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SHAOKPUHONOINA

CoBpeMeHHble BO3MOXXHOCTU U NepCcrneKTUBbI
B Tepannu Haano4e4YHUKOBON HEAOCTAaTO4YHOCTU

Ywanosa @®. 0.l ODemugosa T. 10.!, KopoTtkosa T. H.2

T®rAQY BO Poccuiickuii HaumoHasbHbIA UCCNen0BaTeNbCKMA MeaUUMHCKUA yHuBepcuTeT um. H. W. Muporosa Muxsapasa Poccuu, Mocksa; 2IBYH
®depepanbHblil UccnenoBaTenbCKUIA LEHTP NuTaHus, GuoTexHonorum n 6esonacHocTy nuwwm, Mockea, Poccus.

HaznoyeyHnkoBas HepocTaTodHOCTb (HH) — onacHoe anisi kmaHu 3aboneBaHmne, xapakTepuayioLLeecs CHUXKEHMEM BbIPabOTKM FOPMOHOB KOPOii HaAno-
YEYHMKOB U TpebytoLLee NOXM3HEHHOW 3aMeCcTUTeNbHOV Tepanu rokokopTukomnaamm (MK), a B HeKOTOpLIX Ciy4vasx 1 MyuHepanokopTukonagamu (MK).
Yuecno nmu, ¢ nepeuyHol 1 BTopuyHoii HH B EBpone oueHnBaeTtcst B 20-50 Ha 100 Tbic. 4enoBek, POCT YMcna cinyvyaeB AaHHOro 3aboneBaHns B Mupe
MOXET BbITb YAaCTUYHO CBSI3aH CO CTPEMUTESbHBIM YBEIMYEHNEM YACTOThI CMO0Ab30BaHUS 'K B pasnnyHbIX KIMHUYECKUX CTPATErnsiX, B T.4. MPY OHKOMO-
rm4yeckmx 3aboneBaHusx.

Mpu HH Xn3HEHHO BaXHO ABNSIETCA 3aMecTUTesIbHas FropMoHasbHas Tepanus, 0aHako ucnonb3oBaHue MK B 4OArOCPOYHON NepernekTBe MOXET ObiTb
CBSI3aHO C Pa3nunyHbIMK HexenaTenbHeIMU 3 dekTamu, 0Co6eHHO Npu NpUMeHeHUn Hedranonormyeckmx koHueHTpaumii K. B naHHom o630pe npea-
CTaBJIEH KpaTKMi1 0630p akTyasibHbIX TEPANEBTUYECKIX BO3MOXHOCTE ropMOoHanbHoi Tepanum HH, cnocobeTaytoLei npodunakTuke passuTrs Haamno-
YEYHMKOBBIX KPM30B, @ TaKXe NepcreKkTUBHbLIX BO3MOXHOCTEN 6osiee addeKTUBHOM UMUTALMMN GU3NONOMMYECKOro NPodus KOpTM3osa, HanpaBaeHHbIX
Ha NPodUNaKTUKY Pa3BUTUS HexenaTesbHbIX ahdeKToB Tepanuun. B HacToswee BpeMs AOCTYNHO HECKObKO pas3nunyHbix dopm MK, paznuyatomxcsa no
npodwunto, A4AMTENBHOCTM AeVCTBMS U cnocoby BBeaeHUs. Hanbonee npeanoyTuTesbHbIMI B HacTosiLLee BpeMst B edeHnn HH sensiiotea MK ¢ kopoTkum
nepvoaoM nonyBbiBeaeHus, 4To obecnedvsaeT 6onee ynpaensiemblil NPodub AENCTBIUS U MEHLLLNIA PUCK NOBOYHBIX 3ddeKToB. K nepcnekTMBHbLIM BO3-
MOXHOCTSIM 3aMECTUTENBHOI Tepanum 0THOCST Npenapatbl FMAPOKOPTU30HA MOAMDULIMPOBAHHOTO BbICBOOOXAEHWS, @ TaKXe HOBbIE METObLI BBEL,EHUS
npenapara ¢ NPUMEHEHVNEM VHCYAVHOBOW MOMMbl, YTO MO3BOAWT yyLLE UMUTUPOBATL GU3NONOrMYECKOE AECTBUE HAOrEHHOMO KOPTU30.a.
Knio4eBble cnoBa: HaiNo4YeYHNKOBAS HEAOCTATOYHOCTb, HAAMOYEYHVKOBBIN KPW3, BPOXAEHHAS rMnepniasvs Kopbl Haanoyey-
HWKOB, MMAPOKOPTU30H.
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Modern possibilities and prospects in the treatment of adrenal
insufficiency
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Adrenal insufficiency (Al) is a life-threatening disease characterized by a decrease in the production of hormones by the adrenal cortex and requires
lifelong replacement therapy with glucocorticoids (GCs) and, in some cases, mineralocorticoids (MCs). The number of individuals with primary and
secondary Al in Europe is estimated at 20-50 per 100 thousand people, the increase in the number of cases of this disease in the world may be partly due
to the rapid increase in the frequency of use of GC in various clinical strategies, including in oncological diseases.

In Al, hormone replacement therapy is vital, but long-term use of GC may be associated with various adverse effects, especially at non-physiological
concentrations of GC. This review provides a brief overview of the current therapeutic possibilities of Al hormone therapy, which contributes to the
prevention of the development of adrenal crises, as well as promising opportunities for more effective imitation of the physiological profile of cortisol,
aimed at preventing the development of undesirable effects of therapy. Several different forms of Al are currently available, differing in profile, duration of
action, and route of administration. The most preferred currently in the treatment of Al are GCs with a short half-life, which provides a more manageable
action profile and a lower risk of side effects. Promising substitution therapy options include modified-release hydrocortisone preparations, as well as new
methods of drug administration using an insulin pump, which will better mimic the physiological effects of endogenous cortisol.

Keywords: adrenal insufficiency, adrenal crisis, congenital hyperplasia of the adrenal cortex, hydrocortisone.
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BeepeHue

HanmoyeyHnkoBast HETOCTATOYHOCTD (TUITOKOPTH -
u3M, HH) — oTo Tskenblil mOaMCUCTEMHBINA KJIMHU-
YeCKUI CUHAPOM, XapaKTepU3YIOIIUicsd HelOCTaTOu-
HOCTBIO CEKpEeLMM TOPMOHOB KOPOM HAAIOYEYHUKOB,
0OyCIOBJICHHON HapylieHHMeM (QYHKIIMOHUPOBAHMS
OIIHOTO WJIM HECKOJIBKHNX 3BEHBEB TMITOTAIaMO-TUIIO-
(uzapHo-HaanmoyeuyHukoBoi cuctemsl [1]. TTo maH-
HbeiM Erichsen MM, et al. [2] pacnpocTpaHeHHOCTb
nepBuuHoii popmbl HH B mupe cocrtaBnsier ~100-144
ciiydyaeB Ha 1 MJIH HacejeHus, a 3a00J1€BaeéMOCTb CO-
craBisieT 4,4-6 ciaydyaeB Ha 1 MutH HaceneHus B rof. I1o
HEKOTOPBIM JaHHBIM OTMEUYaeTCsl POCT YKcia 00JbHbBIX
HH, cBsizaHHBIIl KaK ¢ yBeJIMYEHHEM paclpocTpa-
HEHHOCTU ayTOMMMYHHBIX 3200JIeBaHUI B 11€J10M, TaK
¥ pacIIMpeHNEeM IPUMEHEHUS TITIOKOKOPTUKOMITHOI
Tepanuy B Pa3IUIHBIX HAPaBICHUSIX KIMHUYECKOM
npaktuku [1, 3].

B 3aBHCUMOCTM OT CKOPOCTHU pa3BUTHSI, OCOOEHHO-
cTeil TeueHus1 U ypoBHs nopaxenusi, HH monpasnens-
€TCsT Ha HEeCKOJIPKO BapraHTOB. [1o ypoBHIO mopakeHUs
B CHCTEME TUIIOTaIaMyC-TUTIO(MN3-HAATIOUCIHUKN BBI-
nensiot: nepeuynyro HH (oOycnoBieHa matoJiorueit ca-
MUX HaIIOYEYHUKOB) U yenmpasvhyro HH (cBsizaHa co
CHIDXEHMEM CEKpeluM aapeHOKOPTUKOTPOITHOTO TOp-
moHa (AKTT) unu KOpTUKOTPONMMH-PUIU3UHT-TOP-
MOHa B runartajamo-rurnodusapHoit cucteme). 1o Te-
YeHUI0 3a00JIeBaHUs U CKOPOCTU Pa3BUTHUS BBIACISIOT
xponunyeckyio HH u octpyio HH.

IMepsuunas HH (1-HH) xapaxkrepu3syeTcs cHUXe-
HUEM TIPONYKINU KOPOil HaIIIOYeUHUKOB TIIFOKOKOP-
tukounos (I'K) u Mmunepanokoptukounos (MK), a Tak-
K€ HaAIMOYeYHUKOBBIX aHaporeHoB. 1-HH saBasercsa
OITaCHBIM IS 3KU3HU cocTosiHueM, T.K. 'K u MK urpa-
JOT KJTIOUEBYIO POJIb B OOCCIIEUCHUM XKU3HEAESTeIbHO-
CTU OpraHM3Ma 3a CUET MOALEPXKAHNUA DHEPTETUYECKOTO
1 BOJIHO-2JIEKTPOJIMTHOTO ToMeocTa3a. KnuHuueckas
kaptuHa HH Bnepsbie Oblia onucaHa B 18551 Tomacom
AIIMCOHOM, B CBSI3U C YEM B OTHOIIECHUM MEPBUYHOMN
HH, npenMyiiecTBeHHO ayTOMMMYHHOTO TeHe3a, aKTy-
ajleH TepMUH AiucoHoBa 6oJie3Hb. Haubosee yacThl-
MU puunHamMu xpouuueckoii 1-HH gapnsiorcsa ayroum-
MYHHasl IeCTPYKLUS KOPbl HAATIOYEYHUKOB, B T.U. B CO-
YeTaHUU C APYTMMU ayTOUMMYHHBIMU dHIOKPUHHBIMU
¥ HE3HIOKPUHHBIMH 3a00JIeBaHUSIMH (ayTOMMMYHHBII
TMOJIMTIIAHAYISIPHBIN CUHAPOM), a TaKKe TyOepKyses
HaAMNOYeYHUKOB, METAacTa3bl B HAAMOUYEYHUKU, HEKO-
TOpbIE TeHETUYECKKME CUHIPOMBI (HalIpuMep, BPOXKIEH-
Hag aucdyHKIuUs Kopbl HaamouyeuHukoB (BIAKH)),
anpenoneiikonuctpodud u 1.4. [4]. [TanuenT, crpana-
ot xpouuveckoi nepsuuHoii HH, Hyxnaercs mo
>KM3HEHHBIM TTOKa3aHUSIM B MIOCTOSTHHON 3aMeCTUTE/b-
Hoii Tepanuu 'K u MK.

LentpanpHas (Bropuunasi) HH (2-HH) B npakrtuke
9HIOKPUHOJIOTa, KaK MpaBUJIO, BCTPEUaeTcsl B paMKax
MaHTUIIONUTYUTapM3Ma BCJICIACTBUE OIYXOJIEBBIX 3200-
JIeBaHUI CEJUISIPHOI 00JIacTH, OTepaTUBHBIX BMeIIa-
TEJILCTB, JIyUeBOU Teparnuu, NHPUIBTPATUBHBIX 3200J1e-
BaHUI, UCITOIB30BaHNSI MHTMOUTOPOB MMMYHHBIX KOHT-
ponbHbIX Touek U T.4. Kpome Toro, paszsutue 2-HH
3a4acTyl0 MOXET OBITh CBSI3aHO C TepaImeil BEICOKUMU
mo3aMm cuHTeTndeckux 'K, HapymeHneM pexuma mx
rpuemMa, a B pelKuX ciydasx ¢ IpUMEHEHUEM OITMOMI-
HBIX MpernapaToB, CIIOCOOCTBYIOIIMX K YTHETEHUIO T'H-
roTajaMo-TUIo(U3apHO-HaAITOYEeYHUKOBOI ocH |3, 6].

I'K urparmT KJ1o4eBylO pojib B PEryjsiliuu MHOXe-
cTBa (DYHKILIMII OpraHM3Ma, TAKNX KaK CTpecc, MMMYH-
HBII OTBET, YUYaCTBYIOT BO BCeX BHIaxX oOMeHa (B MeTa-
0oJ13Me OEJIKOB, YIJIEBONOB, JTUMUIOB) [7], SABJSISICh CBSI-
3YIOIIMM 3JIEMEHTOM DPETYJIsSLUMU MEXIy LIEHTPaJbHOM
n nepudepmyeckoit cucreMamu [8]. M3BecTHO, 4TO (hUI-
3MOJIOTUYECKAs] CeKpelldsl KOPTU30JIa UMEeT SIPKO BbI-
paXeHHBIN CYTOYHBIN PUTM C TIMKOM CEKPEIMU B paH-
HUe yTPEeHHME Yachl, 0OBIYHO Cpa3sy Mocje Mpooyxie-
HUSI, ¥ TIOCTETIEHHBIM CHIKEHUEM B TeueHUe qHs. Takoit
YCTOIYMBEBIN (PU3MOTOTMIECKU TTATTepH OOYCIOBICH
AKTUBHOCTBIO CYITPAONITUIECKOTO sIpa THIToTajamyca,
SIBJISIIOIIIETOCST OCHOBHBIM ITMPKATHBIM BOIUTEIEM PUT-
Ma OCHU TUMOoTajJaMO-Tunodu3apHO-HAANOYEYHUKO-
Boit cuctemnbl [9]. Kpome Toro, ycTaHOBJIEHO, YTO 3H-
MOTECHHAsI CEKPEIMsT KOPTU30JIa HOCUT IYIbCUPYIOIINIA
XapakTep BbIOpoca B KPOBb B T€UEHUE JHS C OTIPE/Ie/ICH-
HBIMU MUKaMM Kaxnabie 1-3 4 (ynbTpaguaHHbIA PUTM),
o0yciaBiauBasi pUTMUYECKOE CBSI3bIBAHUE €TI0 C INIIOKO-
KopTukougaHbiMu peuentopamu (I'P) m omocpenoBan-
Hoe I'P BimsgHMe Ha TpaHCKPUIITOM KIICTOK-MUIICHEH
[10]. CooTBeTCTBEHHO, HApYIIEHUSI HA JIOOOM YPOBHE
TaKOM CJIOXHO PETYJIUPYEMO TOPMOHAJIBHOW OCU MO-
TYT TIPUBOIUTD K TSIKEJIBIM ITOCAEICTBUSIM CO CTOPOHBI
(YHKIIMOHAIBHOM aKTUBHOCTH Pa3JIMYHBIX OPraHoB [7].
B cBsI31 ¢ 9eM ameKBaTHO MPOBOAMMAS 3aMECTUTEIbHAS
Tepanus, MaKCUMaJIbHO TIPUOIDKEHHAs K (prU3MoJIoTH-
YEeCKUM pUTMaM BO3IEUCTBUSI KOPTU30Ja, UTPAET OTPOM-
HOE 3HaueHue B BeaeHuu naieHTos ¢ HH.

AKTyanbHble BO3MOXHOCTU 3aMECTUTEJNIbHOI
Tepanuu K

Bcem nammenram ¢ HH mokasana 3amectutenbHas
teparusa 'K, a mpu 1-HH u MK. Eme B 1948r paboThl
Kenpanma, Caperra n PeiixireitHa BriepBble TTO3BOJIM-
JIM CUHTE3MPOBATh KOPTU30H (TaK HA3bIBAEMOE COCHM-
HeHue E), KOTopblii B MOCIEAyIOIEM CTaJl OCHOBOIA Jie-
yeHuss HH u npodunakTuku Haamo4yeuHUKOBBIX KPU-
30B (HK). B Hacrosiee BpemMss 1OCTYITHO HECKOJbKO
pasnmnuHbIX popMm 'K, pasznmuarommxes 1mo npoduiio,
JUTUTEJIBHOCTH ACUCTBUS U ciocoOy BBeneHus (Tadi. 1).
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Tabnuua 1

MpoaoMKMTENLHOCTb AENCTBUS MIOKOKOPTUKOUAHBIX NpenapaToB

HaseaHus npenaparta MpoponXxuTeNnbHOCTb AEeNCTBUSA

Mepvop nonyebiBeAEHUS, MUH Mepuop nonypacnaga, 4

MOpOKOPTU30H, KOPTU30HA aLeTaT KopoTkas 90 6-12
MpenHn30n0oH, MeTunpes, cpenHss 200 12-36
[lekcameTasoH, TpuaMLUMHanoH LAvTENbHAs 250 36-48

B OonblMHCTBE cllyyaeB ¢ yuyeToM HaubOoJjiee Oe3-
ornacHoro u 3¢dexTuBHOro Npoduis aeicTBuUs pe-
KOMEHIyeTCs Tepamnusl MpernapataMyd KOPOTKO-
ro neiicTBusl, K KOTOPHIM OTHOCUTCSI TUAPOKOPTU3OH,
MPEACTaBISIONINI COO0I CMHTETUYECKYI0 (hOpMYy KOp-
TH30JIa, a B CJIydae OTCYTCTBHS IIEPBOTO, MOXET OBIThH
Ha3HaYeH HEaKTWUBHBIN TpermapaT KOpPTU30HA allerar.
Jlns akTUBaUMU KOPTU30HA alleTata HeoOXxonuM dep-
MEHT mnedyeHu 11-ruapokcucrepouaaeruaporetasa 1-ro
TUTIA, B CBSI3U C YeM MpPHU IUCGHYHKIINHU IIEYCHU TTPUMe-
HEHUE TIOCJIEIHETO He peKoMeHIyeTcsl. B HeKOTophIx
ciyyasx, mpu HemoctynmHoctr ['K KopoTKoro neiicTBus,
MOTYT ObIThb Ha3HaueHbl cuHTeTuueckue I'K cpenHeit
MPONOJIKUTETbHOCTU ASHCTBUSI, B YACTHOCTH, TIPEIHU-
3050H. [Ipemaparsl IIUTEIBHOTO OEUCTBUSI, TaKE KaK
JeKcaMeTa30H, UMEIOT 00Jjiee ITUTEIbHBIA OMOIOTIIe-
CKMIi TIepHOJ TTOJIYBBIBEACHUS W OrpaHWYCHHBIE BO3-
MOXHOCTHM TUTPOBaHMS J03bl, B CBSI3U C YEM B KaueCTBE
3aMeCTUTeNbHOI Tepanuu xpoHudyeckoir HH He pexo-
MEHIOBaHBI BBUIY BBICOKOTO PHCKa Pa3BUTUS HeEXe-
JlaTelIbHbIX 3((EKTOB, CBSI3AHHBIX C aKTUBHOCThIO 'K
B HOUHOe BpeMs [11-15].

M3BecTHO, yTO cpeaHss (usnosoruyeckas cyrod-
Has MPOAYKLMA KOPTHU30Ja COCTABIAET ~5-6 Mr/m2,
MpU 3TOM IIpU Ha3HAYEHUU Tepaluy CpeaIHECyTOUHas
032 TUAPOKOPTU30HA OOBIYHO MOJDKHA COCTABIISITH 15-
25 mr (20-35 Mr KOpTU30HA aleTaTa) Ui B3pOCIbIX Ha
2-3 mpuema B J€Hb, JIMOO MOXET ObITh Ha3HaUeHa CO-
OTBETCTBYIOIIAsl 9KBMBAJICHTHAs 103a MPU UCITO0Ib30Ba-
Huu apyrux cunrerndeckux I'K [10, 16]. [Tpu BJKH
teparusa 'K ucronb3yercst He TOIBKO B Ka4eCTBE 3aMe-
CTUTEJIBHOM, HO TaKXKe HaIlpaBJiecHa W Ha TOHABJICHHE
nponykunu AKTT ¢ 1ienpto CHUXEHUST CUHTe3a aHAPO-
TeHOB HAAMOYEYHUKAMU, B CBSI3U C YEM OOBIYHO Tpedy-
1otcst 6osee Boicokue no3bl [K [11, 17, 18].

Hnst 3amenienust Hegocratka MK B opraHuzme 1ipu
1-HH npoBonutcs Tepanus npenapatamu Qiyapokop-
tuzoHa B go3e 0,05-0,2 mr/cyr. [16, 17]. Caenyer rmom-
HUTb, YTO TUAPOKOPTU3OH TaKKe 00JIagaeT MUHEpaIo-
KOPTUKOUIHO aKTUBHOCTHIO, OCOOCHHO B BBICOKHUX
IO3UPOBKAX, B TO BpeMs KaK MPETHU30JIOH MpaKTUJe-
CKU JINIIIEH JaHHOTO CBOMCTBA, a leKCaMeTa30H TaKylo
AKTUBHOCTb BOOOIIIE HE OKA3bIBAET.

I[TpyHUUTIBI 3aMECTUTEbHONM TOPMOHAJIbHOI Te-
parmuu (3I'T) mpu HH B pa3HBIX cTpaHax CyIIeCTBEH-
HO OTJIMYAIOTCS, HanboJjiee MMPOKO MCITOIb3YETCSI pe-
KUM TIpreMa TUApOKOpTU30Ha 2-3 pas3a B AeHb [19].

OpHako naxe B HacTosiee BpeMsl BO MHOTHUX CTpa-
Hax, B T.4. B cTpaHax EBpomnbl, rHApOKOPTU30H HENOo-
CTyIIEH, B CBSI3U C YeM BO3HHKAeT HEOOXOINMMOCTD HC-
MOJIB30BAaTh JTUOO ameTaT KOPTU30HA (HAIpuMep, -
pOKO IIpUMEHsSIeTcsS HaHHBIM Mpemapar B MTanuu
u Hopseruu) unu cuntretnueckue 'K mautenbHOTO
JNEUCTBUSI. A B HEKOTOPBIX CUTYALIUSIX CUHTETUYECKUE
I'K pautenbHOTO OeiicTBUSI, TaKMe KaK MPEIHU30JI0H,
MOTYT OBITh JaXKe TPeAouTUTEIbHEe THIPOKOPTHU30HA,
HaIpuMep, Y TTAIIMEHTOB CO CHIKEHHOM KOMIUTAGHTHO-
CThIO, a TIPY HEOOXOAMMOCTH TMOAABICHUST HaAIIOYeYH N -
KoBoi1 runiepanaporenuu npu BAKH.

Cepbe3Holl TIpo0OJeMOil 3aMeCTUTENILHON Tepa-
nun HH gBnsietcst puck nepeno3upoBku 'K, cBszaH-
HOM ¢ MHOTOUMCIICHHBIMU OCJIO(KHEHUSIMU, TAKUMU KaK
0CTEOIopo3, apTepuayibHasi TUIEPTEeH3UsI, HAbop Mac-
cbl Tena u apyrue [20-23]. Kpome Toro, maiMeHThl, 1Id-
TeJIbHO TMoJTydaonye cynpadusnonaornueckue n03ei 'K
B pamkax 31T, monBep:KeHBI BEICOKOMY PUCKY MH(EKIII-
OHHBIX 3200JIEBaHMI1, OCOOEHHO BEPXHUX JIbIXaTeTbHBIX
MyTeil 1 XKeJTyT0YHO-KUIIIEYHOTO TpaKTa, 00yCcIaBIrBa-
IOIIMX HEOOXOIMMOCTh UCIOJIb30BaHUS aHTUOAKTePH-
anbpHOM Teparuu [24]. Bancos I, et al. [25] oO6Hapyxu-
JIA, 4TO y manueHToB ¢ HH, monyyarommx craHgapTHYIO
Tepanuio ruApPOKOPTU30HOM, HAOJIOTAETCSl BBIpAXKEeH-
HbII neheKT UMTOTOKCUMYHOCTU NK-KIeTOK, BaKHbIX
YYaCTHUKOB afalTUBHON UMMYHHOI CHCTEMbI, CO CHU-
JKEHHOM DKCIpeCcCHUeil TTOBEPXHOCTHBIX CHeM(UIHBIX
s NK-knerok peuentopoB. Kpome Toro, 66110 moka-
3aHoO, uTo Ha (poHe 3I'T cTaHAapTHBIMU AO3aMU TMAPO-
KOPTU30HA CABUIAETCS COOTHOIIEHUE KJIACCUYECKUX
M HEKJaCCUYECKMX MOHOLIMTOB B CTOPOHY 3HAYMMOTO
noBeimeHns kiaaccuueckux (CDI147CD167) MoHOLM-
toB. Cynpagpusuonornyeckue n1o3bl 'K npu 3amectu-
TEJIbHOU Tepaluu TaKXKe MOTYT OBITh CBSI3aHBI C YBEJIM-
YeHHEM PHMCKA CEPIEUYHO-COCYIUCTBIX U METabOIMIe-
CKUX OCTIOXHEeHUH [26-29]. LlIBenckoe MOnyasiiimoOHHOE
KOTOPTHOE HCCJeA0BaHUE, BKJIIOYaBUIee MAlMEHTOB
¢ BJIKH, BoIsiBUIO OoJiee BBICOKYIO YAaCTOTY Cepaeyd-
HO-COCYIMCTBIX U METa0OJNYECKUX HAPYIICHUI Y 3TUX
MaIlMeHTOB TI0 CPAaBHEHUIO CO 3IOPOBOI KOHTPOJBHOI
rpynmnoit [27]. A B apyroii pabote y xeHuuH ¢ [-HH
BBISIBJICH TMOBBIIICHHBIN PUCK UIIEMUYECKO 00JIe3HU
cepala U cepaeuHO-COCYaMCThIX 3a00eBaHuiA, CBSI3aH-
HbIii ¢ 60Jiee BBICOKUMU 103aMU1 3aMECTUTENILHOM Tepa-
muu 'K [29]. TIpuueM pa3Butre MOOOYHBIX 3(P(PeKTOB
MOXKET OBITh CBSI3aHO HE TOJBKO C MU3OBITOUHOI N030M1
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I'K, HO m HapyIIeHNeM IIMPKATHOTO PUTMa TIPU Helpa-
BUJIBHOM pexxume npuema mnpenaparos [30]. [Tomumo
BBIIlIEYKa3aHHOTO, AucOagaHC B LIUPKaTHOM Mpoduse
JIECTBUSI KOPTU30JIa HETATUBHO BJMSIET HA pabOTOCIIO-
COOHOCTbH, BRIHOCIMBOCTh M KAYECTBO CHA, YTO IPHUBO-
IUT K YXYIIICHUIO (PU3NIECKOTO U TICUXUUYECKOTO 310-
POBbSI, a TaKxKe CHUXEHUIO KadyecTBa XusHu [31, 32].

MepcnekTuBHbIE BO3MOXHOCTU 3aMeCTUTENIbHOM
rNIOKOKOPTUKOUAHOW Tepanumn

B mromsITKe IpemoTBPATUTD MJIN CBECTH K MUHUMYMY
HeraTUBHbIE MOCJIEACTBUS, CBSI3aHHbIE C HApYILLIEHUEM
uupkangHoro putMa aeiicteus 'K y nanumentoB ¢ HH,
pa3pabaThIBAIOTCS HOBbIe MOAMMUIUPOBAHHBIE Ba-
PUAHTHI JICUCHMSI, HalIpaBJIeHHbIC HA UMUTAIIMIO HOP-
MaJIbHOTO (PM3UOJIOTUICCKOTO pUTMAa SHIOTeHHOI ce-
Kpeuuu Koptuzosa. K nmpumepy, B HEKOTOPBIX CTpaHax
nocTymHbl nipenapatbl ['K ¢ IBOWHBIM U MeIJIEHHBIM
BBICBOOOXJIEHUEM.

IlepBBiii mpernapaT TMAPOKOPTU30HA C ABOMHBIM
BBICBOOOXIeHUEM Obl1 omoOpeH anst jgedyeHusi HH
y B3pocibix emle B 2011r. CucremMa A1BOMHOrO BBICBO-
OoXIIeHUsl B TIperapare MpencTaBieHa BHEIIHUM CJIO-
€M JIEKapCTBEHHOT'O CPeNcTBa, 00ECIeUunBaOIIEro He-
MEIJICHHOE BBICBOOOXIECHME, M BHYTPCHHHUM CJIOEM
mpemnapara ¢ 3aMeIJICHHBIM OTCPOYECHHBIM IECTBU-
eM [33]. CpaBHeHUE OIHOKPATHOIO CYyTOUHOrO MpHUe-
Ma TUAPOKOPTU30HA MOAUGUIIMPOBAHHOIO BHICBOOO-
KICHUS W TPaIUMLIMOHHON Tepaluu TMAPOKOPTU30HOM
2 pa3a/CyT. IPOIEeMOHCTPUPOBAIO O0Jice CTAOVMIIHLHBIN
podIh KOPTU30JIa B TeUCHUE 4 U TTOCTIe TIpreMa IIpe-
rnapara ¢ IBOMHBIM BbICBOOOXAeHUEM [34], a TakKe OT-
MEUYEeHO CHHUXeHHUE OOIleil CYyTOUHON KOHLIEHTpaluuu
u 2 dexToB KopTH3oga B 3Toi Tpynme [35]. Ilepexon
Ha TIperrapaThl IBOMHOTO BBICBOOOXICHUSI COIPOBO-
JKIAJICSl YMEHbIIEHUEM YPOBHSI MOHOLIMUTOB JO 3Haye-
HUM, COMOCTAaBUMBIX C KOHTPOJbHOW 3I0pPOBOW TpyIl-
noit, He nony4vaBiieil 'K, kpome Toro, 661 CBSI3aH CO
3HAYUTEIbHBIM CHUKCHUEM MAacChl Tejla, MHAeKca Mac-
Chl Tejla ¥ YPOBHS INIMKUPOBAHHOTO reMoniobuHa |36,
37]. OnHaKo OCTaJIOCh HESICHBIM, CBSI3aHbI JIU 3TU pe-
3yJbTaThl C Jydylllell uMUTauueid (puanoaorunyeckKoro
LIMPKAIHOTO MpOoduUIsl IpY UCMOJb30BAHUM Mperapara
JIBOMHOTO BHICBOOOXKIEHUSI UJIU K€ 00YCJIOBJIEHBI OoJiee
HU3KOI IMoJiyyaeMoii Ha ero (poHe CyTOYHOM 1030M Iu-
npokopTtusoHa [38, 39]. HecmoTpst Ha HakarIMBaroI-
ecsl JaHHble, TaKue Mpernaparbl Ha CEeTOMHSIIHUMN TeHb
BCE eIlle MaJOAOCTYITHBI BO MHOTMX CTpaHax, OXHAaKO
B IIEPCICKTUBE MOTYT TIPEACTABIISITh OTPOMHBIM MHTE-
pec B KIIMHUYECKOM MPaKTUKe, OCOOCHHO B OTHOIICHUH
MalueHTOB C BHICOKUM PUCKOM MeTaboJIMYecKux 3a00-
JIeBaHUI U HU3KOI NMPUBEPKEHHOCTHIO.

Jpyroii mepcneKTUBHBIN TperapaT I'apOKOPTU30-
Ha B HaCTOsIIee BpeMs €Ie MPOXOMUT MPOIIECC OmO-
operust B EBporre mist JedeHUS B3POCIHBIX MAIMCH-
toB ¢ BAKH. OT10 npenapar ¢ MoauuurupoBaHHbIM
BBICBOOOXIEHUEM, COCTOSILUMIA U3 MHOXECTBA MUKDO-

KPHUCTAJUIOB, MOKPBITHIX TOJIUMEPHOI 000JI0UKOIt, 0be-
CreYMBaMIIe MOCTeNeHHOE 3aMeIIEHHOE BBICBODOO-
xaeHne. JIaHHBI TTpernapaT HEOOXOMMMO MCITOIb30BaTh
B COOTBETCTBHU C TaK Ha3bIBAEMBIM "PEXKNMOM YUCT-
ku 3y60B" (1/3 cyTouHoOit 10361 B 7 4yacoB yTpa u 2/3 cy-
TOYHOI M03blI B 23 yaca), YTO MPUBOAUT HOUHOMY IO-
BBIIIICHUIO U YTPEHHEMY IMMUKY CEKpellMd KOpTHU30Jja
[40]. DTo cBOIICTBO MPUHIIUITMAIILHO BAaXKHO IS Ta-
uueHtoB ¢ BJIKH, nockojibKy mo3BoJisieT nmpeaoTBpa-
TUTh M30BITOYHYIO TTPOOYKIIMIO aHIPOTeHOB HAIIIO-
YeYHUKaMU, BbI3BAHHYIO CTUMYJIUPYIOIINM BJIUSHUEM
AKTT Ha ceTtuaTyo 30HY KOpbl HAAIMOUEYHUKOB Y TAKUX
MallMEHTOB, W, TAKUM O00pa30M, CHIDKAeT HeTaTUBHOE
BJIMSIHUE TUIIEPAHIPOTeHUN Ha POCT, MOJOBOE CO3pe-
BaHue u ¢deptwibHocTh npu BIAKH [41]. PesynbraThl
IIT ¢a3wr uccnenoBaHus, BKIoYaBliero 122 mamueH-
TOK ¢ Kjaccuueckoir ¢opmoit BIIKH BcieacrBue ne-
¢uumTa 21-TUIpOKCUIA3bl, TOKA3aJIM COMOCTABUMOE
yIIydlIeHue TOPMOHAIBHOTO Mpoduiis uepe3 6 Mec. Te-
pamnuM Kak mperaparamMy TMAPOKOPTU30HA ¢ MOAUGU-
LIMPOBaHHBIM BBICBOOOXICHUEM, TaK U TPaauIIUOH-
Hoit cxemoit neuenust 'K. OgHako B TpyIme mpuema
TUAPOKOPTU30HA C MOTU(HUIINPOBAHHBIM BEICBOOOXKIE-
HUEM OTMEYEH JYYIIHA OMOXMMHWYECKUI KOHTPOJb
¢ 0ojiee HU3KMM ITOoKa3aTeJIeM CTaHIapTHOIO OTKJIO-
HeHus 17-ruapoxcunporectepoHa depes 4 u 12 Hen.
HanpHelimme HaOMIONeHNSI OTMETUIN MEHBIIEe KOJIH-
yectBo HK B rom, a Tak:ke BO30OHOBJIEHHME MEHCTpya-
LU y JKeHIIWH 1 2 31M30/1a HACTYIUICHHUST OepeMeHHO-
CTU Ha (poHE Tepanuu rUAPOKOPTU30HOM 3aMeIJIEHHO-
To BBICBOOOXIeHUS [42].

B 10 Xe Bpems ciaeayeT OTMETUTh, YTO HECMOTPST Ha
TO, uTo TipenapaThl ['K 3aMenIeHHOTO M MOCTEIIEHHO-
ro BBICBOOOXIEHUSI B HEKOTOPOM CTeNeHU obOecreumn-
BAIOT JIYYIIYI0 UMUTALIMIO IIUPKATHOTO pUTMa, HO BCE
K€ HEe COOTBETCTBYIOT (DM3MOJIOTUYECKOMY MYJIHCATOP-
HOMY XapakTepy CeKpeIMM 3HIOTeHHOTO KOPTH30Ja.
B 3TOM OTHOLIIEHMM B HEKOTOPBIX paboTax ObLIO MpoO-
J€MOHCTPUPOBAHO, YTO noakoxHas uHpy3us 'K ¢ mo-
MOIIIbIO CITeIIMAIM3MPOBAHHBIX TTOMII ITO3BOJISIET BOC-
MMPOM3BOMUTD MOYTH (PU3MOJOTHMIECKHUE IMATTePHBI KaK
LUPKATHONW, TaK U YIbTpaguaHHOU (OMOJIOTHMYECKHE
PUTMBI C TTieprogaMu OT MUHYTHI 10 10-12 4 B mpenenax
CYTOK) PUTMUYHOCTU, UMUTUPYS OTAEIbHbIE UMITYJIb-
cbl ¢ uHTepBajamu 80-110 MuH, a TakKe MKW U TIpOBa-
JIBI YPOBHSI TOPMOHA B TutasMe Kaxuabie 3 4 [43-46]. Ho
B MMPUMEHEHNH JTAHHBIX ITPUOOPOB B ITMPOKON KITMHU-
YeCKOI MPAKTUKE €CThb PSII MPENSTCTBUIA, T.K. UCITOIb-
30BaHue nomil s BBeneHus 'K cornpsikeHo ¢ HeKOTO-
PBIMM TEXHUYECKUMU CIOXHOCTSIMU, M, YTO HE MEHee
BaXXHO, 3TOT METOI SIBJISICTCSI OOJIee MOPOTOCTOSIIIAM
1 5KOHOMHWYECKHN HEBBITOMHBIM, a JOCTOBEPHEIC TOKa-
3aTeIbCTBA MPEBOCXOACTBA TAKOTO METOA Teparuu Bce
ellle OTCYTCTBYIOT. B CBsI3u ¢ yeM HEeOOXOAMMBbI AIOJI-
HUTEJbHBIC HCCIENOBaTeIbCKUE paOdOTHI B 3TOM Ha-
MpaBJICHUN, KOTOPBIC TTO3BOJISIT PACHIUPUTh MMEIOIIIN-
ecs Bo3MOXHocTU Tepanuu HH m MuHUMU3MpOBaThH
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IMPORTANT
MEDICAL INFO

THIS PATIENT NEEDS DAILY REPLACEMENT
THERAPY WITH CORTISONE
In the event of serious illness, trauma, vomiting
or diarrhoea, hydrocortisone
Age: <1year: 25mgIVorIM
Age: 1-6year: 50mg IV orIM
Age: >6 years: 100 mg IV or IM
and IV saline infusion (when possible)
should be administered WITHOUT DELAY.
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Puc. 1. aeHTndukaumoHHas kapTouka naumenta ¢ HH ¢ nidopmaumeii 0 npasunax HeoTnoxHomn nomowm npu HK ans geten (cnesa) v B3poCsbIx (CNpasa) B aHr0A3bI4-

HOW Bepcum, ncnonb3yemas B cTpaHax EBponbl.

PUCKM Pa3BUTUS MOOOUYHBIX 3((HEKTOB TOPMOHAIBLHOMN
Tepanuu, 00yCIOBIEHHBIX HE(PUZNOTOTUIECKUMU KOH-
neHTpauusiMu u npoduiem aeiicteus 'K B opranusme.

HapnovyeyHnKOBbIN KPU3: BO3MOXHOCTU
npo¢punakTUKN ogHOro U3 Haubosnee onacHbIxX
ocnoxHeHuin HH

IMomumo exenHeBHoii pytuHHoit 3I'T, TpeOytomieit
MoOIU(MUKAIIUM U YCOBEPIICHCTBOBAHMSI, OTICIHLHOTO
BHUMAaHMS 3aCIyKUBaeT MpoobiaemMa NpoduaakTUKy ae-
xomneHcauu HH u passutua HK, xak ogHoro u3 Hau-
6otee rpo3HbIX ocnoxkHeHnnit HH. Yacrora 5-10 anpena-
JTIOBBIX Kpu30B/100 ImammeHToB U moKa3aTeilb CMEPTHO-
ctu 0,5/100 et [47] onpenessiioT Ype3BBIYAMHO BaXKHOE
3HaYeHUe Mep MPO(GUIAKTUKU, OBICTPOI NTUArHOCTUKU
M KOPPEKTHOTO JieYeHUsI TaHHOTO cocTtosiHus [48]. [1pu
OTCYTCTBUHM CBOEBpEeMEHHOI MeauImHCcKoi oMot HK
aCCOLIMMPOBAH C BBHICOKMM PHUCKOM JIETAJTLHOTO MCXOMa.
Hanboapinyto CI0KHOCTD B IIJIaHE BEISBICHUS W IWa-
rHoctuku HK mpencrapisioT mauueHThbl AeTCKOIo 1 Mo-
JKIJIOTO BO3pacTa BBUIY HETUITMYHOTO TEYCHUS M 3a4a-
CTYIO CKYIHOI TIpeAIIeCTBYIOMEe cCuMITOMAaTUKU [49].

HH B uenom sBasieTcss 10CTaTOYHO peaKUM 3a00-
JIeBaHWEM, B CBSI3M C YeM MEIUILIMHCKKME PAaOOTHUKHU HE
BCeraa MOryT ob6JjiagaTh HaBbIKAMM KOPPEKTHOTO KyTH-
poBanusg HK y takmux manmenToB [50]. A xopor1o o0y-
YEHHBIN MaIMeHT (M/WIN ero POACTBEHHUK) OOBIYHO SIB-
JIIETCS KITIOUEBBIM (DAKTOPOM ycIlexa B MPOMMIaKTHKE

¥ JIedeHUN Kpr30B. B ctpanax EBpoITbl IMpoKo mmprumMe-
HSIOTCS JIMYHBIC MACHTUMUKAIIMOHHBIC KAPTOYKH TTaIlH-
€HTOB, cofepxaliyie MHhOPMaLIMIO O IUarHo3e U Heob-
XOIMMOI HEOTJIOXHOU MOoMOIIU ¢ ucnojb3oBaHuem 'K
(puc. 1), Ha HUX OOBIYHO OTOOPAXKEHBI JAaHHBIC HA COOT-
BETCTBYIOIIEM HALIMOHAIBHOM SI3BIKE C OMHOI CTOPOHBI
M Ha aHIJIMICKOM sI3bIKeE C Apyroii [51].

Hunst manueHTtoB ¢ HH mpuHuOMnuaabHO BaxkHOeE
3HaYeHUE MMeEeT TIIaTeJIbHOe OOydyeHMe IMPUHIMIIaM
KOPPEKIINM Tepamuu MPU TOSBICHUU TPEIITOCHIIOK
passutug HK [50]. K mpumepy, maumnentsl ¢ HH momk-
HbI OBITh UHMOPMUPOBAHBI O HEOOXOAUMOCTU YABO-
€HUS WJIM YTPOEHMsI CTaHAAPTHBIX CYTOYHBIX 103 'K,
YBEJIMYEHUM KPaTHOCTHU IMpUeMa Mpenaparta Mpu Kiu-
HUYECKOM YXYAIICHUH, a TaKXe peKOMEHIOBAHO 00y-
YeHHWe HABBIKAM SKCTPECHHOM BHYTPUMBIIICYHON WIIH
BHYTPUBEHHON WHBEKIMU PacTBOpa THAPOKOPTU30-
Ha [UIsl mapeHTepaibHoro BBeneHus [48]. Cienyer nom-
HUTb O HEOOXOMMMOCTHU KOPPEKILIUHU Tepariuu MpHu Iia-
HUPYIOLIUXCS ONMEPATUBHBIX U APYTUX MEAULIMHCKUX
BMelllaTebcTBax (Tabi. 2).

B nocienHee BpeMst paccMaTpuBaeTCsi BO3MOXHOCTb
BHEIPEHUs TUAPOKOPTU30HA [JIsI MOAKOXHOTO BBE-
IeHus y B3pocabix manueHToB ¢ HH, onqHako nmaHHas
¢dopMa moka TpeOyeT maJbHEWIIero n3ydeHus dapma-
KOKMHETHYECKIUX OCOOCHHOCTEH HeiCTBUSI, 0COOCHHO
MpU MPUMEHEHUU B 3KCTPEHHBIX ciydyasx [52]. BaxHo
OTMETHUTD, YTO B HEKOTOPBIX €BPOIEMCKUX CTpaHax pac-
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Tabnuua 2

MpuHuMnebl BepeHus naumeHToB ¢ HH npu onepaTtuBHbIX M Apyrux MeguuUHCKUX BMeLLaTeibCTBax

Tun onepauvu

MepuvonepaunoHHoe BeaeHne

MocneonepaunoHHoe BepeHue

Onepauys nof Hapko3oMm (0BLLWM UK
pPernoHanbHbIM)
KecapeBo ceueHve

— rnapokopTn3oH 100 Mr BHYTPUBEHHO;
— HenpepbIBHas MHPY3Us r’MAPOKOPTU30HA
200 mr/24 4

— B/B UHY3MS NPU OTCYTCTBUM NepopabHbIX GopM
WAV NPY NOCNEeonepaLyoOHHON TOLWHOTE 1 PBOTE (M1
rMAPOKOPTU30H 50 Mr Kaxaple 6 4 B/M);

— y[BOEHHasi NepopabHas [403a rmapokopTU3oHa

B TeueHue 48 4 — 1 Hezienm (24 4 npu GbICTPOM
BOCCTAHOBJIEHNM)

Onepauum Ha KuLweyHuke, TpedyloLume
NPUMEHEHUS CNabuUTeNbHbIX MPenapaTos/KN3Mbl

— NOLrOTOBKA KULLEYHMKA B YCIOBUAX KIMHUKH,
paccmaTpuBaeTCs BO3MOXHOCTb B/B MHPY3nn
pactBopoB 1 'K B nepnop, noarotosku;

— ruapokopTn3oH 100 Mr B/B 11 B/M B Hayane
npoueaypsl

— NpvieM yABOEHHOV 103bl TMAPOKOPTU30HA B TeYeHne
24y

EcTecTBeHHble poabl

— ruapokopT3oH 100 Mr B/B B Hayane popos;
— HenpepbIBHas MHPY3us rMapPoKopTU3oHa
200 mr/24 y;

— WAV ruapokopTu3oH 50 Mr/6 4 B/M

— BBEJEHVE ABOVHOW A03bl MMAPOKOPTU30HA B TEYEHME
244

Cromatonoruyeckme MaHunynaummn

— LONOJHUTENbHBIV NPUEM YTPEHHEN [03bl 33 14
[0 BMewatenbeTsa (10 Mr rugpokopTn3oHa)

— [iBOiiHasi nepopanbHas [103a B TeueHue 24 ;
— 3aTeM BEpPHYTbCS K 0ObI4HON A03€e

ManouHBasvBHbIe onepaumn

— npegnonepauyoHHas noaroToeka He TpebyeTcs

— npvem gononHuTensHon ao3sl K npy Hannumum
CUMMTOMOB iEKOMMEHCALIUM

CokpalleHus: B/B — BHYTPUBEHHO, B/M — BHYTPUMbILIEYHO, K — FMIOKOKOPTUKOMbI.

Tabnuua 3

MpuHumnel kynupoeanus HK y B3pocnbix

B/M 60ntocHo (50 Mr kaxaple 6 4) — K/MHUYeCcKas oLeHka
LIEHTPaIbHOr0 BEHO3HOIO

[aBNeHNsl, NHBA3VBHbIV

B/B BBEA€HME rMAPOKOPTU3OHA UHdy3noHHas Tepanus Jleyenue B OPUT Jleyenne MK
— 100 mr 6ontocHO; — 1000 mn 0,9% xnopupoa HaTpuUst | — HWU3KME A03VPOBKM renapuHa; — cTapT npumeHennst MK nocne
— 200 mr/cyT. HenpepbIBHO B/B MHPY3MS UM | B NePBbI 4ac; — aHTMBMoTUKOTEpPanVs CHUXEHWS CYTOYHOW JO3MPOBKN

MOHUTOPWUHI KDOBAHOIO AaBIeHUS

ruapokopTmaoHa <50 mr/cyT. (cTapToBas
no3mposka 100 mMkr ¢dnyapokopT13oHa)

CokpaleHus: B/B — BHYTPUBEHHO, B/M — BHYTpUMbILWEe4HO, MK — muHepanokopTukonasl, OPUT — oTaeneHve peaHnmaumy u MHTEHCUBHOW Tepanuu.

TBOPBI TUAPOKOPTU30HA ISl B/B UM B/M BBEICHUS He-
JOCTYIIHBI, B CBSI3M C 4YeM BMECTO HUX KUCIIOJIb3YIOTCS
npyrue npenapatsl ['K.

IMpuHuunel kynuposanusi HK B ycinoBusix menu-
LIMHCKOTO YUPEXKICHMS TIpeAcTaBiIeHbl B Tabnuie 3 [16].

3akoueHue

Takum oOpa3om, Ha CErogHsIIIHUIT JeHb THUAPO-
KOPTU30H C HEMEMJEHHBIM BBICBOOOXIEHUEM OCTaeT-
Csl €AMHCTBEHHOI OCHOBOM 3aMECTUTEJIbHOM TIJIOKO-
KOpTUKOUIHOI Tepanuu y nauueHToB ¢ HH. B cBsizu
C YeM Ha CErofHsIIHUI JeHb COXpaHseTCs MOTped-
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