxeHeBHBIN
OJIHOKpPATHBII NlepopanbHblii npueM JAI'9A npu 1-HH Boccra-
HaB/IMBaeT YPOBeHb aH/IpOTeHa U ero NpefillleCTBeHHUKA J10
HOpPMAaJIbHBIX 3HaYeHuIi. VccmemoBanmsa nokasanm, 94To Tepa-
nus [II9A npu 1-HH Moxxer ynydimaTh Ka4ecTBO KUSHU U
HaCTpOeHIe, CHIDKATb YPOBEHb IeIIPeCcCUM U TPEBOXKHOCTIL.
CucremaTidecknit 0630p 1 MeTaaHaN3 PaHTOMU3NPOBAHHDBIX
1a11e00-KOHTPOINMPYEMBIX MCCIEOBAHNUII He TI0Ka3a/IN CY-
LIECTBEHHON K/IMHMYECKO BBITO/IBI TAKOV T€PaNNi I BCEX
»kenuH ¢ 1-HH, Ho nmeeTcs 1ocTaTOYHO MHOTO Hay4YHBIX pa-
60T, KOTOpBIE 3aPErNCTPYUPOBATIN IONIOXKIUTETbHBIE 3 eKThI
Ha /IMOU/0 U BOCCTAHOBJ/IeHNe Iybapxe y AeBylleK Ha GoHe Te-
panyn JI'9A npu 1-HH [10, 42]. OpHako JONATOCPOYHBIX JC-
C/IefloBaHMIi Pe3yNbTaToB MOCTOAHHOrO npueMa JI'DA y xen-
myH ¢ 1-HH B HacTosA1II€€ BpeMs He[JOCTaTOYHO.

ITpuem JITOA B 103e 25-50 MI OJHOKPATHO II€POPAILHO YT-
POM paccMaTpUBAETCA TONBKO JI/IA YKEHIIUH PeIpOLyKTUBHO-
ro Bospacrta ¢ 1-HH u cHibkeHrem/oTcyTcTBIeM MUOUIO, fe-
Ipeccuelt, TPeBOXHOCTHIO, BBIPAXKEHHOI CTabOCThI0, HECMOT-
ps Ha onTuMusuposanHyio ['K- 1 MMHeparTOKOPTUKOUHYIO
tepanuo. Eciu manmeHTKa He cO061IaeT 0 CTOMKOM 671aro-
npuATHOM BoserictBunu tepanun JTIA B Teuenne 6 mec, npe-
napaT peKOMeHJyI0T OTMEHUTb. B [JoTI0/THeHNe K KOHTPOJIIO 3a
K/IMHIYECKOT 3 (PEeKTUBHOCTBIO U ITOTEHIIMAIbHBIMIL II060Y-
HbIMI 3 PeKTaMu afleKBaTHOCTD TePANNI IPOBEPSIETCS UC-
CIeloBaHIeM YTpeHHero obpasiia kposu Ha ITDA-C no mpue-
Ma npenapata. Ilenbio Tepanuy sABIAETCA JOCTIOKEHME Cpefi-
HEro ypOBH: pehepeHCHOrO AMaIa30Ha /sl PelpPOSYKTUBHO-
IO Iepuoza.

CylecTByeT MHOTO HepellleHHbIX BOIIPOCOB OTHOCUTETbHO
ompepeneHns GYHKLIMUM HANIIOYEUYHUKOB. B yacTHOCTH, HET
COT/IACKs B OIIPeJie/IeHNI Ha/IIOYeIHNKOBOI ANCYHKIINU BO
BpeMsI KPUTUYECKUX COCTOSIHUIL ¥ B HEOOXOAMMOCTY MOHIUTO-
punra 'K Bo BpeMs mpucoefyiHeHNs MHTEPKYPPEHTHBIX 3a00-
JIeBaHMI1 ¥ IIpMeMe Pas3/INYHBIX JIEKAPCTBEHHBIX CPENICTB.

KnmHnnycTsl HyXzaoTcs B 60/iee Hae)XHOM OMOXMMIYe-
cxom Mapkepe HH. B Hacrosiee Bpems nepcrieKTMBHbIMU SB-
JIIIOTCA [1BA HaIIpaB/ieHMsA. [lepBoe — 9TO KOPTU30JI C/IIOHBI, HO
IIOKa MMEIOTCS HeKOTOPbIe OTPAaHNYEHM A C TOUYKY 3pEeHNs Ha-
KOIUICHMSI JaHHBIX ePCIeKTUBHBIX MccnenoBanmii [10]. Bro-
poe HampaBJieHne KacaeTCsl MACCOBOTO BHeApeHuMs crienydu-
YeCKOTO IVMArHOCTIYECKOTO TeCTUPOBAHMSA: SKUIKOCTHOI XpO-
Marorpadun/TangeMHol Macc-criekTpomerpuu (LC-MS/MS),
4TO JO/DKHO 00€CIeYnTh YUY CTAHAAPTU3ALNMIO B M3Mepe-
HUU KOPTN30/1a. Takie MeTObl OTHOCUTENBHO CBOOOHBL OT
aHAIMTUYECKUX BMEIIATe/IbCTB, CBA3AHHBIX C IIEPeKPeCTHOI
PeaKTMBHOCTHIO, CBOJICTBEHHO UMMYHOIOIMYECKMM aHajIN-
3am. JIpyrum 6onpimM npenmyuiectsom LC-MS/MS Hap nm-
MYHOJIOTMYECKMM aHa/IM30M SABJIAETCA BO3MOXKHOCTD OIIpefie-
JISITh B OJHOM aHa/IM3e MHOXKeCTBO cTeponzoB (15 nnm 6oree),
TaKMM 06pPa3OM CyILIECTBEHHO PACIIMPSAA BOSMOXKHOCTH MICH-
tuduKanym pasnuausix Gopm u mpuunsa HH [43].

VImerorcst 60rtee C/10XKHbIE BOIIPOCHI OTHOCUTEIBHO JICIEHIIS
1-HH. JJokazaHo yXy/illeHMe PeryIaun CeKpeny KaTexona-
MIHOB U HEJIPOIIeNTUIOB, YTO IPUBOJUT K CEPAEIHO-COCY/IH-
CTBIM HAapyIIEHUAM, 31130/ aM I'MIIOTTIMKEMWY Y CHYDKEHUIO
¢usnaeckoit aktuBHOCTN y 60/mpHBIX ¢ 1-HH 1 BOKH [10].

HecMmoTps Ha ONTUMATIbHYIO 3aMeCTUTE/IbHYIO Tepaluio,
3HAYMTETbHOE YVCIIO INAlMEHTOB MIPOJO/KAIOT IPENbABIATh
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00beKTUBHBIE U CYOBEKTUBHbIE JKA/IOObI: HAa CMITOMBI Iepe-
ILO3VPOBKI I IeKOMIIEHCALMY, CHIDKEeHMe paboTOCIIOCOOHO-
ctu 1 GpU3NIECKOIl aKTUBHOCTI, 0COOEHHO Y SKEHIINH, VXY~
IIeHue O0OIIero COCTOSHIIS 30POBbs, META0OIIIYeCKILe 11 cep-
Ie4HO-COCYUCThbIe OC/IOKHeHNs, BKnovad Al'. Hosble mpena-
patsl ¢ MOEUGUIIMPOBAHHBIM BHICBOOOKIEHIIEM TULPOKOPTI-
30Ha B HEKOTOPOIl CTENeH) MMUTUPYIOT LUPKATHbIA PUTM
CeKpenuy 9HAZOreHHOro Koprusona [10, 44]. IIpemaparer ¢
IOBOMHBIM U MeJJIEHHBIM BBICBOOOXK/[EHEM MaKCUMaTbHO
OpUOIUSUINCH K 9TOMY [23], HO He UMUTUPYIOT GU3NOTIOTHU-
YECKYI0 IY/IbCUPYIOLIYIO CeKPELNI0 KOPTU30Ia.

HemnpepbiBHOE IOAKOXXHOE BBEJEHNE KOPTU30/IA ITOCPES-
CTBOM MHCY/IMHOBBIX ITOMII JTy4lile 0OecrednBaeT myIbCUPYIo-
i 1 OYpKagHbiil put™ [10, 45]. B OTKpBITOM IepeKpecTHOM
MICCIIeJOBAHY TaKOE BBEJjeHNe TUPOKOPTU30HA aCCOLMMPO-
Basoch ¢ ynyumenreM HRQoL [45]. OngHako B pyroMm ABoii-
HOM CJIeTIOM McClefloBaHMuy HuKakoit peakuny Ha HRQoL ot-
MedeHO He Ob110 [46]. JIedeHe oMot 6ojiee TPyZOEMKO, 4eM
TPAfMIIVIOHHOE, VI MOXKET OBITD IIPEIOKEHO TOIBKO Hal{/eH-
TaM, KOTOpble He OTBEYAIT Ha TPAAUIMOHHOe edenne. [To-
CKOJIbKY TPV TAaKOM BBeJI€HUM I'MAPOKOPTIU30HA ITOYTH MO
HOCTBIO UMUTUPYETCA PUTM SHIOTEHHOTO KOPTHU30/Ia, B Kade-
CTBe OMOXVMMIYECKOTO MapKepa OITHMAaTIbHOTO JO3MPOBAHS
MOJeT MCII0/Ib30BaThCs nccnenoBanne yposus AKTT [45].
[ yBenmudueHNs ToKa3aTe/IbHOl 6asbl apPeKTUBHOCTY 1 6e3-
OTIaCHOCTM PA3HBIX CXeM 3aMeCTUTeIbHOI Tepanuu 1-HH He-
06X0zMMBI 60/IbIINE PAH/JOMU3NPOBAHHbIE K/IMHIYECKIE VIC-
cnegoBanus [47].

B nauane 3aboneBanusa 60abIIMHCTBO NanyenTos ¢ 1-HH
elile COXPAHS;IOT B Pa3INIHOM 00beMe 9HIOTEHHYIO CEKPELNI0
KopTn3osa. [IpoeMOHCTPMPOBAHO, YTO /ISl TAKMX MALEHTOB
nedenne purykcumabom [10] u rerpakosaxruzmom [48] moxer
BOCCTaHOBUTDH Ha OIpefie/IeHHOE BpPeMsl dHIOTeHHOe IMPO-
M3BOJICTBO KOPTHU3OJIA.

Tax)Xe HepCHEKTUBHBIM SIBJISI€TCS MCC/IeJOBAHIE PEreHe-
PATMBHOTO MOTEHIIMAIA CTBOIOBBIX a/peHOKOPTUKATbHBIX
KJIETOK B COUETAHMMN C MMMYHOMOJAy/IsATOpamMn. Paccmarpu-
BaeTCsl BapMaHT TeHOTepanmuy IpY MOHOTEHHOJ Haclef-
crBenHoit popme 1-HH. B mureparype onmcan ofus ciaydait
YCHEIHOM HaZIIOYeYHMKOBOV TPaHCIUIAHTALINN, ¥ OTPOM-
HBII IOTEHI[MAJT IMeeT KJIeTOYHasl TePamnsi C TeXHOMOT eI
uHKarncynagun [10].
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