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Cnucok cokpalieHnmn

1-HH — nepBuyHast HaANOYEYHUKOBAsA HEOCTATOYHOCTb

2-HH — Bropr4Has HaAMOYEYHUKOBAS HEIOCTATOYHOCTh

A — anp0CcTEpOH

Al — aprepuanpHas TUIIEPTEH3US

AJl — aprepualbHOE aBICHHE

A3IXK — ayroummyHHOE 3a0071€BaHiE LIUTOBUIHOM JKeJe3bl
AN3 — ayroumMMmyHHOE 3a0051€BaHUE

AK — anucoHn4ecKuil Kpu3

AKTT — anpeHOKOPTUKOTPOIHBIN TOPMOH

AJIJl — agpenonenkoauctTpodus

AHH — ayronMMyHHast HaIIOYEYHUKOBAsI HEJOCTATOYHOCTb
AIIC — ayToMMMYHHBIH MTOJIUTIAHYASIPHBINA CUHIPOM

AIIC] — ayToMMMYyHHBIN TOIUTTIAHAYISAPHBIA cUHAPOM 1 THIa
AIIC2 — ayTOUMMYyHHBIN TOJUTTAHAYIISPHBIA CUHAPOM 2 THIIA
AIIC3 — ayTOMMMYyHHBIN TOJUTTIAHAYISIPHBIM CHHAPOM 3 TUIA
AIIC4 — ayTOMMMYyHHBIN TOJUTTAHAYIISPHBIA CUHAPOM 4 THIIA
AT — anTuTena

B/B — BHYTPUBEHHOE

B/M — BHYTPHUMBIILIEYHOE

BJIKH — BpoxneHHass UCPYHKIHS KOPbl HAIOYEYHUKOB
BUY — Bupyc unMMyHoaeduLInTa YyenoBeka

ITHC — runoranamo-runogusapHas HaAMOYeYHUKOBAs CHCTEMa
I'K — rimtoKOKOpTHKOM 1B

JAI'DA — neruaposnuanapoCTepOH

JAI'DA-C — neruiposnuasapocTepoH-cyabpaT

JALDKK — namHHOLETIOYEYHBIE SKUPHBIE KHUCIIOTHI

KKT — xenyq0uHO-KUILIEYHBIN TPAKT

NUTT — HHCYNMHOTOJIEPAHTHBINA TECT

KCT" — KopTH3051-CBS3BIBAIOLINIA TTTO0YIHH

KCK — K0XHO-CIIM3UCTEIN KaHIUI03

KT — xommnbrotepHas Tomorpagus
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MAC — MHOXECTBEHHBII ayTOMMMYHHBII CHHIPOM

MK — MuHepanoKOpTUKOUIbI

MPT — MarHuTHO-pe30HaHCHAs: TOMOrpadus

HH — naanoyeuyHukoBas HeOCTaTOYHOCTh

OJIH — ocTpas apixaTenbHasi HEAOCTATOYHOCTD

OHH - octpas HaanO4YeyHUKOBAsi HEAOCTATOYHOCTh

OIIH — octpas movyeuHast HeI0OCTaATOYHOCTh

OCH - ocTpas cepaeyHas HEI0CTATOYHOCTD

ITAIT — mosinayTOMMMYyHOIIATUS

/K — HOIKOKHOE

P — penun

CJI — caxapnbiii quabder

CI1 — caxapublit quadet 1 Trma

CK® — ckopocTh KITyOOUKOBOH (DUIBTPALIHI

TTI' — TUpeOTPONHBIN TOPMOH

Y I/1 — ypoBEHb JOCTOBEPHOCTH JOKA3aTEIbCTB

YVP — ypoBeHb yOenUTEIbHOCTH PEKOMEH AN

XHH — xponunyeckas Ha/IMO4YEYHNKOBASI HETOCTATOYHOCTh

3AU3 — 3HI0KpPUHHOE ayTOUMMYHHOE 3a00JIeBaHNE

CTLA-4 — mutoTOKCHMYECKU cBsi3aHHBIN ¢ T-muMdornmTom 6emnok 4

CYP — muroxpom P

CYP11A1 — dpepmeHnT oTmieruieHns: 60KOBOH IEIH

CYP21A2 — pepment 21 -runpokcunasa

HRQoL — ankera "KadecTBo )H3HH, CBI3aHHOE CO 370pOBbEM"

IMAGe — intrauterine growth restriction, metaphyseal dysplasia, adrenal hypoplasia congenital,
genital abnormalities

LADA — naTeHTHBI ayTOUMMYHHBINA AHA0ET B3POCIBIX

LC-MS/MS — xuakoctHas XxpomaTorpadusi/ TaHAEMHas! Macc-CIIeKTPOMETPHSI

P450c21 — pepment 2 1-ruapokcuinasza

PD1 — peuentop (6€10k) NporpaMMUpOBaHHON cMepTH

PD-L1 — nurana penentopa nporpaMMHUPOBAHHON CMEPTH

QR-xox — xon Quick Response

{ — Temmnieparypa

TepMVIHbI nonpepeneHuns

21-runpokcunasa (P450c21, CYP21A2) — ¢pepMeHT HaAIOUEUHUKOBOTO CTEpOMIOreHe3a. AHTHUTENA
(AT) x paHHOMY (QepMeHTy SBISIOTCS CHEHU(PUUYECKMMH HMMMYHOJIOTUYECKUMHU MapKepaMu
ayTOMMMYHHOM (hOpMBI IEPBUYHON HAANOYEUHUKOBON HEJJOCTATOYHOCTH.

Annvconndeckuil  (HagmouyeuHukoBbif)  kpu3  (AK;  ocTpblii  T'MIOKOPTHLIM3M;  OCTpas
Ha/AnoueyHukoBas HegoctarouHocts (OHH)) — xu3Heyrpoxkaromiee OCIOKHEHHE HalOYEeUHUKOBOMH
HegocratouHoctu (HH), Bo3Hukaromiee mnpu HECOOTBETCTBUM YPOBHS KOPTU30Jda YBEJIMYEHHOU
NOoTpeOHOCTH B HEM.

AnpeHokoptukorpornsbeiii  ropmon  (AKTI) -  ropMoH,  KOTOpBI  CHHTE3UpPYETCS
aJIpeHOKOPTUKOTpO(aMu TUNOGHU3a U CTUMYJIHPYET CHUHTE3 TIIIOKOKOPTUKOMIOB U aHJPOTEHOB KOPBI
HAJMOYEUHUKOB.

AyTOMMMYHHBII nonuriaanaysipHelid cunapom (AIIC) — ayroumMmyHHOE HopakeHHe 2X u Oolee
SHAOKPUHHBIX keine3. VckioueHuem SBIsSeTCsl ayTOMMMYHHBIM MOJMUIIaHIYISApHBIA cuHApoM | Tuma
(AIIC1), nmarHo3 KOTOPOTO MOXET OBITh TOATBEPXKACH M MPH HATUYUU Iro SHIAOKPHUHHOTO
ayTouMMYyHHOT0 3aboneBanus (3AN3), (npu ycnosuu nubo BeisiBieHus myTtanuu AIRE, mubo coueranus
C  KOXXHO-CIM3UCTBIM  KaHIUA030M), KOTOPOE MOYKET  CONPOBOXAATHCA  HEIHIAOKPUHHBIMU
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ayTOMMMYHHBIMU 3a00seBanusimMu (AN3).

Bropuunas HagnmoueuHukoBas HegoctarouHocTh (2-HH) — 3aboneBanue rumodusza uiaM
THIIOTaJIaMyca Pa3IMYHOrO T'eHe3a, XapaKTepU3YIOIIeecs HECIIOCOOHOCTHIO MPOM3BECTU JOCTATOYHOE
koamyecTBO 'K 1 aHporeHos.

I'moxokoptukonpl (I'K) — ropMoOHBI, KOTOpblE CHHTE3UPYIOTCS IIyYKOBOM 30HOW KOpBI
Ha/ITOYEYHUKOB U 00€CNeYnBAOT aAANTAI[MI0 OPraHu3Ma K CTPECCOBBIM (DaKTOpaM OKpYKarollel Cpeibl.
OcnoBubM 'K siBnsieTcss KOpTU301.

KopkoBoe BemecTBo (kopa) HaAMO4YeYHUKA — HApy)KHas 4acTh HAANIOYEYHHUKA, paclojiararouascs
Ha/I €r0 MO3TOBBIM (BHYTPEHHHM) CJIOEM, KOTOpas JudQepeHIupyeTcss U3 WHTEPPEHAIOBOW TKaHU U
COCTOUT M3 TPEX 30H: KIIyOOUKOBasi, Iy4KOBasi U ceTyaras.

Munepanokoptuxkouasl (MK) — TropMOHBI, KOTOpble CHHTE3UPYIOTCS KIIyOOYKOBOW 30HOHM KOPBI
HA/IIOYEYHUKOB M OOECNEeUYMBAIOT PErYJSILHMI0O BOJHO-3JEKTPOJUTHOTO OOMEHa U  CHUCTEMHOIO
aprepuansHoro aasiaeHus (AJl). OcunoBubiM MK sBinsiercst asibioctepoH (A).

MHoxecTBeHHBbIN ayTouMMyHHBIH cuHIpoM (MAC) — coderanme Tpex u Oomnee AU3 (He
00513aTeNbHO YHIOKPUHHBIX ).
HanmoueyHuk — mapHasi »kelle3a BHYTPEHHEW CEKPEIMH, DPACIOJIOKEHHAss B 3a0pIONIMHHOM

IIPOCTPAHCTBE HAJ BEPXHUM I1OJFOCOM MTOYKH U COCTOSINAsl U3 MO3TOBOIO U KOPKOBOI'O BELIECTBA.

HannoueyHukoBble aHAPOreHbl — IOJIOBBIE TOPMOHBI, KOTOPbIE CHUHTE3UPYIOTCS CETYaTOM 30HOM
KOpBI Ha/AMI0YEYHUKOB. K OCHOBHBIM HAJMOYEUHUKOBBIM aH/JporeHam OTHOCSITCS
JEeTUAPOIUAHIPOCTEPOH (AIDA, KOTOPBIH nepen cekpenueit cynbdarupyercs 10
neruapolsnuanapocrepor-cyibdpara (JAI'A-C)) u anapocTeHMOH.

[lepBuuHas HaamouyeyHukoBas HepoctarouHocTh (1-HH, mepBuunblii runoxoprunusm, bosesnsb
Annucona) — 3a0oJjeBaHUE HAANIOYEYHUKA PA3JIMYHOIO I'€HE3a, XapaKTepU3YIOLIEecs] HECIIOCOOHOCTHIO
npousBecTH Jocrarounoe konnyectBo ['K, MK u anaporenos.

[Tonmmayroummynonatus (ITAIl) — coueranue nByx A3 (He 00s13aTEIbHO 3HTOKPUHHBIX ).

Penun (P) — depment (medcTByrommMii Kak  TOPMOH), KOTOpPBI  CHHTE3UPYETCS
IOKCTAarJOMEpYJISIPHBIMM  KJIETKaMH TOYEK M KaTalu3upyeT oOpa3oBaHue aHruoreHsuHa l. B cBoro
ouepe]b, aHTMOTEH3MH | ipeBpaiaercss B aHrMoTeH31H 11, KOTOpBIN CTUMYJIMPYET CUHTES A.

XpoHuueckass HaanodyeuHukoBas HegocratouyHocTh (XHH) — HH BHe o6octpenus. [lpu
YBEJIMYEHUN TOTpPeOHOCTH B KopTusosne Ha (oHe otrcyrctBusa JieueHuss XHH wnm HeamexkBaTHOM
KOPPEKIMH 3aMECTUTENbHOM Tepanuu MoxeT nepeiitu B OHH.

1. KpaTtkaa nHdopmaumsa no 3aboneBaHno UnmM cocTossHUO (rpynnbl 3aboneBaHun
WUIIN COCTOSIHUN)

1.1. OnpepeneHue 3aboneBaHUA WU COCTOSAHMA (rpynnbl 3aboneBaHUMW wnun
COCTOSIHUN)

1-HH — Tshxenoe Ku3Heyrposkaroliee 3a0olieBaHNe, XapaKTepU3yIolieecsi HeCOCOOHOCTRI0 KOPbI
HAJIMOYEYHUKOB TTpou3BecTu AocratouHoe kosnuectBo ['K, MK u angporenos. 1-HH BrniepBbie onucana
Tomacom AZIMCOHOM | MTO3TOMY Ha3biBaeTcsi bonesHbto Ammucona [1].

1.2. dTnonorusa n nartoreHes 3aboneBaHMUA WU COCTOSIHMA (rpynnbl 3aboneBaHumn
UIN COCTOSIHUN)

Haubonee pacnpoctpanennas npuunHa 1-HH — ayroummynnas (6onee 90%). Cnenuduueckumu
MMMYHOJIOTHYECKMMH MapKepamMH ayTOMMMYHHOW JECTPYKIMHM KOpbI HaAmo4eyHUKoB sBisitoTcss AT k
(dbepMeHTy HaAMOYeYHUKOBOTO crepounoreneza 21-ruapokcunaze (P450c21). Ayrommmynnas 1-HH
MOKET OBbITh M30JMPOBAHHOU (TO €cTh He coueTaThesl ¢ ApyrumMu 3AN3) mnu SBIATHCS KOMIIOHEHTOM
ATIC 1, 2 unu 4 tunos [1, 2] (tabn. 1). ®opmansro AIIC moxHO 0003HauaTh kak [TAIl [3], Tak u, mpu
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COOTBETCTBYIOIINX ycioBusx, kak MAC [4]. B ciydae coueranusi Toiabko oHOro 3AMN3 ¢ ogHUM HiH

6onee HedHTOKpUHHBIM A3 nuarno3 AIIC He ycTaHaBIMBAETCs, a COCTOSHUE MAIIMEHTa PACIICHUBASTCS
kak [TAIT wou MAC.

Tabmumna 1. OcHOBHBIE SHAOKPUHHBIC ayTOMMMYHHBIE 3a0oiieBaHus, BXojsmme B coctaB AIIC
(MouduIMpoBaHO aBTOpPamMu).

AIIC1 AIIC2 AIIC3 AIIC4
(myranms rena AIRE)
- 1-HH <*> -1-HH - A3IIDK - 1-HH
- l'umomaparupeos <*> |- ASHDK u/umm CII1/LADA [6,7] |+ napyrue 5AUN3 |+ apyrue sAU3 <>
(+/- KCK <*>, npyrue | +/- npyrue sAU3 <> <> xpome: 1-HH |kpome: ALK,
»AN3 <M>) [5] [8] CII1/LADA [9]

Cokpamenus: KCK — koxno-cnusucteiii kanauno3; A3IDK — ayroummyHHBIE 3a00J€BaHHS
uuToBuAHOM xene3bl; CH1 — caxapubiii nuaber 1 tuma; LADA — naTeHTHBIA ayTOMMMYHHBIM auader
B3POCIIBIX.

<*> maTOrHOMOHMYHEIE 3a00eBaHusl, TeHeTpaHTHOCTh MeHee 100%.
<> npyrue 3AN3: runeproHaoTpONHbIi THIOTOHAAN3M, THITOQHU3UT, O0JIe3Hb XHUpaTa.

[To mepe mnosiBaeHuss HOBbIX KoMmMnoHeHTOB npu AIIC3 u AIIC4, nuarHo3 MOXeT ObITh
nepeknaccupunuponan B AIIC2 (nampumep, npu nosieinenuu y nanuenta ¢ AIIC4 ALK wmu ¢ AIIC3
HH) [10]. Takum oGpa3zom, nockonbky miast ATIC2, ATIC3 u AIIC4 xapakTepHbl €IUHBINA MaTOrCHE3
3a00JeBaHus, MOJIMIEHHBIH TUIl HacieqoBaHus, MaHudectamus AW3, B OOJBIIMHCTBE CIIyyaeB, BO
B3POCJIOM BO3pacTe, M0 HalleMy MHEHHIO, IesnecoodpasHo Beiaensath eaubii Tun AIIC (ATIC2 unu
AIIC B3pocinbix). [Ipu atom AIIC 2 tumna gomkeH BKIIOYaTh B c€0s MUHUMYM JIBa JIIOOBIX 3HIOKPHHHBIX
AMN3. HekoTopblie SKCHEPTHI pa3AeisioT AaHHYIO Ho3uiuio [11], HO B TOXe BpeMsi MHOTHE CIICIIUATMCTHI
BCE JK€ MOJIb3YeTCsl pacIIMpEeHHON Kiaccu(uKaluel, B CBA3U C YeM, BaXKHO MCKIIIOUUTh Pa3HOUYTEHUS U
OTIPEIECTUTh €INHbIE KPUTEPUHU IS BCEX.

K npyrum npuumnam 1-HH (tabn. 2) oTHOcsATCS MHGEKIMOHHBIE 3a0ojeBaHMs (HampuUMep,
TyOepKynie3), pa3iMuyHble HACJIEACTBEHHbIE MATOJOTUMH, KOTOpble B  OOJIBIIMHCTBE  CIIy4aeB
JUArHOCTHPYIOT B JIETCKOM BO3pacTe, TOTAJIbHAs aJpPEHAIIKTOMHMsS, METACTATUYECKOE MOPaKEHHUE H
mumdoma HaarmoueyHukoB [12-14]. Kpome Toro, BCiieACTBHE YBEIWYCHUS YUCIIA XPOHHUECKUX TKEIBIX
NAIMEeHTOB, TPEOYIOIIMX MHOTOKPATHBIX ¥ MHOTOKOMIIOHEHTHBIX MEIMKAMEHTO3HBIX METO/0B JIEUCHUS,
BO3pAacTaeT BIUSHUE JOIMOJHUTENbHBIX SITPOT€HHBIX (DAaKTOPOB: KPOBOM3IMSIHHE B HAJANIOYEYHUKHU IPU
JICYEHUH TPOTUBOCBEPTHIBAIOIIMMHU  CpeACTBaMH, OJOKajJa CHHTe3a KOpPTH30Jla HEKOTOPBIMHU
MHrHOMTOpaMU apomarasbl U IpenapataMu Jjs oOmied aHecTe3nH, yckopeHue Mertabonmusma ['K
BCJIEJICTBME IIpHeMa IPOTHUBOANMWIECNITHYECKUX TMpenaparoB (denutoun** wu ¢denobapburan**) wu
aHTUOMOTUKOB (pudaMmunua**) [12].

Ta6muia 2. [Ipoyne npruyrHbI IEPBUYHON HAIMOYSYHHUKOBOM HemocTarouHocTH [1, 15, 16].
[Tpuuuna \ OcobenHocTu

HacneacTBeHHbIE BapyaHThI IEPBUYHON HAATIOYEYHUKOBOM HEOCTATOYHOCTH
BpoxxnenHnas nucyHKIMS KOPbl HAATOYEYHUKOB
(camas yacTas NpUYMHA IEPBUYHON HAJMOYESYHUKOBOH HEIOCTATOYHOCTH Y ieTerd — 80%)
Hepunur 21-ruapokcunassl  (myrtanus | Haubonee pacnpocTpaHeHHBIH BapUaHT, COMPOBOXKIAETCS
CYP21A2, CYP21B) TUTIEpaHAPOTeHUEHN
Hepunut 116era-runpokcuinassl | ConpoBoKaaeTcs rUnepaHporeHue, TuepTeH3uen
(mytamus CYP11B1)
Jepunut 30eta- | Hapymenne mnonoBoil nud@epeHIupoBKH y MaJIbYUKOB,
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THJIPOKCUCTEPOUIICTHIPOT €HA3BI Il | runiepanaporeHus y 1eBo4ex
(myrammst HSD3B2)
Hedunut (bepmenTa orweruieHus | XY peBepcus mosaa

6okoBoii nenn (Mytarust CYPI11A1)

Hepunut oxcupopenykraspl (myranus |Hapymenue monoBoit  auddepeHUUpOBKH,  CKEJIETHBIE

POR) MaJib(hopMaIiu

Bpoxnennas nunouaHas runepiuiasus | XY peBepcus mosa

HaJIO4YeyHUKOB (MyTanus StAR)

BposkaeHHas rumnomia3us HaJno4Ye4HUKOB

Myrarust NROB1 X-ClerieHHas; BTOPUYHBIA TUIIOTOHAAN3M

Henenus Xp21 Muoauctpodust J{romena

Myranus SF-1 XY peBepcus noJia

IMAGe cunapom 3ajepKKa BHYTPUYTPOOHOTO pa3BUTHs, MeTadu3aIbHas
IUCIIIA3UsI, BPOXKACHHAS THUIOIUIA3US  HAIANOYECYHUKOB,
repMadpoIUTH3IM

BpokneHHas HEYYBCTBUTEIBHOCTh K aJIpEHOKOPTHUKOTPOIIHOMY TOPMOHY (M30JIMPOBAHHBIN JEPUIUT

TJIFOKOKOPTHUKOUIOB)

1 Tuna Myrtanus TreHa penentopa K aJApeHOKOPTUKOTPOIMHOMY
TOPMOHY (CHHOHHMM — peLenTop K MenaHokopTuny 2) MC2R

2 Tumna MyTtanus reHa BCIIOMOTaTeNbHOTO MPOTEHHA perentopa K

MenaHokopTuny 2 MRAP

Cewmeitnbnii nepunmt ['K

Myranus rteHoB MCM4 (KOHTPOTUPYET PEIUIMKAIIHUIO
renoma), NNT (xomupyer HAJI/HA JI®-Tpancrugporenasy),
TXNRD2 (perynupyeT OKUCIUTEIbHO-BOCCTAHOBUTEIbHBIN
TOMEOCTa3)

Cungpom tpex A (Cungpom Onrpoysa)

Axanasus, 6one3Hb Anaucona, agakpumus (AAAS)

Jpyrue MeTaboau4ecKue HapynuieHus

Anpenoneikoauctpopus

B ocHOBHOM 06051€10T My)XUMHBI; M30BITOYHOE HAKOIUIEHHE
NpeeNbHbIX JITUHHOLEIOUEUHBIX XKUPHBIX KucaoT (ALDKK);
nopakeHue Oeyloro BelecTBa LEHTPAJIbHOW HEpBHOM
CHUCTEMBI, KOPbI HAATIOYEYHUKOB U SIMYEK

MutoxoHIpraibHbIe 00JIE3HH (PEIKO)

MHOXeCTBEeHHBIE aHOMAaJITUHN Pa3BUTHA

boie3ns Bonmana

I[I/ICJ'II/IHI/I,[[GMI/IH, 3a00JIeBaHUE TIEUCHU

[TproGpereHHble BapHaHThl HEPBUYHOM HAAIOYEUHUKOBON HEIOCTATOYHOCTH

HOBpC)K,[[CHI/Ie TKaHW HaJIIOYCYHUKA

Nudexunn

Ty6epkyne3, BWY-undexuus, kaHammao3, TUCTOILUIa3MO3,
LIUTOMETATOBUPYC, CUPHINC, ahPUKAHCKUHA TPUIAHOCOMO3

Meracrassl

Pak nerkux, cpemocTeHus, TOJICTOM KHIIKH, JuMdoma,
MeJlaHoOMa

KpOBOI/IBJ'II/ISIHI/IC B HAAIIOYCYHUKH

Ha (I)OHG CCIICUCA, AHTHKOAryJIAHTHOI'0O CHUHApOMA, IMpUCMa
AHTHUKOAI'YJIIHTOB

ToranpHas AAPCHAJISKTOMMU A

Hekortopsie clly4yau 0oe3Hn
JIBYCTOPOHHEHN (HeOXPOMOITUTOMBI

Nuenko-Kymnnra,

Onnocroponnsiss  agpeHaidkTomust ¢ | Cunapom Muenko-Kymmnra
aTtpodueit KOHTpaJIaTepaIbHOTO

HaJITOYeYHHKa

NudunbprpatuBHbIe 3a0071€BaHUS I'emoxpomaTo3, aMHIJION103, CAPKOUI03
MenukaMeHTO3Has

[IpoTuBOTYOEpKYIIE3HbIE TpENapaThl ‘

Pudammumua®* <1>
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[TpoTuBOrpUOKOBEIE npenapatsl | Kerokonazon
CHCTEMHOI'0 IeHCTBUS

Jlpyrue mpoTHBOOITYXOJIEBbIE Mpenaparsl | [ unepakTuBanus ayTOMMMYHUTETa (32 CUET MHTHOMPOBAHUS

(MOHOKJIOHAJIbHBIEC aHTUTENA) KOHTPOJIBHBIX TOYEK nepeaayd uMMyHHoro curnana: CTLA-
4,PD1, PD-L1)

[Ipoune MIPOTUBOOITYX0JIeBbIE | MuToTan™**

rpenaparsl

[IpemapaTs! Apyrux rpymi HekoTtopsie MHTHOMTOPBI apomato3bl <2>, mpenaparbl s

oOmieil aHecTe3WH, JUATHOCTHYECKHE TIperaparbsl <3>,
WHTHOUTOPBI TPOTEHHKUHA3BI

<1> Cnywanm pazsutus 1-HH y mamumeHToB, mojydaromux JdaHHBIA IpenapaTr, HEoO0XO0IuMO
MHTEPIPETHPOBATH C OCTOPOKHOCTBIO, TaK KaK TyOEpKyse3 MOXKET OBITh CaMOCTOATENbHON MPUYMHOMN
MOpaXEHHS HA/IMOYEYHUKOB.

<2> HekoTopble HHTUOUTOPBI apOMaTa3bl, MUTOTaH™** W KETOKOHA30J HAa3HAYAIOTCS, B TOM YHCIIE,
MIPH JICYCHUU SHIOT€HHOTO TUIIEPKOPTUIIU3MA.

<3> KoTopsle MOT'yT IpUMEHSATHCS B AuarHoctuke 2-HH.

Cokpamenusa: BJIKH — Bpoxnennass nuchyHKuus Kopsl HaamnodeuyHukoB; BUY — Bupyc
ummyHozeduimuta yenoseka; CTLA-4 — nuroTokcuueckuii cBa3anubli ¢ T-mumdonurom 6enok 4; PD1 —
peuentop nporpamMmmupoBaHHor cmeptd, PD-L1 — jurang PDI1, CYP — mumroxpom P; IMAGe —
intrauterine growth restriction, metaphyseal dysplasia, adrenal hypoplasia congenital, genital
abnormalities.

B ocnose 1-HH nexut aGcomtoTHbIN 1epuIUT KOPTUKOCTEpOUI0B. Jledhuur A npuBoAUT K oTepe
yepe3 MOYKM M kenynouHo-kumeunblt Tpakt (OKKT) Hatpus um Boabl € pa3sBUTHEM JErHapaTaliu,
TMIIOBOJIEMHMH, TUIIOTOHHMH, a TakXe Iporpeccupyroniel runepkanuemMun. Jlepuuut kopTH3oiga —
OCHOBHOTO  QJalTOT€HHOIO TOPMOHA 4YEJIOBEYECKOr0 OpraHu3Ma — NPUBOJAUT K CHHXKECHHIO
COIIPOTHBIIIEMOCTH K Pa3IMYHBIM 3HJI0- U 3K30T€HHBIM CTpeccopaM, Ha (hOHE KOTOPHIX (B OOJIBIIMHCTBE
ciydaeB Ha Qone wHGekui) u mpoucxoaut manudecranus/nexkomnercanuss HH. Takum obpazom, B
[aTOr€He3€ TMIIOKOPTULIM3MA IIEPBYI0 U OCHOBHYIO POJIb MTPAIOT LUPKYIATOPHAs HEAOCTATOYHOCTH U
neruapatanus [17].

Jeduuut xopTH30a MOCPEICTBOM OOpaTHOM CBSI3U BO3JIEHCTBYET Ha THUMOTAIaMO-THIIO(PHU3APHYIO
ocb ¥ npuBoguT K mnoBbimeHuto ypoBHs AKTI. Ilpu nepunmre MK Bozpacraer ypoBeHb P,
CHUHTE3UPYIOUIETOCS] FOKCTArJIOMEPYJISPHBIMU KJIETKaMU IOYEeK. OJTO HMEET BaXXHOE KIMHHYECKOE
3HaueHue, Tak kak npu 2-HH, xorma orcyrctByer cekpenuss AKTI, MunepanokopTukouanas QpyHKIus,
peryiaupyemMasi peHHH-aHTHOTEH3UH-aJIbJOCTEPOHOBOM CUCTEMOM, HE CTPAIaeT.

B cBs3u ¢ tem, uro AKTI oka3piBaeT BAMSHHE TOJIBKO HAa MYYKOBYIO M KIyOOUKOBYIO 30HBI, a
CeKpelnMsi A KOHTPOJIMpYETCs APYrMMHU MeXaHu3MaMmu, runososnemus npu 2-HH MeHee BbIpakeHa, Tak
KaK Ha KOPTH30J MPUXOJUTCS OKOJO IOJIOBHHBI MUHEPAIOKOPTUKOMIHOW pEaklMH, OTBETCTBEHHOH 3a
MO iepKaHUE BOAHOIO F'OMEOCTA3a.

B ocuoBe OHH nexut pe3kuit u BolpakeHHbl gepumut 'K u MK. V nanumenta ¢ OHH
HaOIIoal0TCs Takue ke u3MeHeHus, kak U npu XHH, HO ckopocTh M TSDKECTh 3THUX HapyIIeHUH
3HAQUYUTEJIHO BBILIE: PAa3BUBACTCA JETUAPATALMS, IMPOUCXOAUT NOTEPsS HATPHsI, CHUKAETCS SKCKPEIUs
MOHOB Kajlus W HOHOB BOJOPOJA IIOYKAMH, B pE3ylbTaTe pPa3BUBACTCA THUICPKAIUEMUSA U
MeTaboIMUeCKUi alu103, BO3MOKHO MOBBILIICHHE YPOBHS KalbIMs B KpoBHU. JleruapaTaiuio U moTepro
MOHOB HAaTpHs U XJIOpa yCyryOJseT yMEHbIIEHHE CKOPOCTH BCACBIBAHUS UX B KUIIEYHHKE, a MO3HEE —
pBora u moHoc. [lporpeccupyromiasi moTeps BHEKJIETOYHOW JKHUIKOCTH, YMEHbBIIEHHE o0bema
LUPKYJIUPYIOLIEH KpOBM MNPUBOAUT K MageHuto AJ[, NpPOJOHTMPOBAaHHOMY CHUKEHHUIO CKOpPOCTHU
kiyooukoBoi ¢unbTpanuu (CK®) u modyeyHOro KpOBOTOKA, TUIIOTOHHWU TJIAJKOM MYCKyJIaTypbl U
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Muokapaa. Pa3BuBaercs cocynucTslii kosutanc. [lpu stom Hapactaromuii nepummur 'K cHmkaer
YyBCTBUTEIBHOCTh apTEpUONI K HopaapeHanuHy. HeoOxonumo yduTeiBaTh M TO, 4To Hepoctarok 'K
BBI3BIBACT 3aMeUIeHHE Kara0oim3ma Oellka, CHIKCHHE JIe3aMUHHPOBAHHUS, M, KakK CIEICTBHUE,
3HAYUTEIIBHOE OIPaHUYECHHUE HKCKPELMHU a30Ta U aMHMHOKHCIIOT, TOPMOKEHUE TIIIOKOHEOTeHe3a, aleHus
YPOBHSI TJIIOKO3Bl KPOBH, BIUIOTH O PAa3BUTHUSA THIIOTIMKEMHYECKOW KOMBI. Tsokenble, OBbICTpO
IIPOrpECCUPYIOIINE HApyIIEHUs] MeTa0oau3Ma MPOSIBIAIOTCS B PE3KOM acTeHUM, OCTPBIX HapyLICHHUSX
CEPIEYHO-COCYAUCTON JEATEIBHOCTH, MKEIYJOYHO-KHMIIEYHBbIX PACCTPOMCTBAX, HAPYIICHHUSIX HEPBHO-
ncuxuveckoro craryca (puc. 1) [1].

KopTusonil, _ AnbgoctepoH

HapyweHue UNa
rAOKOHEOreHesa u e : T™K
rAMKOAN3a ’

- fMnoeoaemuma, . fucnencus
[Mnornunkemma, LAl IENCK
ACTEeHUA
! ! Crpecc JCKdD
J anantTaunoHHbIX

MEXAHWUINMOB

OlNH

MaHugecTauma ! )
3abonesaHua y Cyaoporu, OCH, OAH
COCYﬂ,MCI'bIW ronnanc 3 ’

Pucynox 1. ITatorenes 1-HH [18].

Cokpamenust: OIIH — octpas mnouewynas HenoctatouHocth; OCH — octpas cepaeunas
HenoctatouHocTh; OJIH — ocTpast nprxaTesbHast HEIOCTaTOYHOCTb.

Huarnoz OHH MOXXHO mOpeanosoxkuTh y NAlUMEHTa C BBIPAKEHHON TUIOTOHMEW WM IIOKOM M
orcyrctBueM d(dekra OT NPUMEHEHHUS aJIpPEHEPruyecKux U J0(haMUHEPTHYECKUX CPENCTB, T.K.
TIIIOKOKOPTUKOMAHBIN ~ NeDUIUT  yMEHBIIAeT COCYIUCTYI0 PpEaKTUBHOCTh K  AHTMOTEH3UHY,
HOpaJIpEHATIMHY W JPYTUM Ba30KOHCTPUKTOPHBIM BO3JICUCTBHUSAM, yMEHBIIAeT CHHTE3 cyOctpata P,
YBEJIMUYWBasl MPOU3BOACTBO U 3PQPEKTH MPOCTAIMKINHA U APYTUX COCYAOPACIIUPSIONINX METa0OIUTOB
[18, 19].

1.3. dnupemumonorma 3aboneBaHUA UM COCTOSHMA (rpynnbl 3aboneBaHuUn wunu
COCTOSIHUW)

1-HH — ortHOcHTenbHO peakoe 3a0o0jeBaHHE C PacpOCTPAHEHHOCTBIO B MHpE, MPUOIH3HTEIHLHO
100-144 cnyuaeB na mwumoH Hacenenus [20] (mo mamneiM Martina M. Erichsen u coasrt. [20]), a
3aboseBaeMocThI0 4,4-6 cllydyaeB Ha MWUIMOH HaceneHus B roa [22]. OgHako, B MOCIEIHUE TOJBI
MOSIBUJIMCH HOBBIC JaHHBIC 00 YBEIIMYEHUH PACTIPOCTPAHEHHOCTH, OCOOCHHO Cpeu sKeHIuH [23].

CtpaHuua 7 13 48


http://disuria.ru/

KnuHuyeckne pekomengaunm — NepBuyHas HaanoyYeyHUKoBasi He[ocTaToqHOCTb — 2025-2026-2027 (22.04.2025) — YTBepxaeHbl MuH3gpaBom
P®

1.4. OcobGeHHOCTM KOOUPOBaHMA 3aboneBaHUs WM COCTOAHMUA (rpynnbl
3aboneBaHun unu coctositHuM) no MexayHapoAHOM CTaTUCTUYECKOWM Knaccudpukauum
6one3Hen n npob6remM, CBA3aHHbIX CO 340POBLEM

[pyrue Hapymenust HagnouyeuHukos (E27):

E27.1 — IlepBu4Hast HEIOCTATOYHOCTh KOPBI HAIMTOYECUYHUKOB;

E27.2 — AanucoHoB kpus3;

E27.3 — MenukaMeHTO3Hasi HEIOCTATOYHOCTh KOPBI HAIMOYCUHUKOB;

E27.4 — [lpyras u HEyTOYHEHHAs1 HEIOCTaTOYHOCTh KOPHI HAIOYEYHHKOB;

E27.8 — JIpyrue yTouHEeHHbBIC HAPYIIECHUS HAITOYCUYHUKOB.

Hapymenust SHIOKPUHHBIX jKelie3 TpH OOJNE3HAX, KIACCH(UIMPOBAHHBIX B JAPYTrUX pyOpHKax
(E35%):

E35.1 — Hapymenus Haqmo4eyHUKOB MTPHU OOJIE3HSIX, KIACCH(PHUIMPOBAHHBIX B APYTUX PyOpHKax.

DHJIOKpUHHBIE ¥ METa0OJIMYECKHE HAPYIICHHs, BOZHHUKIIUE TOCIE MEAMIIMHCKHUX TMPOIEAyp, HE
KIaccuuupoBaHHble B Apyrux pyopukax (E89):

E89.6 — I'unodyHKIMs KOPHI HAMOYEYHUKOB (MO3TOBOT'O CIJIOS), BOHUKIIIAS M1OCIIE MEAUIIMHCKUX
POLIEYP.

1.5. Knaccudmkauua 3aborneBaHUs UNM COCTOSIHMA (rpynnbl 3abonieBaHUM WU
COCTOSIHUWN)

[To TeyeHuto pa3IM4arOT XpOHUIECKYI0 1 octpyto 1-HH [24].

[To mpuumHe pa3auyaroT HACIEACTBEHHYIO U npuodperennyo 1-HH [1].

B 3aBucumoctM OT CTeNEHM  aJEKBATHOCTH  3aMECTUTEIbHOM  TEpaluu,  Pa3InyaroT
ME/IMKAMEHTO3HYI0 KOMIIEHCAIMI0, CYOKOMIIEHCaluIo U JiekommneHcanuio (AK) rirokoKopTUKOUAHON U
MUHEPATIOKOPTUKOUIHON HETOCTATOUHOCTH.

AyroummyHnHas 1-HH moxet O6bITh H301MpOBaHHON WK ABIATHCSA KoMrioHeHToM ATIC.

1.6. KnnHnyeckas KapTuHa 3aboneBaHUA UM COCTOAHUA (rpynnbl 3aboneBaHMn unum
COCTOSIHUN)

Cumntomel HH mnpencraenenst B Tabn. 3. Ilpm 1-HH uacto naGmronmarorcs: morepst Beca,
opTocTaTM4ecKasi THIOTEH3MsI BCJIEICTBUE O0E€3BOXKHBAHMS, TAra K COJEHOMY, TMIIOHATpUEMHUS,
rUnepKanuemMus (4aie rnocie MaHu(ecTalMy TMIOHATPUEMHUH), U3MEHEHHUs B KIMHUYECKOM aHaJIHu3e
KpoBH (aHeMHUst, 303uHOPIINA, TUMPponnTo3) U runoraukemus. [loseimennas cexpenust AKTI u npyrux
MENTUA0B NPOOIMOMEIAHOKOPTHHA YaCTO MPUBOIUT K TMIIEPIMTMEHTAUN KOXKH U CIU3UCThIX. OnHaKo,
JaHHBIA TPU3HAK MPOSBISETCS B Pa3IMYHON CTENEHM U MHOTAA ObITh BOBCE HE3aMETHBIM (3KEaTeNIbHO,
CPaBHUTb LIBET KOKHBIX IOKPOBOB C CHOCOM MaIMeHTa). Y JKEHIIHUH UCUe3aeT MOJAMBIIIEUHOE U JIOOKOBOE
OBOJIOCEHUE BCJIEJICTBUE CHUKEHUSI YPOBHSI HAJIIOYEUHHUKOBBIX aHJPOTreHOB. Bce ocTallbHbIE CHMIITOMBI
1-HH sBasttoTcs Hecnienuu(pUUHBIMU: CI1a00CTh, YCTAIOCTh, KOCTHO-MBILIEYHbIE U a0JOMUHAJIbHBIE 00N,
JeNpeccusi U IMOBBIILIEHHAs TPEBOXKHOCTb. B pe3ynbrare 10CTaTOYHO YacTo 0O0JIe3Hb JUArHOCTHPYETCS
ToNbKO Ha dTane AK, kpaifHe onacHOTo /st )KH3HU COCTOsTHUS [25].

Tabnuna 3. Knunnueckue nposisnenust 1-HH [26] (MoaudunupoBano aBropamu).

Kano6p1/cuMITOMBI ‘ KiimHnueckue npusHaku ‘ JlabopaTopHble U3MEHEHUS
HaanoyeuyHnkoBas HEOCTaTOUYHOCTD
1. Ycranocts, c1abocThb 1. T'unepnurmentanus cknanok | 1. 'mnonarpuemus
2. CHmKeHue Beca KOXXM,  CIIM3UCTBIX, PYOLOBBIX |2. ['unepkanuemus
3. [ocTypanbHOE TOTOBOKPYXEHUE | MI3MEHEHU, COCKOB, OCOOEHHO
4. Amnopekcus, aOIOMUHAJIBHBIN | KOKHBIX IIOKPOBOB,
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TUCKOM(OPT MOABEPTILIUXCS MHCOJISIITUN
5. Tsra k coneHomy (TONBKO npu MEPBUYHOU
6. lenpeccusi, 4yBCTBO TPEBOT'H HaJIMOYEYHUKOBOU
7. Tsoxenoe TEYEHHE | HEJOCTATOYHOCTH )

MHTEPKYPPEHTHBIX 3a00JIeBaHUN 2. T'unoroHust ¢ MNOCTypaJbHBIM
BBIPKCHHBIM CHHYKEHHUEM

3. UHorxaa, oTCyTCTBHE JIOOKOBOTO
U TIOJMBIIICYHOTO OBOJIOCCHHUS Y

KEHITUH

AJITUCOHNYECKUI KPHU3

1. BeipasxenHas cinabocTb 1. BolpaskeHHast TUIIOTEH3US 1. Tunonarpuemust (< 132
2. CHHKOITAJIbHEIE COCTOSIHUSA 2. Bonesnennasn MaJIbIAIS | MMOJIB/J)

3. boimu B JKHBOTE, TOIIHOTA,|KUBOTA/HAMPSIKECHHOCTh MBI | 2. ['unepkanueMus

pBOTa; KJIMHUYECKHE CHMIITOMBI, | IEPEIHEH OPIONTHON CTCHKU 3. 'unornukemus
UJEHTUYHBIE "OCTPOMY KUBOTY" 3. JIuxopaaka 4. l'unepkanpuueMus

4. Pe3kue 06onu B MOSICHUYHOI |4. CryTaHHOCTh co3Hanus, | 5. [ToBbllIeHne KpeaTUHUHA
obacTu JeTUpUit

5. CnyTaHHOCTb CO3HaHUsA, conop | 5. OIUrypusi ¢ UCXOAO0M B OCTPYIO
IIOYEYHYIO0 HEJJOCTATOYHOCTh
BbIpakeHHBIN TOJI0KHUTEIbHBIN ((EKT OT Tepanuu TIOKOKOPTHKOUIAMHU

HeobxonuMo Takke OTMETUTHh TpyaHocTd jauarHoctikn HH y  OepeMeHHBIX, Tak Kak
HecrenupUIecKrHe CHMITOMBI, TaKUE KaK yCTaJOCTh, TOLUIHOTA M PBOTA, YaCTO HE OTIUYAKOTCS OT
COIYTCTBYIOIIMX 00bIYHON OepemenHocTH [1]

2. [OwarHocTuka 3aboneBaHUsi WU COCTOAHUA (rpynnbl 3aboneBaHWU UK
COCTOSIHUW) MeOULUMHCKME MOKa3aHMA U NPOTMBOMOKA3aHMA K NPUMEHEHUI0 MeTo[OB
ANarHoCTUKU

OcHoOBoOMIONAralOIUMK U1l yCTaHOBIIeHUsT nuarHo3a HH sBisiroTcst pesynbraThl 1a00paTOPHOTO
oOcnenoBanus. BakHo, 4TO TsHKENBIM MalMEeHTaM ¢ KIMHMYeCKUMHU npuszHakamu HH mpenBaputenbHo
HE0OX0IMMO MPOBECTH 3a00p KPOBHU B JMATHOCTUICCKUX IIEJISAX, €CIIM UMEETCS TaKask BO3MOXKHOCTb, U, HE
JIOXKUAasICh pe3ynbTaroB, HauumHaTh JedeHwe [K. IloarBepknmaroiiiee TeCcTUPOBAaHHE MOXKET OBITH
BBITIOJTHEHO TIOC/IE JIeYeHHs, Ha ()OHE BPEMEHHOW OTMEHBI TEpalH, KOTJa COCTOSHHE TMaIlMeHTa
crabunusupoBano [27, 28].

2.1. XKanoOobl U aHaMHe3

- OOcnenoBanue c¢ uenbto uckiaoyeHus 1-HH pexomenayercst y manueHTOB ¢ HEOOBSICHUMBIMU
JpYroil MaToJIorMed CUMITOMAaMH, MOJO3PUTENbHBIMU OTHOCHTENbHO Hannuus 1-HH: cHmkeHune Beca,
TUMOTEH3Us, TUIMOHATPUEMHUs], THUIEpKaJUeMHUsl, JHUXOpajKa, OOMu B KHUBOTE, TUIEPIUTMEHTAIu,
runoriukemus [12, 25, 29].

YposeHb yoeaureapHOCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — )

KommenTtapun: 1-HH dacto BoBpemss He JuarHocTupyercss BCIEICTBUE MpeoliajaHus
HecTeun(UYeCKUX CHUMITOMOB B TEUEHHE HECKOJbKHMX MECALEeB WU, Jaxke, JeT. B cBi3M C dyem,
HeoOXxouMa THIaTeNIbHAs MHOTOCTOPOHHSS OIEHKAa COCTOSIHMSL W JkKano0 manueHTta. Haumbonee
MIOJIO3PUTENBHO coueTaHue Heckosbkux cumnromoB HH, a taxke, cumnromsr 1-HH y nanueHToB c
ayTOMMMYHHBIMH HapyuieHusiMu (Hanpumep, CJI1, ayTOMMMYHHBINH TacTpUT, MEPHUIMO3HAS aHEMMs,
BUTWINTO), HMH(EKIMOHHBIMU 3abosieBaHusIMH (TyOepkyne3, BUY-undexius, mUTOMEraqoBHpyc,
KaHJM03, THCTOIUIa3MO3) WM TNPUHUMAIOUIMX COOTBETCTBYOIIME mpenaparsl (Tadn. 1, 2). Taxue
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MAIMEeHTHI BXOSAT B TPYIITY PUCKa U TpeOyroT OoJjiee TIaTeIbHOro HabIoAeHus.

2.2. ®usnkanbHoe obcnenoBaHue

[Mpusnaku 1-HH, xoropeie MoOryr OBITh BBISBJICHBI IpU (U3HKAIHEHOM OOCIIEIOBaHHH,
MIpe/ICTaBJICHBI B TA0M. 3.

2.3. J'Ia6opaTopr|e AnarHoctn4yeckme nccriegosaHus

- [TarenTaM ¢ KIMHUYECKUMH CUMIITOMaMH, 1OJ103pUTeIbHEIMU Ha HH, 1i1st yrounenus nuarxosa
pPEKOMEHIyeTCs HccieoBanue ypoBuei oouiero kopruszona u AKTI B kposu yrpom [30, 31].
VpoBeHb yoeautenbHOCTH pekomenaauii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4)

- [TanmenTaM ¢ KIMHUYECKUMU CUMIITOMaMH, ofo3putenbHbiMu Ha HH, s yrounenust auarnosa
PEKOMEH/TyeTCs HCCIIeJOBaHNE yPOBHEH anpaoctepona u P B kpoeu yrpom [32, 33].

YposeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTtapun: Tak kak 80% IUIa3MEHHOrO0 KOPTH30JIa CBSI3aHO C KOPTH30JI-CBSI3bIBAIOLINM
rno0ynuaoM (KCI) u 10-15% — ¢ anpOyMuHOM, MHTEPHPETHPOBATH IUIA3MEHHBIE YPOBHU KOPTHU30JIA
HYKHO B COOTBETCTBMM C HapyLICHUSMH, KOTOPbIE YMEHBLIAIOT (BOCHAJIIEHUE, pelKas IeHeTHyecKas
narosiorusi) win yBenunuuBaroT yposau KCI™ (3cTporensl, 0epeMeHHOCTh, MUTOTaH**) [34].

B penkux ciydasx (meHee 1 Ha muyuimon Hacenenus [35]) npuuunoit cHmkenus KCI™ moxet ObITh
HacyencTBeHHoe 3abonieBanue — ceMeiHbld geguuur KCI'. Ilpuunna 3abosneBaHusi — MyTalus B I'eHE
CBG (nmomy-moMuHaHTHBIM T HacienoBaHus [35]). KnuHudyecku y mDanmMeHTOB omnpeaenseTcs
TUIOTEH3Us U clabocth. [lpu maboparopHoM 00CIeIOBaHUU MIPH TOMO3UTOTHONW MYTAallMd MOXET OBITh
BBISIBIGHO 3HAYMTEIbHOE CHIDKEHHE oOmiero koptuszosna KpoBu (1,9 Mkr/mn u Hmke) Ha ¢oHe
HopmanieHOTO ypoBHS AKTI, a Takxke KOpTH30Ja MOYH M CBOOOJHOTO KOPTH30Ja KPOBH, HO (ppaxius
CBOOOJHOIO KOpPTHU30Ja B % 3HAYUTEIBHO IPEBBIIACT HOpMalbHbIE 3HadeHus. [Ipu rerepo3urorHoit
MyTAaIliu YPOBEHb OOIIETO KOPTHU30J1a MOXKET ObITh HOpMaJIbHBIM (710 17 MKI/m), a ppakiust cBOOOIHOTO
KOpTH30Ja B % — CONOCTaBUMAa C MOKa3aTesIMU 3J0POBBIX WM INpeBblaeT ux. Ilpeanonaraercs, 4ro
TJIFOKOKOPTUKOUHAS aKTUBHOCTh O0YCJIOBJIEHA MMEHHO CBOOOMHOU (hpakimeit koptuzona. Kpome toro,
HE MCKJIIOYAETCsl, YTO YYBCTBUTENBHOCTD penenTopoB K 'K y Takux manMeHTOB MOBBIIIEHA, YEM MOXKHO
00bsicHuTh oTCcyTcTBHE ToBbImeHNsT AKTT mo mexanusmy oOpaTHoit orpunarenbHoit ces3u [36]. Takum
00pa3oM, BOIIPOC 0 HEOOXOAMMOCTH HAa3HAUYEHUS 3aMECTUTENIBHOM Tepanuu y TakKuX MallueHTOB OCTaeTCs
OTKPBITBIM.

HccnenoBanue ypoBHel P u A B KpoBM MMeeT BaXHOE 3HaYeHHME B Hadaje 3a00JieBaHMs, KOTAA
MUHEPATIOKOPTUKOUAHBIN AEPUIIUT MOXKET JINOO npeobaasarh B KIMHUUECKON KapTHHE, TMO0 OBITh MOKa
elle eIMHCTBEHHBIM NpU3HaKoM 3aboneBanus [32, 33]. MccnenoBanue ypoBHEH HaTpus U Kalus B KPOBH
HE UMEET CaMOCTOSTEIbHOIO 3HAYEHUS JJIsl MOJATBEPKACHUS WK UcKiodeHus nuartosa 1-HH, ognako
JOJDKHO OBITh TPOBENEHO sl J1a0OpaTOpHOM OLEHKM CTEMEeHU TSHKECTH COCTOSIHMS NalueHTa |
3¢ PEeKTUBHOCTH TEepanuu.

s nepBuuHOi nuarHoctuku 1-HH MoOryT HOmOIHHMTENBHO MCCIENOBATHCS YPOBHH CBOOOJIHOTO
(nexonbrorupoBanHoro) JAI'DA wmu JII'9A-C B kpoBu, KoTOpble OyayT cHukeHbl. OJHAKO, TaKk Kak
YPOBEHb JJAaHHBIX TOPMOHOB MOJKET OBITh CHHMKEH M Y 37J0POBBIX, OCOOEHHO Y JIMII CTapIIero BO3pacTa,
KOHTPOJIb ¥ H30JIMPOBAHHOE MCCIIEJOBAHUE ITUX MTOKa3aresel Herenecooopasuo [26].

- PexoMenpayercs y manmeHToB ¢ mnojo3peHuneM Ha |-HH ycraHOBuTH InarHo3 nmpu CHUXKEHUU
KopTH3o0jia KpoBU MeHee 140 HMOIb/J, 2-KpaTHOM HPEBBIIIEHHMH BEPXHETO PEPEPEHCHOTO 3HAYCHMUS
AKTT, noBeimieHHOM ypoBHEe P B KOMOMHAIMM C HU3KOHOPMAJIbHBIM WM CHWXKEHHBIM YPOBHEM A,
ucclieIoBaHHbIX yTpoM [27, 30-32, 37-38].

VYpoBeHs yoeautensHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JJOKa3aTEeIbCTB — 4)
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- ¥V nanueHToB ¢ nojgospeHueM Ha HH pekoMmeHnyercs HUCKIIOYHTH JUArHo3, €CiId YpPOBEHb
KOpTH30J1a KpoBU yTpoM 6osee 500 umois/i [39].

YposeHb yoeauteapbHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTtapuu: 3ab60p kpoBH pekomMeH0BaHO ocymecTBIATh ¢ 6:00 qo 10:00 yrpa. K coxanenuto,
OoubIIast 4acTh MCCIIEIOBAHUHM, ONMPEACIUBIINX JUArHOCTUYECKHH ypOBEHb KOPTH30Ja, BBIIOJHEHA Ha
nanuentax He ¢ 1-HH. Kpome Toro, yrpennuii koptuzon kposu npu HH, kak npaBuiio, HU»ke WIM OKOJIO
HwkHed Tpanuibl HOpMbI (113-131 umone/n (4,1-4,7 mkr/man)) [40]. Pasnuuus Mexay MmeromaMmu
U3MEpPEHHs KOPTH30Ja OKa3bIBAlOT CYIIECTBEHHOE BJMSHHUEC Ha (akTHUeckyro Touky cut-Off,
HCIOJIb3YEMYIO B KIIMHUYECKOM MPaKTUKE.

Yposenb AKTI mnpebrmatommii 300 Hr/m (66 1MONB/I) — 3TO MaKCUMaJIbHBIM YPOBEHB
CTUMYJISIIUHM TITFOKOKOPTUKOUJIHOTO cuHTe3a [26], ¥ COOTBETCTBEHHO, HU3KUI ypoBeHb KopTH3oia (140
HMOJB/T [5 MKr/mia]) B KomMOMHANuMuM ¢ TOBbImIeHHOW KoHmeHTpauue AKTI yka3piBaer Ha
HECTIOCOOHOCTh KOPBI HaAno4eyHHKOB oTBeTUTh Ha AKTI -ctumyrmsiuto u nuarnoctupyercs 1-HH [30,
31, 41, 42]. Tloseimennas konneHtpamuss AKTI mpu HOpManmbHBIX MOKa3aTeasX KOPTH30JIa MOXKET
SIBJSIThCS. HaYaibHbIM Tipu3HakoMm 1-HH [43]. B cBsi3u co 3HaunTenbHOit 3aBucuMocthio ypoBast AKTT ot
HaOOPOB, MPUMEHSIEMbIX B Ta00OPATOPUSIX, BEIBECTH OMPEIEIICHHBIN MOPOT TUArHOCTHYECKOTO MOKA3aTesl
AKTI" neBo3moxkHo [44, 45]. Tonpko nBa MCCIEIOBAHUS OMPEICTHIN TUArHOCTHYECKUH MOPOT IS
AKTT npu 1-HH B cpaBHeHuu ¢ rpymnmoi KoHTposst U B 3Tux uccienoBanusix AKTI, kak npaBuio, Ob1
3HAYUTENIbHO MOBbIMIEH. TakuMm oOpa3zom, st auarHoctuku 1-HH npeanaraercs mmeHHO 2-KkpaTHoe
npesbimienre AKTI BepxHero ypoBHs pedepeHcHoro nnrepBana. HeoOxoaumo nMeTs B BHUIY, YTO B
penkux ciydasx, npu nokazanHou 1-HH, mokazatenn AKTI MoryT ObITh HEHAMHOTO BBIIIE BEPXHETO
nopora peepeHCHOr0 Truana3oHa U He MPEeBbIIaTh 2-KpaTHbIi yposeHsb [30, 31].

Pa3nbiMu nccnenoBaTenssMy MpeaiaratoTcsl pasHble IOPOrOBbIe 3HAYEHMsI yTPEHHEW KOHIIEHTpaIUu
koptu3oJa s uckmouenus HH: ot > 285 umons/n (10,3 Mxr/mi) g0 > 480 umouns/n (17 Mxr/mn) [46].
Jlnarnoctuyeckasl IEeHHOCTh IoKa3aTesl KOpTrU3oia B Ipyroe BpeMs CyTOK (HE yTpOM) AJisl UCKIIIOUEHUS
HH, B HacTosiee Bpems, B JOCTATOYHON Mepe HE MCCIeA0BaHa.

OcTaeTcst MHOTO BOIIPOCOB OTHOCUTEIBHO J1a00paTOPHBIX METO/IOB MCCIeI0BaHus ypoBHEH A u P B
KpOBU (WJIM OMNpENeNeHUs PEHWHOBOW AaKTHBHOCTH IJIa3Mbl KPOBH), MOITOMY, B HACTOSIIEE BpPEeMs,
JIMarHOCTUKA JIOJDKHA OCHOBBIBATBhCS Ha pedepeHCHBIX JHMana3oHax KOHKPETHO# iabopatopuun [47]. B
HEKOTOPBIX CIIydasx, HApUMeEp, MPH CEMEHHOM TIIOKOKOPTUKOUTHOM NePUIIUTE WU y MAIUEHTOB C
6onee "msarkumu" myranusmu npu B/IKH, Ha ¢pone 1-HH munepanokopTrkoniHas HEJOCTaTOYHOCTD HE
HabmrogaeTcsl.

- IMamentam ¢ cumnromamu HH, y KOTOpmIX pe3ynbTarhl Ja0OpaTOpPHBIX HCCIENOBAaHUN HE
COOTBETCTBYIOT JIabopaTopHbIM KputepusM 1-HH, HO u He uCKIIOUaloT ee, peKOMEeHaAyeTcs MpoBe/leHHe
npoOBI C JICKAPCTBEHHBIM MPENapaToM Mpu OTCYTCTBHH MPOTUBOIIOKa3aHuii [46, 48].

VYpoBenb yoeautenbHocTH pekoMenaaluii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTeIbCTB — 4)

- V mamueHnToB ¢ nmogo3peHneM Ha HH pekomMeHyeTcsi HCKITIOYHTh AUarHo3 MpH MAKOBOM YPOBHE
KOpTH30J1a Ha (hoHE MPOO ¢ JIeKapCTBEHHBIMHU Tipernapatamu 6osee 500 Hmoub/a [49].

YpoBeHb yOeAUTEIbHOCTH peKOMEH 1alHii B (YpoBeHb T0OCTOBEPHOCTH JJOKa3aTEIbCTB — 3)

Kommenrtapun: C nenbto puarHoctukd 1-HH  GONBIIMHCTBO  AKCHEPTOB  PEKOMEHIYIOT
CTUMYJISIIMOHHBIN TecT ¢ mpenaparamu u3 ATX-rpynner AKTD [18, 26, 40, 50-59]. HeoOxomumo
IPUHUMATh BO BHMMaHHUE (PAKTOPHI, KOTOpPbIE MOTYT BIUATH Ha PE3yibTaT, HallpUMEpP, COCIMHEHHUE
koptizona ¢ KCI' [52] u, B MmeHblel crenenu, ¢ ansOymuuom [53]. Mcmonb3oBanue mpemnaparos
3cTporeHoB npuBoaAUT K nosbimeHno KCI' ¢ cooTBeTcTBYIOIMM MOBBIIEHHEM YpOBHs kopTuzonia [40,
54]. V naruenToB ¢ HehpoTHIecKuM cuHApoMoM [54] u ¢ 3aboneBanusiMu miedeHu [55], a Takxke y
MAlMEHTOB B TOCIEONepanuoHHoM niepuoje [56] mimm B kputuueckom coctosiHuu [57], ypoau KCI' n
anbOyMHHA MOTYT OBITh CHMIKEHBI, CIIEI0BATENbHO, OYAYT ONpenensThes 0ojee HU3KME KOHLEHTpaluu
KOpPTHU30J1a.
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Taxke, ¢ uenpto nuarHoctuku 1-HH npumensiercst uncynunoronepantasii Tect (UTT). D10 ogun
U3 CaMBIX CTaphIX, OJHAKO J0 CETOAHSIIHEro JHS HE MOTEPSBIIMX CBOEro 3HaYeHHs B quarHoctuke HH
TECTOB, KOTOPBIA I103BOJISIET MCCIEAOBATh HMHTEIPATUBHYIO LIEJIOCTHOCTh Cpa3y BCEM TIUIoTasaMo-
runoduzapHo-HaanodyeyHukoBoil cuctembl (I'THC). ['mmoriamkeMuueckuii cTpecc SBISETCS CHIBHBIM
HENpPSIMBIM ~ CTUMYJISITOPOM  CEKpPELIMM KOPTH30Jla, KOTOpas OIOCPEAYETCsl 4Yepe3  aKTUBALMIO
TUIIOTAJIAMUYECKHUX LIEHTPOB M KOPTUKOTpOnHOM ¢yHKInu runodusa. B xone UTT B moboe BpeMs cyTok
OJHOKPAaTHO TPOBOJIUTCS B/B BBEJACHHE JIEKAPCTBEHHOTO Ipenapara (#WHCYIMH pacTBOPHUMBIHA
[uenoBeueckuii TeHHO-UHXKeHEpHBINH|**) B moze 0,1-0,15 EJI/kr (ecnim y mamueHTa WMEET MeECTO
MHCYJIMHOPE3UCTEHTHOCTh, 103y #WMHCYJIMHA PAcTBOPUMOIO [YEIOBEYECKOTO Te€HHO-MH)KEHEpHOro|**
MOHO TOBBICUTB) [60-62], n ucxomuo m uepe3 30, 45, 60, 90 u 120 MUHYT — B3SITHE KPOBU W3
nepudepuyeckor BEHBI IS MCCIIEAOBAHMS YpOBHEW OOIIEro KOPTH30Jia M TIIOKO3bl B KpoBU. Tect
cuuTaeTcss MH(GOPMATUBHBIM IPHU TIUKEMHH B JII0OOOM TOuke MeHee 2,2 MMOJIb/JI W/WIU MPU YpOBHE
koptuzona 6onee 500 Hmomnw/n B mr060i1 Touke. HH mckmiodena, ecnu ypoBeHb KOpPTH30ja B JIHOOOH
touke 6onee 500 HMoab/1. Eciu HEe MpOMCXOIUT CHIKEHUSI YPOBHS TJIFOKO3BI B CBIBOPOTKE MeHee 2,2
MMOJIB/J, TpoOy ciieayer mMOBTOpUTh. OcHOBHBEIM Hemoctatkom WTT sBisieTcss TOTEHIIMATBHAS
OIAaCHOCTh pa3BUTHSL, IIpH uMmerotnerics HH, Tspkenoii runornukeMun 1 MoxeT ObITh cripoBorupoBan AK.
[loaTomy Tect cienyer cpasy HpepBaThb NPU YXYALIEHUH CAMOYYBCTBUS NAI[MEHTA, MPEIBAPUTEIBHO
BBHITIOJTHUB TIOCTIEIHEE B3SITHE KpOBU M3 Mepudepudeckoil BeHbl. [1oXuiabpIM marueHTaM, malueHTaM C
SNUJICIICUEH, a TaKKe IPU HMMEIOIIEHCS CepIeYHO-COCYAUCTOW W Apyrod Tspkenod maronormum UTT
npotuBonokazan [63]. s wuckmoyenus mnporuBonokazanuii k. UTT pekoMeHmIOBaHO MpoOBeACHUE
npuemMa (KOHCYJIbTalliM) Bpauda-KapAuoiora Jie4eOHO-AMAarHOCTUYECKOTr0 IEPBUYHOTO U, IpH
HE00XO0IUMOCTH, TOBTOPHOTrOo. MaKkTOphl, KOTOpBIE MOTYT OKa3bIBaTh BiMsHHE Ha pe3ynbTarel UTT,
OIMCAaHBbI BBILIE.

Kpome Toro, MoxeT mpuUMeHSThCS Mpoba ¢ #riiokaroHoM™*: B m000e BpeMsi CyTOK OJHOKPATHO
MIPOBOJUTCS. B/M BBEJICHHUE JICKAPCTBEHHOTO Tpenapara (#rmokaron™*) B moze 1 mr [61, 64], u B3arue
KpoBH U3 nepudepudeckoi BeHsl ucxoano u uepes 90, 120, 150, 180, 210, 240 MuHyT 1715 MiCClIeAOBAHUS
YpOBHS 0011IEro KOPTH30J1a B KPOBU. TeCT MOXKET NPUMEHATHCS NPU HAIMYUK IpoTuBonokasanuiit k UTT
[60]. Onnako, mpoba ¢ #rmrokaroHoM** xapakTepusyeTcs Hu3Koi cnenupuanHocteio (39% [65]). Ilo
nanabiM Karaca Z u coaBt. [66], JT0KHOMONMOKUTEIbHBIE Pe3yIbTaThl UM MecTo B 10-20% ciryuaeB
(HeoOX0MMO OTMETUTH, YTO B JAHHBIX HMccieloBaHUAX [65, 66] auarno3 HH uckimouancs npu ypoBHe
KopTu3zoia 6osee 599 amons/n). B cBsi3u ¢ uem, 1o pesynbTaTam mpoOsl ¢ #rimokaroHom™*, quarnos HH
MOJKET OBbITh YCTaHOBJIEH TOJBKO B COBOKYIHOCTH C JAPYTMMHM IOKa3aTeNIIMHU, CBHIETENILCTBYIOIMMH B
nonib3y Hannuusg HH. Hanpumep, Bo3MokHO HcciaenoBaHue ypoBHSI CBOOOAHOIO KOpTH30J1a B Moye. Tak,
IPU Pa3BEepHYTONW KIMHUYECKON KapTHUHE MEPBHUYHOIO T'MIIOKOPTHLIM3MA OOHApY>KEHHE 3HAYMTEIbHOTO
CHMKCHUS CYTOUHOW IKCKPEIH CBOOOHOTO KOPTHU30JIa C MOYOM MO3BOJISIET MOATBEPAUTh Auaruo3 [18].
B kayecTBe AMArHOCTMUYECKOTO MOPOTa MOXKET OBbITh MMPUHATA HUXKHSS TpaHUIla peepeHCHOT0 HHTEepBaia
KOHKPETHOU JTab0opaTOpUu.

N3omupoBaHHOE HCClIeI0BaHUE YPOBHS CBOOOJHOTO KOPTU30Ja B Move Ais quarHoctuku 1-HH He
PEKOMEHIyeTCsl, TaK KaK XapaKTepHU3yeTcsi HU3KOH YyBCTBUTEIBHOCTHIO (puMepHO y 20% ManueHToB
TaHHBIN MTOKa3aTelNb B Mpejeax peepeHcHbIX 3HaueHui) [67].

- YV Bcex manueHToB ¢ 1-HH pekomenmyercs onmpeaenTh 3THOIOTHIO 3a00eBanust [26].

VYpoBeHs yoeautensHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JJOKa3aTEIbCTB — )

Kommentapun: Korga 1-HH moarBepknmena Ha jabopaTopHOM —JTame, Jajiee  BaKHO
UACHTUPUIMPOBATH NMPUUUHY 3a0oneBanus (Tadis. 1, 2, puc. 2). AyTOUMMYHHBIM aJipeHaINUT SBJISAETCS
HauboJsee pacnpoctpaHeHHoi npuunHoi 1-HH y B3pocnoit kateropun narnueHToB U ckpuHUHT Ha AT k
CYP21A2 u ppyrue ayToMMMyHHBIE 3a00JI€BaHHS OYEHb BaXKeH, NPUHHMAas BO BHHUMAaHHE, YTO
naboparopubie aHanu3bl HAa AT k CYP21A2 na tepputopuu PD He gBns0TCS CTaHAaPTU3UPOBAHHBIMH.
AT x CYP21A2 moryT uupKy/lIupoBaTh 32 HECKOJIbKO JeT o manugecranuu 1-HH. Onpeneneno, uto
npuOm3uTenbHO Y 30% 310pOBBIX MaIueHToB, Mo3UTUBHBIX Ha Hamuune AT k CYP21A2, B Teuenue 5
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ner manudecrupopana 1-HH [33].

Y myxunH ¢ otpunateabHbIMu AT k CYP21A2 noimkeH ObITh BBIMOJHEH KOMIUICKC UCCIIEI0OBAHMI
s quarHocTrku X-cueruieHHoi AJIJL [68]. HH moxet ObiTh eiMHCTBEHHBIM npu3HakoM AJIJ], kotopas
Hambojee YacTo BcTpedaercs y MaibuukoB oT 2 o 10 mer. Ilpu aBycTOpoHHEM mOpa)KeHHH
HA/IMOYEYHUKOB HEOOXOAUMO PACCMOTPEHHUE BOMpoca 00 00CIeI0BaHUH Ha MPEAMET HH(DUIBTPATUBHBIX
3a0oneBaHui, WHGEKUUNH, KPOBOU3IUSHUSA, METACTa30B, OMyXoJiel, a B HEKOTOPBIX Cllydyasx —
reseTnueckux 3aboneBanuii [12, 69]. Heayroummynnsie cnydan 1-HH HanGonee 4acto BBIABISIOTCS Y
JIeTel U MOKUIJIbIX MMalMEeHTOB.

1-HH

AT-210H

. . WK

KT/MPT HapgnoueyHuxkos Ad
(MyHsMEBI)

+ + +
AN
UndunstpatnsHele
sabonesarusa, uHdexuun,
oy 4 . KPOBOU3AUAHUA,
Uamonatuyeckas 1-HH MEeTacTasbl, ONyxonu AytommmyHHaa HH

PucyHok 2. Anroput™ onpeneseHns STUOIOTUH IEPBUYHON HAATIOYEUHUKOBOM HEJOCTaTOYHOCTH.
Coxkpamenus: KT — komnbrorepHas Tomorpadus, MPT — MarHuTHO-pe30HaHCHas ToMorpadus.

2.4. UHcTpyMeHTanbHble AuarHoctM4yeckue uccrnenoBaHus

- ¥V Bcex namnuenToB ¢ 1-HH B xone o6cnienoBanus i onpeaeieHus: STHOJIOTHH 3a001eBaHUs TIPH
OTPHLIATENIBHBIX pe3ynbTaTax aHann3oB KpoBu Ha AT k P450c21 u, npu Heo6xoaumoctu, ALDKK umm
IPU OTCYTCTBHH BO3MOXKHOCTH UX TIPOBEICHUS, PEKOMEHIYETCs BU3yalTU3upyoliee oocienoBanue [26].

VYpoBeHs yoeautensHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — )

KommenTapuu: Ilpu otpunartensubix anammzax Ha AT xk CYP21A2 u JAIDKK nHeoOxomumo
npoBegenue KT wnmum MPT HaanmodyeyHMkoB sl WACHTU(UKAMM WHQPEKIMOHHBIX 3a00seBaHUM
(manpumep, Tydepkynesza) uwin onyxodeil. Oxnako, KT/MPT B ciydyae mHbuiIbTpaTUBHOTO Mpolecca B
HaJINOYEYHHKAX, B TOM YHCIIC M IPU TyOepKyiese, He Beceraa nHpopMaTuBHBI [26].

[IpyHrMasi BO BHUMaHHE OTCYTCTBHE BO3MOXXHOCTU IPOBEAEHHUS IMOJHOLEHHOTO JIabopaTOPHOTrO
oOcnenoBanust Juig omnpenenenuss stuoiorun 1-HH Bcem mnammenTam mnokasaHa BU3yallU3aius
HAJMOYEUHUKOB.

B cnyuasix, korna npuunHa 3a00eBaHMs HE BBISIBIEHA, TOBOPAT 00 uanonarudeckoit 1-HH.
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2.5. UHble anarHocTuyeckue nccrnenoBaHus

- Jlns uckimroueHns MOHOTEHHBIX 3a0oseBaHuil nmanuentaM ¢ 1-HH pexomenayercs paccMoTpeHue
BOIPOCA O TeHETHUECKOM o0cieoBanuu [26].

VpoBeHb yoeautenpHOCTH pekoMeHaarmii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

KommenTtapun: Heckomnbko ¢opm 1-HH sBustorcs cemeiinpiMu. Tak, ompeneneHo, uto y 10%
HOpBexkCcKkuX marueHTtoB 1-HH renerndecku aerepmunupoBana. M3eectHo, uro 1-HH B coderanuu c
AJIJ] nacnemyercs X-cueruienHo, roraa kak BJIKH u ATIC1 — ayrocomuo-pernieccuBHo [22].

3. JleyeHue, BKnOYaA MeAUKaAaMeHTO3HYI0 U HeMeAUMKaMeHTO3HYK Tepanuum,
aAuveTtoTepanuio, ob6e3bonuBaHue, MeAUUMHCKME MOKa3aHMUA W npoTUBONOKa3aHUA K
npnMeHeHn MeToa40B Jie4YeHUs

3.1. 3amectutenbHas Tepanua NK

- Bcem nanmentam ¢ HH pekomenayercs tepanust 'K [70-91, 96].

YpoBeHb yOSAUTEIBbHOCTH PeKOMEHIAIHi A (YpOBEHD TOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

KommenTapuu: XapakTepucTuka npenaparoB, KOTOPbIE MOTYT MPUMEHSTHCS ISl 3aMECTUTENbHOM
TEpanuyu TITIOKOKOPTUKOMIHOW HEIOCTaTOYHOCTH, MpuBeAcHa B TaOm. 4. PacueT SKBHBaJICHTHOW 03B
MpernapaToB MO>KET OBITh MPOU3BEICH npu MTOMOIIH OHJIAaNH-KaJIbKYJIATOpA:
https://clincalc.com/Corticosteroids/?example.

Tabmuna 4. XapakrepucTiuka TaOIeTHPOBAHHBIX IMPENAPaTOB, KOTOPHIE MOTYT HPUMEHSTHCS IS
3aMECTUTEIIbHOU Tepaluy [NIIOKOKOPTUKOUAHON HeocTatounocTH [1, 60].

HazBanue I'mapoxoptuzon™* #KopTtHson [Tpenau3omon™*
[Tpon0IKUTENBHOCTD JEHCTBUS KopoTkas Koporkas Cpennsis
Ilepuon nonyBbIBEICHUS 90 MmuHyT 90 MmuHyT 200 MUHYT
OKBUBAJIEHTHAsA 4034 20 Mr 25 mr 5 Mr
[lepuon nonypacnana 6-12 yacos 6-12 yacos 12-36 gacoB

- VYV nanumentroB ¢ 1-HH komnencanuio nepunura 'K pekomeHmyercss OLEeHHBAaTh TOJBKO I10
KJIMHUYECKUM TpU3HAKaM: M3MeHeHue macchl Tena u AJl, Hanuume/oTcyTcTBHE CIAaOOCTH, CUMITOMBI
runepkoptunmiMa. McenenoBanue ypoBHs TOPMOHOB B IMHAMHKE HE pekoMmeHayercs [26].

YpoBeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: CuMnToMaMu NEpefO3UPOBKH IMPENApaToB  SIBISIFOTCS:  YBEIMUYEHUE Beca,
OeccoHHMIla U OTeKH. HerocTarouHOCTh XapaKTepU3yeTcsl TOIIHOTOM, CHMKEHHEM alleTHTa U Beca,
COHJIMBOCTBIO M THUHEpHNUTrMeHTauued. s Toro 4uroObl OmpenenuTh BpeMs, J03Y M 4acToTy Hpuema
[pernapaToB, HEOOXOIUMO MOJIPOOHO PACCIIPOCUTH MAIMEHTa O €ro OOBIYHOM pallOHE TPyJa U OTAbIXA,
HINYUU cab0CTH, CHI)KEHUS KOHIIEHTPALlMM BHHUMAaHMs, THEBHOW COHJIMBOCTU U NMPOYUX M3MEHEHUM
cocrosHus B TeueHue nHA. MccnenoBanue ypoBHs AKTI B kpoBM Uit KOHTpOJIA 3a Tepamuedl He
pexomenayercs, Tak kak ypoBeHb AKTI' MokeT mnoBblILIATECS M IpPHU  aJAEKBATHOM JICUYEHHH.
HccnenoBanue ypoBHs OOILIEro KOPTU30Jia B KPOBU Ha (DOHE JIEYEHHsS] MOKET MPUMEHSITHCS TOJIBKO B
cllyyasiX, KOrja IOJO03peBaeTcs CHUHAPOM MajibaOcopOuuu (Hampumep, MpU HpHUEME JIEKaPCTBEHHBIX
CpE/ICTB, KOTOPBIE BIMSIOT Ha MIEPHO/I IMOJIypaciasa), 4ToObl aJeKBaTHO mo100path 103y [26].

HccnenoBanue ypoBHS CBOOOJHOrO KOPTH30JIa B MOY€ JUI KOHTPOJS 3a aJeKBAaTHOCTBIO
3amectutenbHoM Tepanuu 'K Takxke He pexomennyercs [60, 93]. JlaHHbIi moka3arenb oTpakaeT pacnaj
kommiekca 'K ¢ KCI', koTopslit 3aBUCHT OT MHOXkecTBa (akTopoB. [Ipu 3TOM BBICOKHI YpOBEHb
KOPTH30J1a CYTOYHOM MOYM MOXKET UMETh MECTO MPU HU3KOM CHIBOPOTOYHOM YPOBHE JAHHOI'O TOPMOHA.

- Insa neuenus 1-HH pexomenayercst rTupokopTu3on™* (15-25 mr B cyTkn) mim #xoptusoH (20-35
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MTI' B CYTKH) ME€POpPaIbHO B JIBA WIM TPH MpHEMa B CYTKU: PEKOMEHAYeTCs Ha3HA4YaTh CaMyl0 BBICOKYIO
7103y YTPOM Iocje MpoOyXJIeHHs, CIEAYIOUIYI0 BeuepoM (0Koso 16 1) mpu 2-KpaTHOM pexume, Jubo B
nojieHp ¥ JHeM (Omke K Bedepy) Npu 3-KpaTHOM pexume. B OTHeNbHBIX cioydasx BO3MOXKHO
yBEIIMYEHHE YaCTOTHI IIpUeMa U 1036l mipenapara [60, 70-90, 94-96].

YpoBeHb yOIUTEIbHOCTH PeKOMeH 1aluii B (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 2)

KommenTtapuu: I'K cexkpetupyroTcst B MyJIbCUPYIOIIEM M IMPKAIHOM PUTME, C CAMBIM BBICOKUM
MUKOM YTPOM M CaMbIM HU3KHUM OKOJIO TIOJIYHOUH. Y B3POCIBIX CEKpPEIHs KOPTHU30J1a 3aBUCUT OT BO3pacTa
M COCTaBa Tela W, B CpeaHeM, cocTaBiseT 5-8 mr/m2/cytku [71-74], xoTopas skBuBajieHTHa 15-25
MI/CyTKH ruapokopTu3oHa™* umu 20-35 Mr/cyTku #KOpTU30HA IS IEPOPATBbHBIX (HOpM (C TEHACHIIHEH K
0oJiee HU3KOMY TTOPOTY).

['mapoxoptu3on™®* u npeguuzonon®* — akrtuBHble 'K, Torma kxak ans akTHBaUUMU #KOPTHU30HA
Tpebyercs 11-ruppokcucrepoupaeruaporeasa 1 tuna (¢pepment neuenu). Ilostomy 3amectutenbHas
Tepanusi HeakTUBHBIMU [ 'K MOXeT npuBOIUTH K 3HAYUTEIBHOH (hapMaKOKMHETUYECKON BapHaOeIbHOCTH
y MaIleHTOB, HO 3TO MOPOOHO elle He u3y4anocs [78].

M3-3a KOPOTKOTO IJIa3MEHHOTO TIEpUoja TOoJypaciaga THAPOKOpTU3oHa** (mpubnm3uTenbHo 90
MHUHYT), 4TOOBI MPUOIU3UTHCS K (PU3HOJIOIMUECKHM YCIOBUSAM, PEKOMEHAYETCS MHOTOKPATHBIA MpUeM
npemnapara. [lepByro u camyro 0OJbIIyIO 103y HEOOXOAMMO MPUHUMATh NOCIE MPOOYKACHHUS, BTOPYIO
nocie obesa, u, B ciaydyae 3-KpaTHOI'O PEeXHUMA, TPEThI0, MTOCIEAHIO U CaMyl0 MEHbBIIYIO /103y, HE MO3XKE,
yeMm 3a 4-6 yacoB 10 cHa. Takoil pexum Oosee NpuOIMXKEH K LHUPKATHOMY PUTMY, a Oojiee HHU3Kas
HOCIIeTHSIS 1038, IIOMOXKET M30e)KaTh HApYIICHUE CHA U YyBCTBUTEILHOCTU K HHCYIUHY [ 76-77].

Bce nccnenoBanus o CpaBHEHHIO PEKUMOB JI03UPOBAHMS BBIMOJHSUIMCH HA HEOOJBIINX KOrOpTax
NAIMEHTOB, I03TOMY TPYJIHO ONPEAEIUTh Hauboee ajeKkBaTHbli. [IpuHUMas BO BHUMaHHEe HOPMaJIbHBIH
KOJICOJTIOLIHIACS TUara30H KOPTU30Jia B TeUeHHE CyTOK, Peacey u np. u Howlett u ap., He3aBucuMo apyr
OT Jpyra, peKOMEHAO0BAIMU IMAPOKOPTU30H** 10 Mr mocie npoOyxkaeHus, 5 MI' OKOJIO MOJIyIHS U 5 MT
pano BeuepoM [79-80]. HexoTopsiM narueHTam TpedyroTcst 6omnbinas qo3a 'K, k ueMy HY>KHO TOJXOAHTh
C OCTOPOKHOCTBIO. B nccnenoBanuu, riae oJHOKpaTHas YTPEHHsS J03a THAPOKOPTH30HA** y MaIlMeHTOB
¢ HH paccuntsiBasiack Ha miomans moBepxHocTu Tena (5,5 mr/m2) wim Ha Bec (0,12 Mr/kr), ypoBHH
KopTu3oJyia 6osee yeM 6 4acoB HaXOJWIMCh B IpeiesaX HOPMbI, MPAKTUUYECKU KaK Y 370pOBOW I'PYIIIIBI
KOHTPOJISA, B OTJINYKE OT pUKCHpoBaHHOW yTpeHHel 103bl 10 mr [81]. CrieoBareibHO, TUTPOBAHUE J103bI
Ha BEC WIN IUIOLIA/Ib IOBEPXHOCTH Teja Oosee (GU3MOIOTHYHO, YeM (UKCHPOBAHHBIN pexum. Laureti u
ap. [82] u Barbetta u ap. [83] onpenenunu, uTo 3-KpaTHOE Ha3HAYCHHME HKOPTH30HA OOJbBIIE CHUKAIU
ypoBau AKTI, a cyrouHble kojeOaHHMs KOPTHM30ja, OONbIIE COOTBETCTBOBAIM SHAOT€HHOMY PHUTMY
KOPTH30JIa TI0O CPaBHEHHUIO C 2-KpaTHbIM pexxuMoM. ONHO NBOIHOE clernoe, paHIOMH3HPOBAHHOE,
MEPEKPECTHOE HCCIIE0BAaHUE OLIEHUBANO 2-KpPAaTHBIA M 4-KpaTHBIA peXHUM MpUeMa T'MIPOKOPTU30HA™*
[84] u npumnuto k 3akmOYeHHIO, YTO (PapMaKOKMHETHKA KOPTH30Ja Obuta Oojiee (Gu3noIOrHYHa Tpu 4-
KpPaTHOM peXHMe, KOTOPbII HEOXKHUJaHHO JIydllle BOCIPUHUMAIIN y4acTBYIOIIME ManueHThl. Alonso u ap.
[85] mampoTHB, ompemenHa, YTO MOKA3aTeNd, MO JAHHBIM aHKEThl Ka4eCTBAa JKH3HH, CBSI3aHHOTO CO
3nopoBbeM (HRQoL), Obimn mbo cxomHbl, uO0 MO HEKOTOPOM MapamMeTrpaM XyKe Ha 3-KpaTHOM
peKMME IO CpPaBHEHUIO C 2-KpaTHBIM pPEXUMOM Ipuema TruapokoptuzoHa**. Takum obOpazowm,
OCHOBBIBAsICh Ha IMPeoOIaaloNMX pe3yabTaTaXx HCCIeIOBAaHUNH M KIMHUYECKUH OMBIT, 3- U 4-KpaTHbIE
PEXKUMBI T03UpOoBaHUs Oosiee (HU3NOIOTHYHBI M TTPEAMOYTHTEIBHBI ISl 3aMecTUTeNbHOM Tepanuu 1-HH.
Jlo3a, paccuMTaHHas Ha BEC, C BBICOKOW JI0JICH BEpOSATHOCTH OyJeT yAepKMBAaTh YPOBEHb KOPTHU30Ja B
npenenax pedepercHoro aumamnazoHa. OpHAKO, WCCIEAOBAaHUH, MOITBEPKIAIONIMX 3Ty PEKOMEH/IAIHIO,
HE/I0CTaTOYHO, a MEHEe YacToe JI03UPOBAHHE MOXKET aCCOLMHPOBATHCS C JIyYIIeH KOMILJIA€HTHOCTBIO
narueHToB [86].

CepbesHble (papMaKOKMHETHYECKHUE CpaBHUTENbHBIE uccinenaoBanus npu HH npoBoaumuch Toibko
IUIS TUIPOKOPTH30HA™* U #kopTu3oHa. DapMakOKMHETHUECKas KpUBas #KOPTH30HA MEHee KpyTas U ¢
Oosee TO3IHUM HayaJloM, 4YeM Yy TuApokopTuzoHa** [78, 87], uro wmoxer ObITH OoJsee
MPEINOYTUTENEHBIM, YIUTHIBAast KOPOTKHUI ITEPHO/I IOTypaciaaa THAPOKOPTHIOHA™ .
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- Kak anprepHaTHBa THIPOKOPTH30HY**, OCOOCHHO UIsi HEKOMIUIAGHTHBIX mHamueHToB c¢ 1-HH,
pPEKOMEHIyeTCsl Ha3HaueHue #npeaHu3onona™* (3-5 Mr/cyTku), nepopajibHO OJHOKPATHO WM JBAXKIbI B
nenb [92].

VpoBeHb yOeauTeIbHOCTH pekoMeHauii A (YpOBeHb JJOCTOBEPHOCTH JIOKA3aTEIbCTB — 3)

KommenTapuu: B Tex ciyuasx, Korja y HalMeHTa HeT yAy4YlIeHHs ¢ TOYKH 3PCHHS Ka4eCTBa KU3HU
1 pabOTOCIIOCOOHOCTH WIIM MALIUEHTY TSKEN0 MPHUAEPKUBATHCSI MHOTOKPATHOTO PEeKKUMa JO3UPOBAHUS,
MOXKHO TPEAJIOKUTE 1-2-KpaTHBIA mpueM #npeaHuszonoHa** B go3e 3-5 Mr B JeHb. PeTpOCTIeKTUBHEBIC
UCCIIeIOBaHMs MAllMeHTOB, MpUHUMaroIuX Oosiee Bbicokue 036l 'K, Bkitouas #mpeaHu3onoH** win
JeKcaMeTa3oH™*, HMMenu HeONaronpusATHBI MPOTHO3 OTHOCUTEIIFHO METa0OJIMYECKUX HapyIICHHH,
BKIIIOYAs yBEJIMUYCHHME Beca, aucIunuaeMuio u caxapueiii amaber (CJ[) [88]. CormacHo maHHBIM
cucTeMaTHyeckoro oo3opa [92] #npeauuzonon** spisercs 6e3onacHoi U 3QGEKTHBHON aTbTEPHATUBOM
TUIPOKOPTU30HY**, OIHAKO YBeJIMUYEHHUE 03Bl Mpenapara acCOIMUPOBAHO C PUCKOM JUCIUMUAECMUU U
CepJCYHO-COCYNUCTRIX 3a0oseBanuid. [Ipu HabmoaeHnu B Teuenue 10,0 +/- 4,9 MecsiieB 3a maueHTamH,
MOJTYYaBIIUMHU H#MPETHU30J0H** B 03¢ 3-6 Mr B J€Hb M THAPOKOPTH30H™* B mo3e 15-30 Mr B neHb,
BBISIBJICHO 3HAYMMOE TIOBBIIICHNE OOIIET0 XOJECTepUHA U JIMITONPOTEHI0OB HU3KOW TUIOTHOCTH B IEPBOM
rpymme [97]. OnHako NMPOCHEKTUBHBIE MCCIICIOBAHUS, CPaBHUBAIOIINE 0€30MaCHOCTh U A(P(PEKTUBHOCTD
#npenHu3onoHa** U rUAPOKOPTU3OHA™ * B TeueHHE OoJIee ATUTEIHLHOTO BPEMEHH, €Ile He MTPOBOIUIIHCE.

- Hasnauenue nekcamerasoHa** mammentam ¢ 1-HH He pexoMeHayercsi, B CBS3M C BBICOKUM
puckoMm niepeno3upoBku [98].

VposeHb yoeautenbHoCTH pekomenaaiuii C (YpoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4)

Kommenrtapun: Ha ¢one mpuema pekcamerazona®™* nHamboiee 4yacTo MPOSBISIIOTCS TOOOYHEIC
KyIIUHTOUIHBIC Y dekTh [98].

3.2. 3amectutenbHasa Tepanna MK

- Bcem nmanmentam ¢ 1-HH  pexkomeHayercs  MHMHEPaIOKOPTUKOWJHAS — Tepamus —
#pnyapoxoptuzon** (craproBas cyrounas goza 50-100 Mkr), moTpebieHue coiu He OrpaHU4MBaTh [27,
90-91, 99-108].

VYpoBenb yoeautenpHocTH pekoMeraaluii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTeIbCTB — 4)

KommenTapun: Cunrtetnueckuit MK #(nynpokopTuzon™** wucnonb3yercss B 3aMeCTUTEIbHOU
Tepanuy, HO ero ucnosb3oBanue npu 1-HH He u3ydeno B goctarounoil mepe. #DiynpoKOpTH30H™*
OOBIUHO Ha3Ha4yaeTcs OJHOKPATHO YTPOM, TaK KaK YpOBEHb SHIOTE€HHOIO A B HOPME SIBJISIETCS CaMbIM
BBICOKHM B 3TO BpeMs II0 aHAJOTHMM C LHUPKagHbIM pUTMOM Koprtu3ona [99]. Cyrownas mosa
#baynpokopTu3oHa** 3aBUCUT OT TOTPEOJEHUS/TIOTEPH KHUIAKOCTH W DIEKTPOJUTOB M OOBIYHO
cocrasiseT 0,05-0,2 mr. IIpu upe3sMepHOM NMOTOOTAEIEHUH, HAIPUMED, B YCIOBHSX JKApKOro KIMMara,
MOXET TOoTpeOoBaThCs BpeMeHHOe yBenuueHue n03bl Ha 50-100% wnm yBenuueHue MOTpeOIeHUS
coleHbIX mpoaykToB. Ha Qone Tepamum #rnpenHuzomoHoM**  MokeT MOTpeOOBaThCS — J103a
#baynpoxoptuzona** Oosnbine, yem Ha (OHE JIeUeHUS THAPOKOPTH30HOM™** m, TeM Oomee, Ha (oHe
npueMa Jiekcamera3zoHa**, KoTopblil He 00J1a1aeT MHHEPAIOKOPTUKOUIHOW aKTHBHOCTBIO [26].

Tepanus #bayapoxoptuzonom™* mpu 1-HH moxeT He Ha3HAYATHCS B UCKITIOYUTEIBHBIX CIydasx
(mpu cemeitnom n3onupoanHoM Aeduuute I'K u HekoTopsix popmax BJAKH).

- Komnencamuto Hepocrarounoctn MK y manmentroB ¢ 1-HH pexomenayercs oneHuBarb 1o
KIMHUYECKUM TpH3HaKaM (TAra K COJIGHOMY, OPTOCTAaTHYECKash TUIIOTEH3Us, OTEKH, apTepualibHas
TUIEpPTEH3Us1) U pe3yjbTaTaM HCCIIEIOBAHUS YPOBHEH HATpHsl U Kalus KPOBH U, B CIOXKHBIX CIydasX,
UCCIIeI0BaHMsI yPOBHS peHHHa B Kposu [26, 101, 102].

VYposeHb yoeaureapHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTENbCTB — 4)

KommenTtapuu: IlanmeHTOB HEOOXOIMMO pacchpaliMBaTh O HAJIWYMM TSITU K COJEHBIM U
pe1I0OMOPOYHBIM COCTOSIHUSM, U3MepATh AJl B MOJOXKEHUM CHAS U CTOSl, OCMaTpUBaTh HAa HaJU4ue
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nepudeprudeckux OTEKOB (MMEET HU3KYI0 UYBCTBUTENBHOCTH). OOmIee xopoiiee CcaMOUYyBCTBHE,
HOpMaJIbHBIA ypPOBEHb 3JEKTPOJIUTOB U AJl, OTCYTCTBHE OPTOCTATHUECKOW TMIIOTEH3UU — IMPU3HAKU
aJICKBATHOM KOMIICHCALlUM MHUHEPAIOKOPTUKOMAHOW HepocraroyHoctu. Kpome Ttoro, yposeHs P B
BepxHEM pedepeHCHOM JIuara3oHe, TaKKe, ABJISETCS MOJe3HBIM MapKepoM Kommencaruu [26, 101, 102].
Heo0xoauMo y4HTBHIBaTh, YTO JIAKPHUIIA M TPEHI(PPYTOBBIA COK YCHIMBAIOT MUHEPATOKOPTHKOUIHBIN
3¢ hEeKT THAPOKOPTH3OHA** U TOIDKHBI UCKI0UaThes u3 yrnorpebnenus [103]. ®enuronn** ycunupaer
MeTabosIn3M #PITyIpoKopTU30Ha* ¥, B CBSI3M € UeM, 03y Ipernapara npuxoaurcs yBeaunuusars [104].

- Pexomennayercs yMeHbpIIHTH 103y #Quyapokoptuzona** y manuentoB ¢ 1-HH u aprepuansHoit
TUIepTeH31eH, TaK Kak MoBbllieHne AJl MOXKET CBUIETENBCTBOBATh O MIEPEN03UPOBKE IpenapaToM. Ecin
AJl ocraercsi TOBBIIIEHHBIM, PEKOMEHIYETCS Ha3HAUYUTh THUIIOTEH3UBHYIO Teparvio, a JIeYeHue
#daynapokopruzonom** npomomxkuts [105, 106].

VYpoBeHb yoeautenpHOCTH pekoMeHaarmii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KommenTapun: 1-HH moxer coderaTbcsi ¢ 3CCEHLMaNbHOW apTepuanbHOM rumnepteHsueil (Al)
[105]. V nmamuenta ¢ 1-HH u AI' HeoOX0AMMO OlIEHHBATh aJCKBATHOCTh U MUHEPAIIOKOPTHKOUIHOM, U
[JIIOKOKOPTUKOMIHOM Tepanuu, TaK Kak Mepeo3upoBKa JItoOOTro U3 MpernapaToB MOXKeET MoBbimaTh A/l
Kpome Toro, manueHTy MoxkeT ObITh pEKOMEHJOBAHO OTPaHHYEHUE YPE3MEPHOTO MOTPEOIICHUS CONEHBIX
NpOJIYKTOB U sxuakoctu [60].

Ecnu mocne KoppekIun 3aMecTUTENbHON Tepanuu (yMEeHbIIeHHEe 10361 #hiayapokopTuzona™*) AJl
HE HOpMalM3yeTcs, HEoO0XOAWMO Ha3HA4YaTh AHTUTHIIEPTEH3WBHBIC CPEICTBA, NPEUMYIIECTBEHHO,
CpeIcTBa, JEHCTBYIOIIME Ha PEHUH-AaHTMOTEH3MHOBYIO CHCTEMY: AaHTAarOHHUCTHI  PEIENTOPOB
anruoreHsuHa Il wim HMHrHOMTOPHI aHTHOTEH3WH-TpeBpaiamonero ¢epmenta [105]. IIpemaparamu
BTOPOTO psiia SBISIIOTCS CEJICKTHUBHBIE OJOKATOPHl KaJbLIMEBBIX KaHAIOB C MPEUMYIIECTBEHHBIM
JeficTBHEM Ha cocybl (IPOU3BOAHBIE AUTUAPONUPUINHA). JAMypeTUKY Ha3HAYAIOTCS B UCKIIIOUUTEIbHBIX
Clly4asiX, a aHTarOHKUCTBI AJIbJIOCTEPOHA IPOTHBOIIOKA3aHbI manuenTam ¢ 1-HH [26].

3.3. lleyueHune Bo Bpemsa 6epeMeHHOCTU

- Jlna Bcex OepemenHsix ¢ 1-HH pexomenamyercst paccMOTpeTh BONPOC O MOBBIIIEHUH O3Bl
THIPOKOPTU30HA**, 0COOCHHO B TpeTheM Tpumectpe [26].

YpoBeHb yoeauteapbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommenTtapuu: Bo Bpemss HopManbHOM OEpeMEHHOCTH YPOBEHb KOPTHU30JIa IOCTENEHHO
noBbIaercs (B 2-3 pa3a) HauMHAs ¢ IEPBOIO TPUMECTpa BeieAcTBUe mosbimenus yposHs KCI' [59, 109].
C 22-oii Hefenn OepeMEHHOCTH HAauMHAET 3HAYUTEIbHO YBEIMYUBATHCS YPOBEHb CBOOOIHOIO KOPTH30Ja
[109, 110]. YpoBenp KopTH30Ja BO3BpaIlacTCs K HCXOAHOMY cpa3y mocie pomoB [59]. Bemenctsue
HEKOPPEKTHOW 3aMECTUTEIbHON Tepamuu BO BpeMsi OepeMeHHOCTH Bo3MoxHO passutne AK [106]. B
HACTOSIIEe BpEeMs UMEETCs] Majlo JoKa3aTeJIbHOM 0a3bl ONTUMHU3aLUU 3aMecTuTenbHON Tepanuu 1-HH y
OepeMEeHHBIX, OJJHAKO OOJIBIIMHCTBO CIEHATUCTOB PEKOMEHAYIOT YBEIHMUEHHUE 103bl THAPOKOPTU30HA™**
Ha 20-40% c 24-0ii Herenn OEPEMEHHOCTH B COOTBETCTBUU € (DM3HOJIOTUICCKUMU U3MEHEHHUIMU [26].

[Torpe6HOCTE B MK BO BpeMsi OepeMEHHOCTH OIIEHUTh CIIOKHO, B CBA3H CO CX0XKECThIO CUMIITOMOB
(HampuMep, OTEKH WJIM IMOCTypalbHas THIIOTCH3Hs). MOXXKHO HMCCIIEI0BATh YPOBHH HATPUS W KalHs B
KPOBM WJIM B MOYE, HO MCCIIeZIOBaHUE YPOBHSI P B KpOBH, KOTOPBHIN (PU3HOIOTHYECKH YBEITMUUBAETCS BO
BpeMsi OEpEMEHHOCTH, HEJb3sl MCIIONB30BaTh Ui KOHTPOJs. M3BecTHO, 9TO A BO BpeMsi HOpMaJIbHOMH
OepeMeHHOCTH yBenuuuBaercs [58], Tak kak yBeqMuMBaeTCS U YPOBEHb IPOr€CTEPOHA, KOTOPHIA MMEET
HEKOTOpBI aHTUMHMHEPAJIOKOPTUKOUIHBIN 3ddext. CremoBarenbHo, BO BpeMs OepeMeHHOCTH
nanueHntkam ¢ 1-HH wmoxer morpeGoBarbest yBenmmuenue no361 MK [111]. Opnako, Ha mpakTHKe
HEOOXOJMMOCTh B 9TOM BO3HHMKAET PENKO, TaK KaK YBEIMUYCHHE O3Bl THAPOKOPTHU30HA™* IMepeKphIBaeT
JOTOJHUTEIBbHYI0 IoTpeOdHOCTh B MK [26].

- Ilpu Gepemennoctu mauuentkam ¢ 1-HH ansg 3amecturtenbHON Tepanmuu TIOKOKOPTUKOWTHOU
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HEJIOCTATOYHOCTH PEKOMEHIYETCsl Ha3HaueHHEe THAPOKOpTH30Ha™* * [26].
VpoBeHb yoeautenbHOCTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5)
KommenTapuu: MoryT Takxke UCIOIb30BATHCS #KOPTU30H U #ITPETHU3OIOH **,

- Ilpu Gepemennoctu manueHtkam ¢ 1-HH Ha3HadeHme nexcamerasoHa™** s 3aMeCTHUTEIBHOM
TEpaIuy TITFOKOKOPTUKOUIHOM HEJOCTATOYHOCTH HE peKoMeHyercs [26].

YpoBeHb yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — D)

KommenTapuu: JlekcameTrazoH™* mpoTHBOINOKa3aH TMpu OEPEeMEHHOCTH, TaK Kak OH He
WHAKTUBUPYETCS IUarieHTapHOU 1106eTa-TuIpOoKCUCTEPOUIIETHAPOTEHA30M 2 THIIA B MOXKET MOCTYIaTh
yepes IIAleHTY K mioay [26].

- B ponax mamuentkam ¢ 1-HH pekomenyercsi Ha3HauYeHHE CTPECCOBOM J03bI THAPOKOPTU30HA™ *
KaK [pH XUPYPruvecKux BMmemiareabcrsax [59, 112].

VYpoBeHb yoeautenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEeIbCTB — 5)

KommenTtapuu: BBeneHue cTpeccoBoi H03bI THAPOKOPTH30HA** MOHKHO OBITH BBIMOJHEHO B
Hayajie aKTUBHBIX POJIOB (paCIIMPEHUE IICHKN MaTKH Ha 4 CM M/WJIM CXBATKH KQXKJbIC 5 MHHYT B TCUCHHE
yaca): B/B OomocHO BBOIAT 100 Mr ruapokoptuzoHa*™* u manee HernpepbslBHO B/B BBoguTcs 200 mr
rUAPOKOpPTH30HA** B TeueHue 24 yaco [59, 112]. ITocime pomaoB n03a rUAPOKOPTU30HA™* TTOCTEIIEHHO
CHIDKAeTCs [0 JI03bl, IIOJlydyaeMoil BHe OepeMeHHOCTH. Bo BpeMs JakTamuud SKCKPEIHs
TIIIOKOKOPTUKOMJIOB € TPYAHBIM ~ MOJIOKOM  SIBJSIETCS MHHHMMAJIBHOHM, TIO9TOMY Tepamus B
(U3MOIOTUYECKHX J103aX HE MOXKET OKa3aTh MOTCHIMAIbHBIN Bpea peoeHky [113].

[Tpumeuanwue.
Hywmepatus myHKTOB J1aHa B COOTBETCTBHH C O(DUIIHATIBHBIM TEKCTOM JJOKYMEHTA.

1.4. JleyeHne apANCOHNYECKOro Kpu3a

B perpocniextuBHOM aHanmu3e 444 namuentoB ¢ HH gacToTa HaqmOYeYHHMKOBBIX KPU30B COCTABIISIIA
B cpenHeM 6,6 ciaydaeB Ha 100 manmenrto-ner [114]. HambGonee yacToll MPUYMHON KPU3OB SIBISIOTCS
unpexnuu: KKT — 32,6% u 24,3%-unoit nokanmzanuu. B npyrom nabmionenun Oonee dem 1000
nanuenTos ¢ 1-HH y 8% mnarueHToB exeroHo JUarHoCTUPOBAIN KPU3, IPU 3TOM KEJTyI0UHO-KHUIIIEUHast
MW OCTpas pecrnuparopHas BHpycHas HH(EKIHH OBUTM CaMBIMH PacCHpOCTPAHEHHBIMH ITyCKOBBIMHU
¢dakropamu [115]. B mpocneKkTHBHOM HCCIIEIOBaHUH, BKIIFOUYAIOIIEM 768 MalueHTo-JIeT, cCooOnmiu o 8,3
kpuzax Ha 100 maruenrto-aer [116]. Takum o6Opa3oM, MPUOTHUIUTEIBHO KaXAbIH 12-bIif MAI[MEHT
MepeHeceT OMACHBIA Ui KM3HM KpU3 B HACTYHAIOIEM IOy, a 4acTOTa CMEPTEIbHOTO KpH3a MOXKET
coctaBysITh mpubausutensHo 0,5 cinydyae Ha 100 nmarueHTO-JIET.

B nepexpecTHOM HcclieZJOBaHUM, OCHOBAHHOM Ha aHKeTHOM ompoce 122 manuentoB ¢ 1-HH wu
kinaccuuecko BJIKH (Bkimrouas pereit), 3adukcupoBanu 5,8 HaANOYEYHUMKOBBIX Kpu3oB Ha 100
nanueHTto-aer [117]. V nereit HanOosee yacToil MPUYMHON KPH30B OBUTH PECTIMPATOPHbIE HHPEKINH, a Y
B3pPOCTIBIX — JKEIyIOYHO-KHIeuHble. CpenHee BpeMsi OT TPOSIBICHHUS TIEPBBIX CHMIITOMOB IO SIBHOTO
Ha/IMOYEYHUKOBOTO Kpu3a — | JeHb.

- [lanpenTaM B TSDKEJNIOM COCTOSIHUM C cumnTomMamu AK, pexkoMeHayeTcs He3aMeIITUTEIbHO
HAYMHATh TEPAITUIO, HE JIOKUIAsICh PE3YJIbTaTOB J1a0OpaTOPHBIX aHaIM30B [27, 28].

VYposeHb yoeaureapbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )

Kommentapun: HecBoeBpeMeHHOE JIeUeHUE 3HAUUTENIBHO YBEJIMYUBAET JIETAILHOCTh, MIOATOMY HE
JIOJDKHO OBITH OTCPOYEHO JIO TIOJMYYEHHUS pe3ylbTaTOB AaHAIM30B. Y TSDKEIBIX TMAlMEHTOB C
KIMHUYecKuMH npu3HakamMu HH  mpenBaputensHO HEOOXOAMMO TMpoBecTH 3a00p KpOBU B
JIMarHOCTUYECKUX LEJAX U, HE TOKUIAsACh Pe3ynbTaroB, HaunHatTh jedenue ['K. [lepen naznauenuem ['K
B NepByI0 ouepens ucciaenyior yposenb AKTI u koptuzona. Iloareeprxaatoiiee TeCTUPOBAHUE MOMKET
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OBITh BBITIOJIHEHO IOCIIE JICYCHHs], HA (JOHE BPEMEHHON OTMEHBI TepaluH, KOTJla COCTOSHHE MaIlMeHTa
crabunusupoBano [27, 28].

- ITammmentam ¢ AK pexoMeHAyeTCs MPOBOAMTH TEPANUIO THIPOKOPTH30HOM**. B KauecTBe
aJIbTepHATUBBI BO3MO)KHO Ha3HAYEHHE B SKBUBAJICHTHBIX J03aX #IPEAHU30JI0HA™* U, B UCKITIOYNTEIbHBIX
ciyyasix, gekcamerasona** [17, 34, 60].

VpoBeHb yoeautenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KommenTapuu: B Hacrosimiee Bpems, aisi B/B BBeACHHsS mnpuMmeHsieTcss 3 ocHoBHbIX [K:
THAPOKOPTU30H™*,  #npemHu3onon*™* wu  nekcamerazoH**. CHHTETHYECKHE KOPTHKOCTEPOUIBI B
CpPaBHEHHHM C THAPOKOPTU30HOM™®* MeHee AaKTHBHO CBS3BIBAIOTCA C O€lIKaMU IUTa3Mbl, MEJJICHHEe
MOJIBEpPraroTCs Jerpajiallid B MEYEHH U MOATOMY 00J71afaroT Oojee BbIpakeHHBIM 3P dekToM. BaxkubiM
OTJIMYUEM TMIPETapaToB SBISIETCA UX MUHEPATOKOPTUKOMIHBIA 3¢dekT (Ttabdbn. 5). I'mapokopruzon™*
o0nazaeT caMbplM OOJBIIMM HATPUN3AJEPKUBAIOIIUM JEHCTBHEM, IIO9TOMY €ro NpHUMEHEHUE
npennoururensHee s nanuenTos ¢ OHH. Ilpu no3uposke 60see 40-50 Mr B CyTKH, YTO SKBUBAJIEHTHO
100 wmkr #bayapokopTusoHa*™*, TUIPOKOPTH30H™* CMOCOOEH MOJIHOCTHIO O00ECHEYUTh OpraHu3M
MHUHEPAJIOKOPTHKOUIHBIM feiicTBreM [26]. #DmynpokopTu3on™* Ha3HavaeTcs MOCe JOCTHKCHUS 103bI
ruapokoptuzona** menee 40-50 Mr B cyTtku, #rnpeaHuzoinoHa** — menee 12,5 mMr B CyTKH,
JeKkcamera3oHa** — BHe 3aBUCUMOCTH OT JI03bI ¢ TiepBoro s jJeuenus AK [118].

Tabmuna 5. TMIOKOKOPTUKOMAHBIA W MHUHEPATOKOPTUKOUIHBIA 3(P(PEKT OCHOBHBIX IPETapaToB
TIIIOKOKopTHKOM10B [119].

[Ipemapar 'unpokopTuzon™* [Mpenuuzonon®* | Jlekcamerazon™** (JIJLA
NCKIITOUUTEJIbHBI
X CJIVUAEB)
I'mroxokopTukonaHas |1 4 25
AKTUBHOCTh
Munepanokoptukous |1 0,8 0
Hasi aKTHBHOCTD
[Tytu BBeneHus PactBop ruapoxoptuzona** (8 | BHyTpuBEeHHO v | BHyTpuBeHHO WU
BHJIE THJIPOKOPTU30HA | BHYTPHMBITIICUHO BHYTPUMBIIIIEYHO
CYKIIMHATa HATPHSI)
(ITPEAITOYTUTEJIBHO) -
BHYTPUBEHHO WU
BHYTPUMBIIIIEYHO
PactBop rugpoxoptuzona** (B
BHJIC THUAPOKOPTHU30HA
arerara) — TOJIBKO
BHYTPUMBIIIIEYHO
OkBuBaneHTHas 1o3a |20 mMr 5wmr 0,75 mr

[Ipy oOTCyTCTBMM BOJOPACTBOPUMBIX IIperapaTtoB JJs B/B BBEIEHUS MPOBOJAT JIEUECHUE
npernaparamu Juis B/M BBEACHUS.

Baxno mnomuuth, uro npu AK BBeaeHue agpeHepruyeckux M JA0paMUHEPTHYECKHX CPENICTB
Hed(PPEKTUBHO, TaK Kak TJIIOKOKOPTUKOMIHBINA Je(HUIUT YMEHBIIAET COCYIUCTYIO PEaKTUBHOCTh K
HOPAJIPEHAINHY U JPYTUM Ba30KOHCTPUKTOPHBIM BO3JEHCTBHSM.

- [lanmentam c mnopo3penueM Ha AK pekomeHnayercda mnapeHTtepanbHo Beectu 100 wr
THIPOKOPTU30HA™ *, MPOBECTH T'MJIpaTaluio, jJajee B nepBble cyTku BBecTH 200 MI rHIpoKOpTH30HA™*
(HeTpepBIBHO Yepe3 CUCTEMY WM PA3JICIUTh Ha MHBEKIIMU Kax pie 6 yacoB) [17, 26] (Tabdu. 6).

YposeHb yoeaureapHOCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)
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KommenTapuu: Hemocrarounoe yBemmueHue 1036l 'K mpu Kpu3e MOTEHIHMATBHO OIMACHO ISt
xu3Hu. OIHAKO, B HACTOsIIEE BPEeMs, HE NMPOBEJCHBI CUCTEMATUYECKHUE UCCIICIOBAHUS, ONPEIIEIISIONINE
ajiekBaTHy 103y npu AK, mostomy pekoMeHIyeMas Tepanus B 3HAYUTEIBHON CTENeHU MoAdupacTcs
sMmupuIecku [26].

[TpennoxeHHbI B Ta0l. 6 00beM TIIFOKOKOPTUKOMIHON TEepanmuu B JICUCHUH HAIIOYCYHHKOBOTO
Kpu3a HMeeT, O0e3yClIOBHO, 00Jiee BBICOKYIO IIEHHOCTb, YeM IOTCHIIHAIbHBICE MOO00YHBIC 3(PHEKThI
KpaTKOBPEMEHHOU TepeI03UPOBKHU.

Tabmuma 6. Koppekuuss 3aMecTUTENFHOW Tepanmuyd TpU  TMEPBHYHOM  HAAMOYCYHUKOBOU
Hepocrarounoctu [17, 64, 120-122].

Ycnosue \ [Hencrteue
['ocniuranu3anus Ha yCMOTPEHUE JIedallero Bpaya
CuJIbHBIN AMOIIMOHAIBHBIN CTpecc KpaTtkoBpemeHHBbI: KOppekiuss  He  Tpelyercs

(BO3MOXKEH  JIOMOJIHUTENbHBIH  mpuem 10 wMr
THAPOKOPTU30HA™ ™ 3a 1 yac 10 CTpeccoBOM CUTYyaAIUN).
JUTuTenbHBI  BBIP@KEHHBIH  CTpecc:  yBeJIMYEHHUE
CYTOYHOM 110361 ruApoKopTH30Ha** Ha 10-20 Mr
CwmenHas paboTa AnanTanust 103bl TJIIOKOKOPTHUKOUJIOB B COOTBETCTBUU
C PS)KUMOM CHa U OOAPCTBOBAHUS

JIuxopajka, HETsKeNble TPaBMbl, yMEpEHHas | Y BEeJIMUEHHUE J103bl TUAPOKOPTU30HA™** B 2 pas3a npu t 38
6011b °C, B 3 paza npu t 39 °C no Hopmanu3anuu (0ObIYHO 2-
3 THS); MTOBBILIEHHOE ynotpebieHue
UIEKTPOIUTCONIEPKAILMX KUAKOCTe. Bo3Bpamienune k
HCXOJHOW TEepaluu IOCJ€ BBI3JOPOBIICHUSA: B TECUECHUE
1-2 nueit, ecnu 103a yABauBalach, U B T€UYEHUE 2 JTHEH,
€CJIM JI03a yTpauBajach

I"acTposHTepuT, numeBas TOKCUKOMH(peKkuus | PacTBop ruapokopTtuzoHa™* (B BHJE T'MIPOKOPTH30HA
(oco0eHHO Mpu pBOTE M IOHOCAX) WM TpaBMa, | CyKLIMHATa HATpHUs) BHyTpuMblmieyHo 100 Mr B cyTku
cuiibHas 00Jb (nammpumep, yrpom 50 Mmr, aHeM 25 Mr u Beuepom 25
MI) J0 TIOJHOTO BBI3JOPOBIICHUS; BEPHYTbCA K
0a3MCHOM 3aMeCTUTENbHOW Tepanmuu B TeueHue 1-2
JTHEW MPHU OTCYTCTBUU OCJIIOKHEHUUN
Cromaronorudeckue npoueaypsl VYBenudyeHune 036l THAPOKOPTU30HA** B 2 paza 3a 2
yaca J10 NIPOBEICHHS] CTOMATOJOTHYECKUX MPOLERyp
JUINTEIBHOCTBIO MEHEE Yaca MOJ MECTHOM aHECTE3HEH.
Co cnenyromiero 1Hs — BO3BpallleHUE K MPEXHEN cxeme
JICYEHHUS [TPU OTCYTCTBUU OCIIOKHEHUM.

VBenuueHue 1036l THAPOKOPTHU30HA™** B 2 paza wim
BHYTPUBEHHOE WJIM BHYTPUMBILIEUHOE BBeJeHHE 25-50
MI pacTBopa TUAPOKOPTU30HA®* (B BHJIE
THJIPOKOPTH30HA CYKI[MHATa HaTpus) 3a 2 dYaca [0
MIPOBEICHUS CTOMATOJIOTUYECKUX poLeayp
JUTMTENILHOCTBIO OoJiee yaca 1Moj MECTHOW aHecTe3HeH.
Co cnenyromiero AHs MpU OTCYTCTBHHM OCIOXHEHHH —
BO3BpAIlICHHUE K ITPEKHEN CXEME JIEUEHM S, €CIIN 103 HE
yBeJIMUYMBajach Oosblle yeM B 2 pa3a. B mpoTuBHOM
Clly4ae — CHW)KEHUE IO CTAHJAPTHOM J103bl IOCTENIEHHO
B TeueHue 2-3 aHeil.

ManonHBa3uBHbIE HECJIOKHbIE | BHyTpuMBIIIEYHOE BBEJICHUE pacTtBopa
BMEIIATEIbCTBA (Hampumep, | THIPOKOPTU30HA™ * (B BHIE  THIPOKOPTHU30HA
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330(haroracTpoIyoeHOCKOIIHS)

CyKIlMHaTa Hatpusi) B Jo3e 25-50 Mr B cyTku
(Hanpumep, 25 wMr A0 BMeEIIATeNbCTBA H, IIPH
HEOOXOIUMOCTH, 25 Mr TIOCle BMEIIaTeNIbCTBA) C
MOCJIENYIONMM TEePEX0JIOM K TPUBBIYHOM CXeMe
JICYCHHS Ha CJICIYIONIUH JeHb NOCJIe BMEIIATEIbCTBA

JIrobast  KHU3HEYTpOXKAIOIIas
rOCTIMTAIIA3AIUN

CUTyalus 10

BuyrpuBennoe OostocHOe (WM BHYTPHUMBIIIICYHOR)
BBEIICHUE pacTBOpa THAPOKOPTU30HA** (B  BHIE
THAPOKOPTU30HA CyKIIMHATa HaTpwus) B 1o3e 100 mr

Tocniuranusanus ooa3aTelibHa

Aptepuorpadus (kopoHaporpadus) u Apyrue
CJIO’)KHBIC MAJIOMHBA3HBHBIC BMEIIATEIbCTBA

HenocpenctsenHo nepen npoueaypoi — BHyTpUBEHHOE
WM BHYTpuUMbIlIeyHoe BBeaeHue 100 mr pactBopa
THJIPOKOPTH30HA™* (B BHZE  THUIPOKOPTU30HA
cykuuHaTa Hatpus). [locne uccnenoBanus — B TeueHUe
CYTOK  TaOJIeTHPOBAHHBIM  THAPOKOPTU30H** B
YIBOCHHOM J103¢ C MOCIEAYIOUIMM IEpPexXo oM K
IIPUBBIYHON CXEME JICUCHHUS.

IToaroroBka K KOJIOHOCKOIIMHU

[lepen HayamoM NOArOTOBKM — BHYTPUBEHHOE WIIU
BHYTPUMBIIIEYHOE  BBEACHHE 25 MI'  pacTBopa
THAPOKOPTU30HA™* (B BHUJIC  THAPOKOPTH30HA

CyKuuHaTa Hatpus). HemocpeacTBeHHO mepen u mocie
MpOIEeNypbl — BHYTPUBCHHOEC WJIM BHYTPHMBIIICYHOEC
BBEJICHHE 25 MT pacTBOpa THIPOKOPTH30HA** (B BHIE
THJIPOKOPTU30HA  CyKuuHara  Harpus).  [locie
WCCIICIOBAaHUS — B TCUCHHUE CYTOK TaOJICTHPOBAHHBIN
THJIPOKOPTU30H™** B yIBOGHHOHW 703€ C TOCICIYIOIUM
MIEPEX0JIOM K IPUBBIYHON CXEME JICUCHHUSI.

Tsoxennie
nuenoHepur)

uH(peKIn (MHEBMOHWUS,

PactBOp ruapokopTH3oHa** (B BUAE TMAPOKOPTU30HA
CYKIIMHAaTa HaTpHsl) BHYTPUBEHHO 25 MI Kaxble &
4acoB JI0 IIOJIHOTO BBI3JIOPOBJICHMS; BEPHYTHCA K
0a3MCHOM 3aMECTUTENIHOW Tepanmuu B TeueHue -2
JHEU IIPU OTCYTCTBUU OCJIOKHEHUN

Xupyprudeckoe jgeueHue (HeCI05KHOE)

BHyTpuBeHHOE BBeJleHHE PACTBOpA TMAPOKOPTHU30HA™*
(B BUie THAPOKOPTHU30HA CYKIIMHATA HATPUS) B J103€ 75
MI B CyTKM (Hampumep, 25 Mr Kaxzable 8 4YacoB);
BEpPHYTbCS K O0a3uMCHOM 3aMECTUTENbHOM Tepanuu B
TeyeHue 1-2 nHel npu OTCYTCTBUM OCJIOKHEHHUH

Bonbiioe xupypruueckoe BMEIIaTeabCTBO MO/
00IIIMM HAapKO30M, POJIbI (KECapeBO CEUEHUE)

BHyTpuBeHHOE BBe€HHE pacTBOpa TMAPOKOPTH30HA®*
(B BHAE T'MAPOKOPTU30HA CYKLIMHATa HATpus) B J103€
100 Mr OGomtocHO (HETMOCPEICTBEHHO 0 OIEepaliu/B
Hayajie aKTUBHBIX POJOB (pacIIMpeHHe IIEWKH MaTKu
Ha 4 CM W/WIN CXBAaTKU KaXAble 5 MUHYT B TeueHHE
yaca)), nanee HemnpepbiBHOE BBeneHue 200 Mr B CyTKH
(umn mo 50 Mr kaxasle 6 Y BHYTPUBEHHO WU
BHYTPUMBIILIEYHO);  HEMpPEpPhIBHOE  BHYTPUBEHHOE
BBeJleHUE XUIKOCTeH (5%-bIli pacTBOp IEKCTPO3BI™* u
0,20%-pr1it mmu 0,45%-b1i1 pacTBOp HATPHS XJIOpuAa™ ™).
1-ii geHp mocie oOmepauud — BHYTPUMBILIIEUHOE
BBEJIEHUE pacTBopa THAPOKOPTU30Ha** (B  BHIE
THIPOKOPTU30HA CyKIMHaTa HaTtpus) B no3e 100 mr B
CyTKM (25 ™Mr Kaxaple 6 4YacoB); 0OpH IUIOXOM
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CaMOYYyBCTBHH, HU3KOM apTePUATBHOM JABJICHHUH 03y
MOXHO yBeau4uuTh Ha 50-100%.

Jlanmee, mpu OTCYTCTBHHM OCIIO)KHEHHUH — TOCTEIICHHO
(ymensbiienue Ha 30% B CyTKH) BEpHYTbCS K 0a3UCHOMN
3aMECTUTENIbHOM Tepanuu B TeyeHue S-7 nHen. B
3aBUCHUMOCTH OT BO3MOXXHOCTH SHTEPAJIbHOTO MUTAHUS,
nepexo Ha Ta0JIeTUPOBAHHYIO TEPAITHUIO.
UccnenoBanue ypoBHEW Kaius, HaTpus, TJIIOKO3bl B
KpPOBH.

bose3Hn, KoTopble TpeOyOT WHTEHCUBHOU
TEpanuu (peaHUMAIMOHHBIE MEPOIPUSTHS),
Hanpumep, CENTUYECKUH 0K

HenpepsiBHOE BBeAeHHE pacTBOpa TUIAPOKOPTHU30HA™*
(B BUAE rUAPOKOPTU30HA cyKlMHaTa HaTpus) 200 Mr B
cytku (wmm mo 50 Mr Kaxzaple 6 4 BHYTPHUBEHHO WIIH
BHYTPUMBIILIEYHO); JaJI€€ MPU YJIYYILIEHUU COCTOSHUS
ManueHTa eXeJHEBHOE CHIDKEHHE JI03bl pacTBOpa
ruapokoptuzona**  wa  30% ¢ mociuexyroumm
MEepPeBOJIOM Ha TaOJIETUPOBAHHBIM TUAPOKOPTU30H™* B
KoMOuHaimu ¢ #GayapoxopTu3oHom™*

Tsoxenble HeMH(EKIMOHHBbIE 3a00JIeBaHUS:
nHGApKT MHUOKapJa, TIaHKPEaTuT, TsDKemas
TpaBMa

PactBop rugpokoptuzona** (B BUAE THIPOKOPTHU30HA
cykiuHara Hatpusi) 150 Mr B CyTKH BHYTPUBEHHO
(mampumep, 50 Mr kaxzable 8 4acoB) 10 HOpMAaU3alUU
COCTOSIHUS;  Jajiee TpH  YIYYIHIEHUHd  COCTOSTHHS
ManueHTa eXeIHEBHOE CHIDKEHUE JI03bl pacTBOpa
ruapokoptuzona**  wa  30% ¢ mociuexyroumm
MEepPeBOJIOM Ha TaOJIETUPOBAHHBIN THIAPOKOPTU30H™* B
KoMOuHaimu ¢ #GayapoxopTu3oHom™ *

AJITUCOHUYECKUMN KPHU3

BuyTtpuBenHoe  0OoNllOCHOE  BBEACHHE  PacTBOpa
TUIPOKOPTU30HA™ * (B BHJIE  T'HAPOKOPTU30HA
CyKLMHaTa Hatpus) B go3e 100 mr, nanee HempepbIBHOE
BBegeHue 200 Mr B CyTKHU; Ha cieayromui aeap 200 mMr
B CYTKH; Jlajiee NMpH YJIy4IIEHUU COCTOSIHMS HaldeHTa
€XKEIHEBHOE CHU)KEHHE JI03Bl pacTtBopa
ruapokoptuzoHa** wa 30% (150 mr, 100 mr, 75 wr,
nanee S50 Mr) ¢ MOCHEAYIOIIMM TEPEBOJOM Ha
TabJeTUPOBAaHHBIA THIPOKOPTU30H** B noze 30 mr B
KOMOMHaIMKU ¢ #QIyApOKOPTU30HOM™* B HauanbHOU
no3e 100 mkr;

BHyTpuBeHHoe BBefieHHe 0,9%-ro pacTBOpa HaTpud
xyopuaa** 1000 ma B TeyeHue neporo yaca uiau 5%-
oro pactBopa naekctpo3sl** B 0,9%-om pactBOpe
HaTpus XJopuaa**, najgee HempepbIBHOE BHYTPUBEHHOE
BBeaeHue 0,9%-ro pactBopa Harpusi xjopuaa** mpu
HEOOXOIMMOCTH;

KOHTPOJIb TeMOJTHAMUKH;

©KEIHEBHOE (MpH HaAJUYMK TOKa3aHWW — yare)
WCCIIe/IOBAaHNE YPOBHEH HATPHs, KallUs W TIIOKO3BI B
KPOBH.

OKBHUBAJICHTHBIE [I03BI pacTBOpa #HrpeaHu3zojgoHa™*
COCTABJISIIOT: B TIEPBBIE CYTKH 75 MI, Ha CIEIYIOLIHe
cyrku 50 wmr, pmamee 30 wmr, 20 wmr, 10 wr.
#Onynpokoptuzon** B moze 100 Mkr — mocie
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JOCTHXKEHHUS J103bI #peqHu3onoHa** menee 12,5 mr.
DOKBUBaJCHTHBIE JIO3bI pPAacTBOpa JleKcaMmeTa3oHa™*
COCTaBJISIIOT: B IIEpBbIE CYTKU 12 Mr, Ha cienyooue
cytku 8 wmr, gainee 6 mr, 4 mr, 3 mr, 2 mr, 1 wmr.
#Omynpokoptu3on** B 03¢ 100 MKT — ¢ MEPBBIX CYTOK
JICUCHUSI.

[Tpuntuner o6e30omuBaromie Tepanuu y narueHToB ¢ 1-HH He ortnuuarorcs ot nwmim oOrmei
MOMYJISLIAN.

4. MepguumnHckas pea6m1v|TaLw|;| N CaHaATOPHO-KypopTHOe Je4vyeHue, MeanMLUNHCKUEe
noKa3aHUA N NpoTuBonokKa3aHnA K npuMeHeHnr0 meTonoB MeAULMHCKON pea6m1mauvm,
B TOM 4Yucne oCHOBaHHbIX Ha UCNOJ1Ib3OBaHUN NPUPOAHLIX ne4yeo6HbIX (baKTOpOB

Y OOJBIIMHCTBA MAIMEHTOB Ha (DOHE aJEeKBATHOTO JICYCHHS KadeCTBO KHM3HH, CBSI3aHHOE CO
310poBbeM, cHIKeHO [122]. Kpome TOro, kauectBo KHM3HH, CBA3aHHOE CO 3JI0pPOBbEM, OOpATHO
PONOPIMOHAILHO KOJUYECTBY BPEMEHHU 3aJICP)KKM YCTAHOBJCHHS JIHarHo3a (MHOIa B TECUYCHHE psa
ner) [123].

- Pexomennmyercs HeomHOKpaTHOEe oOydeHwe manmueHToB ¢ |-HH pacno3naBanuio npu3HaKoB
HEaJeKBaTHOM 3aMECTUTENbHOM Tepanuu, CaMOCTOATEIbHOM KOPPEKIMU JIEYEHHUS B Pa3JIMYHBIX
CUTyalUsIX U MPU MUHTEPKYPPEHTHBIX 3a00JIEBAHUSAX, CAMOCTOATEIBLHOMY IapEHTEPATbHOMY BBEICHUIO
'K [26].

YpoBeHb yoeautenbHOCTH pekoMmeHaanuii C (ypoBeHb TOCTOBEPHOCTH JJOKa3aTEeIbCTB — )

KommeHnTapuu: BoJabIIMHCTBO MCCIEIOBAHUM MOATBEPKIAIOT, YTO B LEeJIOM y nanueHToB ¢ 1-HH
JICTAaJIbHOCTh BBIIIE OOMIEHONY/ISIMOHHON [26]. BO BceX 3THX HCCIICOBAaHUSX OCHOBHOM MPHYUHOMN
cmeptu mnanueHToB sBiserca AK. Takum oOpa3om, kpaiiHe HeoOXoauMo oOydeHHE TalleHTa
npoduiakTike Kpusza u SKkcTpeHHoMmy BBeaeHuio 'K [124]. Tloka3aHo, 4TO 3HAYMTENbHAS YacTh
naueHToB (46%) He OblIa JOCTAaTOYHO OOy4yeHa BBEACHUIO KOPTUKOCTEPOUIOB B CTPECCOBOM CUTYAIUH
[26]. Takum oOpa3om, HEOOXOAMMO HEOAHOKPATHOE OOYYEHHE MAllMEHTOB B XOJE KaKIOro
amMOyJaTOPHOTO MOCEIEeHHs Bpaya.

[To pesynpTaTam OO0NBIIONW O0030pHOM pPabOTHI, OMpPENENIeHO, YTO MPHUOIUZUTEIBHO TPETh BCEX
YPreHTHbIX cocTosiHui y manueHTtoB ¢ 1-HH Bo3Hukano BHe aoma. Tonbko 12% mnanuentoB ¢ AK
camocTtosaTenbHo BBoawIH cede 'K, a 2/3 manueHToB NOKUAAINCH JIEYSHHUS MeAnepcoHaioM. B npyrom
uccnenoBannu (B BenukoOpurtanun) u3 26 mauumentoB ¢ 1-HH, Tonpko ABa mamueHTa ymenu
CaMOCTOSITENIbHO B/M BBECTH PacTBOP T'MIPOKOpTH30Ha™*, a 10 manueHToB yTBEpK1aiu, YTO HUKOIIa He
oOy4anuch BbINOJIHEHUIO MHBeKIUH. [Ipu ompoce 254 namnuentos ¢ 1-HH u3 I'epmanun tonbko 63%
CUUTATH ce0s1 XOPOIIO HHPOPMUPOBAHHBIMH O ICUCTBHUSIX B YPIEHTHBIX/CTPECCOBBIX CUTyanusx [26].

Creruduueckoil MeauuuHcKod peaOwnurtanuu nanueHtam ¢ 1-HH He TpeGyercs. B kpyr
peaOUIUTALIMOHHBIX ~ MEPONPUSTHH ~ MOXET  ObITh  BKIIOYEHO  KJIMHUKO-TICUXOJOTHYECKOe
KOHCYJIbTUPOBAHHUE.

5. MpodwmnakTMka M AOucnaHcepHoe Hab6nwaeHuWe, MeAWLMHCKME NOKasaHuA W
NPOTMBONOKa3aHUs K NPUMEHEHUIO MeTO40B NPoUNaKkTUKu

- dns npodunaktuku AK nanuentam ¢ 1-HH pekomenayercst agexBaTHas koppekuus no3sl ['K B
3aBUCUMOCTH OT TSKECTH MHTEPKYPPEHTHOTO 3a00JI€BaHUS U CTENEHH CTPECCOBOTO BO3IEHCTBUS (TalJI.
6) [125-136].

VYpoBeHs yoeautensHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — )

KommenTapun: MHOrouncieHHbIMA HCCIEIOBAHUSMHU JIOKA3aHO yBeJIHMuYeHUEe (B pa3IMuHOM
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CTETIEHH ) YPOBHSI SHAOT'€HHOTO0 KOPTHU30JIa BO BPEMS aHECTE3UH, XUPYPIUUECKHX BMEIIATEILCTB, TPABM U
KpuThueckux cocrossHui [125-129]. B Hacrosiee Bpems elie HE MPOBEICHBI PaHIOMU3UPOBAHHBIC
MCCIIEIOBAHMSI, KOTOpPBIE MOTJIH Obl onpenenuts 103y ['K B yCloBHsX MOBBIIIEHHOW MOTPEOHOCTH B HUX.
Jlo3a OOBIYHO PAcCCUMTHIBAETCS B 3aBUCHUMOCTH OT TSDKECTHM U IPOJOJDKHTEIBHOCTH CTPECCOPHOIO
¢dakTopa. Cumraercs, 4ro B ()M3MOJOTUYECKUX YCIOBUAX HAIMOYCYHHKH CEKpeTupyroT 75-100 mr
KOpTH30Jla B CYTKM B OTBET Ha CJIOXHOE€ XHpPYpruiyeckoe BMemarenbcTBO U 50 Mr B CyTKH IpH
HE3HAUMTENIbHBIX WHBA3MBHBIX mpoueaypax. Takum oOpasom, no3a I'K mpu xupyprudeckux
BMEIIIATENIbCTBAX [JOJDKHA ObITh HE MEHbINE, YE€M CEKpeLus 3[0pPOBbIX HaJAIIOYEYHHUKOB BO BpeMs
OTepalny, a TaKXkKe, T0JHKHA OBITh TaKOM, 4YTOOBI EPEKPHITh BHE3AIHBIE JOMOIHUTEIbHbBIE TOTPEOHOCTH
opu ocioxHeHusX. Kpome Toro, HeT [0Ka3aTenbCcTB, UYTO TakKue [J03bl BEAYyT K HEraTUBHBIM
MOCTIEICTBHAM (OCJIOKHEHUSIM) H, B TO K€ BpEMsi, HET MCCIEIOBAHUH, YKa3bIBAIOUINX HA TO, YTO HU3KUE
10361 O6onee Ge3onacHbl. B ogHON 0030pHOM paboTe MOKa3aHO, YTO CEKpelMs KOpTH30ja B nepBble 24
yaca 1ocie omnepauuu peako rmnpeBbimania 200 Mr, a ypoBEHb CEKpEIUU KOPpEIUpoBal ¢
HPOJIOJDKATEIBHOCTBIO U CIIOKHOCThIO BMernaresnberBa [132]. Jloka3aHo, 4TO MeTaboNM3M KOpPTH30JIa
3aMeUIIeTCs BO BpeMsi KpuTuueckux coctosHuid [134]. B uccnenoBanuu 158 mainmeHTOB OTAeICHUS
MHTCHCUBHOW Tepanuu U 64 W3 rpymibl KOHTPOJIS, ONPEAETICHO, YTO YPOBEHb OOILEro M CBOOOIHOTO
KOPTH30JIa BBIIIC Y IAlMEHTOB OTACICHHS WHTCHCHBHOM TEpanuu, 4eM y CYOBEKTOB M3 TPYIIIIbI
KOHTPOJISl BCIIEICTBUE COKpAIIEHUs KIMpeHca KopTusoia 6onee yeM Ha 50% U CHMKEHUS MHAKTHUBALUU
KOpTu30yia 10 KopTuzoHa. IlpuymHbl 3ameuieHus Metaboiim3Ma KOPTH30Ja BO BpPEMS KPUTHYECKOTO
cocTosiHus y nauueHToB ¢ 1-HH, B HacTosiiee Bpems, elie He n3y4aauch.

IIpn nuxopanke cyroyHyro n03y nepopansHoro 'K yBenuuuBaroT B ABa WiIM TpHU pasa, o0
HOpMaJIM3allul COCTOSIHUSI, OOBIYHO B TEUCHHME JBYX WIM Tpex AHed. Ecnm mamueHT He cnocoOeH
NPUHUMATh TIEPOPANIbHBINA Ipermapar u3-3a PBOTHI MM TPaBMBI, IMOKAa3aHO B TEYEHHE ATOTO MEpUona
napentepaiibHoe BBeAeHue (B/B, B/M unu n/k) I'K. Haznauenne MK nHe TpeOyercs, ecinu cyToyHas 1032
ruapokopTu3ona** mpessiaer 40-50 mr [26].

B 0IHOLEHTPOBOM, OTKpPHITOM, paHIOMHU3MPOBAHHOM, IIEPEKPECTHOM HCCIEI0BaHMM Ha 12
narenTax ¢ 1-HH moxazaHo, 4To W mpu 1/K, U TIpU B/M BBEACHUU HTHIPOKOPTH30HA** pe3ynmbTaThl
(bapMaKOKMHETHKH MOYTH UAEHTUYHBI. OHAKO, IPHU /K BBEJEHUU TpeOyeTcsl 1BE MHBEKIUH, a HE OJHA
Kak MpHU B/M BBEJIEHUU, U JUIsl JOCTHKEHUs YpoBHS KopTuzoaa 1000 amons/n (36 MKr/mi1) motpedoBaiock
oounbire Bpemenu (22 u 11 muHyT cootBeTcTBeHHO) [135-136].

ComnyTcTBYyIOIIasl TEpamusi, KOTOpas BIMSET Ha KOHIEHTPAIMIO KOPTHU30JIa, TAKKE MOXET BBI3BATh
kpu3. [losToMy B Takux ciydasx JOJDKEH paccMaTpuBaTbcs BOIpoc o Koppekuuu no3bl ['K.
WunnuupoBanne  3aMECTHTENBHOM  Tepanmuy  JICBOTHPOKCHMHOM  HAaTpUsS**  MOXKET  BBI3BATh
Ha/IMOYEYHUKOBBIN KPU3 BCIEICTBHE YCKOPEHMs MeTaboim3Ma KopTu3oia [26]. YBennuuBaroT KIMPEHC
KOpTHU30J1a MeIUKaMeHThl, akTuBupytoue pepmeHnT CYP3A4: kapbamazenun™*, murotan™*, 3Bepo6os
IPOJBIPSIBICHHOTO TPaBbl dKCTpakT [137].

Hasznauenune nexcamerazona** 6e3 MK, Takxe MOXKET BbI3BaTh HAJIIOYEYHUKOBBIA KPHU3, TaK KaK
JeKcaMeTa3oH™* He IMeeT MUHEePaJIOKOPTHKOUIHON aKTUBHOCTH [26].

[Toxazano, uro y mauuento ¢ 1-HH (BAKH) npu ¢usnyeckoii Harpy3ke BbICOKOH WHTEHCUBHOCTHU
10 20 MUHYT HE TpeOyeTCsl IOTIOTHUTENILHBIA IPUEM TUApoKopTH3oHa** [26], HO mpu OoJiee ATUTEIBHOMN
Harpy3Ke JOMOJHHUTENLHO K Tepamud peKoMeHaoBaHO 5-10 mr rumpokoptuzona** [96]. Omnako, B
HACTOsIIee BpeMsl, HET CYILECTBEHHbIX JOKa3aTeIbCTB JJIS BBEICHUS TaKOH pEKOMEH AU,

- Becem manuenTtam ¢ 1-HH pexomenayercst uMeTh UIeHTU(HUKALMOHHYIO KapTOUKY (MEIUIIUHCKUAN
OpaciieT WM KyJIOH) ¢ YKa3aHueM 3a0oiieBaHus U HeoOxomumocTH BBeneHus ['K [26].

YposeHb yoeaureapHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — )

KommenTapuu: [lanmenty Heo6X0IMMO BCeTria MMETh MpH ce0e MEAMIMHCKUI OpaciieT Win KyJIoH
C MUHUMaJIbHON HHpopManueil o 3aboieBaHUM M JIeYeHMHM (KOTOpas B TOM 4YHCIE MOXKET ObITh
sammdposana rpu nomomy QR-koxa) [111]. Kpome Toro, He Bce Bpauu MOTYT 3HATh O HEOOXOJAUMOCTH
HezameuutensHoro JedeHust AK. [ToaToMmy namuenTy xenaTenbHO UMETh Beeraa npu cede "mamsaTky" ¢
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MPOCTBIMH MHCTPYKIMsIMHU 110 jiedenuto AK [138].

- Bcem manmenTam ¢ 1-HH pexomenayercs umets 'K B mHBbEKITMOHHOM (hopMe 711 UCITOTH30BaHUS
B YPreHTHBIX CHTYyalusx [26].
VpoBeHb yoeautenpHOCTH pekoMeHaarmii C (ypoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

- Bcem mammentam ¢ 1-HH pekoMenayeTcst nucnancepHOE HAOIIOACHUE BPauOM-3HIOKPHHOIOTOM
He pexe | pasza B roj Ui HCKIIIOYCHUS TPU3HAKOB HeaIeKBaTHOW Tepanuu [26].

YpoBeHb yoeauteapbHOCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: llenp neyeHuss u HAOMIOIEHUS COCTOUT B TOM, 4YTOObI y MAalUEHTOB OBLIO
YIOBJICTBOPUTEIILHOE O0IIee CaMOUYYBCTBHUE, OHH MOTJIM BECTH CBOIO OOBIYHYIO TPO(ECCHOHATHHYIO
NEeSTeIbHOCTh U MaKCUMaJlbHO NPUOMMKEHHBIH K OObIYHOMY 0Opa3 >Ku3HH. PeryssipHble OCMOTpHI
MO3BOJISIFOT MIPOBECTH OIEHKY (DU3MYECKOTO COCTOSIHUS, OCOOCHHO, OTHOCUTEILHO MEPEI03UPOBKH WITH
HEJIOCTATOYHOCTH 3aMECTUTEJILHOM Tepamnuu, U KadecTBa Xu3HHU. JIroOo smmu3on OHH pomkeH ObITh
THIATEILHO 0OCYXKJICH.

KouTponp 3amecTUTenbHONW Tepamuu, TIJIaBHBIM 00pa3oM, MPOBOAUTCS IO KIMHUYECKUM
cumnToMaM. Ha (oHe ajiekBaTHOW Tepanuy y MalueHTa OTCYTCTBYET TMIICPIUTMEHTAINS, TOJIKHBI OBITh
HOpMaJsbHbIe Mokazarenu AJl u ycroituuBblii Bec. Hamuune oprocTaTHueckoi TMIOTEH3UH YKa3bIBaeT Ha
HEJ0CTATOYHYI0 MHHEPAIOKOPTHKOUTHYIO TEPAITHIO MJIM OTPAHHYECHHOE TTOTPEOJICHUE COJTH.

Pyrunnoe naGoparopHoe oOcienoBaHuEe TOKHO BKJIIOYATh HCCIIEIOBAHHE YPOBHEW HATpUS U
Kanust B KpoBHu. MccienoBanue ypoBHS P B KpoBM BO3MOXKHO B KayeCTBE JOMOJHUTEIBHOTO METOA
MOHHUTOPHHIa MHHEPATOKOPTUKOUTHOW HEIOCTATOYHOCTH; YPOBEHb JaHHOTO IIOKa3aTess JOJKEH
CTPEMUTBCS K BEpXHEMY peepeHCHOMY JMara3oHy Wik HEeMHOTO Bbilie [26].

B mHacrosimee Bpemsi, OTCYTCTBYET €IMHOE MHEHHE IO MOBOJY HEOOXOIUMOCTHU PETYISPHOTrO
MIPOBEACHUST PEHTreHojieHcuToMeTpun y mnarueHtoB ¢ 1-HH. Tak, mpu oTcyTcTBUH mepeno3upoBKU
npernapatamu ['K y xeHImuH B npemeHomnayse U Mmyx4uH ¢ 1-HH, cHikeHuss MUHEpanbHOW MIIOTHOCTH
koctHo Tkanu (MIIK) He obHapyxeHno [108]. B To ke Bpems, yBenudenue n03bi 'K acconumpoBaHo ¢
ymenbiienueM MIIK [139]. Mb1 mpenmonaraem, 4To pyTHHHOE MPOBEACHUE PEHTTEHOICHCUTOMETPUHU
BceMm marnmentam ¢ 1-HH He nenecooOpa3Ho; ucclieqoBaHre TMOKa3aHO TOJIBKO TEM JIMIAM, KOTOpPbHIE
JUTUTENILHOE BpEMsI HaXOJIMWJIMCh B cOcTosiHUU niepeno3upoBku ['K. Onqnako, HekoTtopeie aBTophl [140] He
HCKIIIOYAIOT HEO0O0XOAUMOCTh MpoBoauTh MoHUTOpUHr MIIK perymspno (1 pa3 B 2-5 jer) maxke
nanueHTam, nonydatonum 'K B HeGonb1oi 103€.

- Ilaunentam ¢ ayroummyHHbIM TreHe3oM 1-HH pexomennyercs exerogHoe obOcieoBaHHE Ha
npeaMer Hanuuus gpyrod ayrouMmmyHHoM martosoruu: A3IIDK, CJI, runoroHagusM, Leauakus,
ayTOMMMYHHBIN TacTpuT ¥ Aeduimt Butamuna B12 [141-146].

VYpoBenb yoeautenbHocTH pekoMeraaluii C (ypoBeHb TOCTOBEPHOCTH JI0KAa3aTeNbCTB — 4)

KommenTapun: [ToBbIIIEHHBIN PUCK APYTUX ayTOMMMYHHBIX HapyHIEHUH JUKTYET HEOOXOJUMOCTh
TIIATEJIBHOTO HaOMIOJEHUS B 3TOM HampasiieHHH, ocobeHHo BbisiBiIeHUs A3IDK, koropoe oTmeueHo y
nmoIoBUHBI KeHIMH Uy 25% wmyxuun ¢ 1-HH. CJ1 BeisBasercs y 10-15% mnamuentoB. Ilostomy,
©XKEroHO HEeo0XOoAMMO HccienoBaHWe YypoBHeW TtupeoTponHoro ropmona (TTI'), cBoGoaHOrO
TUPOKCHUHA, TIIOKO3bI U TITUKHUPOBAHHOTO TeMmornoouHa kposu [141-144]. Crnenyer OTMETHTH, YTO TIPH
OHH wmoxer ObiTh 3aduxcupoBano mosbimenue TTI. Ilpu stom mnosbmmenue a0 10 MME/xn
BKJIIOUMTENBHO, KaK MPaBmiio, 00yciIoBiIeHo, notepeii nurubupyromiero siusuusa ['K Ha cexpeuunro TTI u
MeIMKaMEeHTO3HOW KoppeKIn He Tpedyer [147].

Jlis vckiToueHus TUIonapaTupeosa Moka3aHo eXeroHoe UCCIIeOBaHNEe YPOBHEHN OOIIero KaabIus
U anpOyMHHAa B KPOBU (C pacyeToM ajbOyMHH-CKOPPEKTHPOBAaHHOTO KaibIus). C yd4eToM BBICOKOM
pacmpoctpaneHHoctu nedunmra 25-OH Butamuna D B koropre mamumentoB ¢ 1-HH ayrommmyHHOTO
reHesa [148], Taxke peKOMEHJOBaHO €KEeTroJHOe uccienoBanue yposHs 25-OH Butamuna D B kpoBH.

Kenmunaam HY)XHO cOOOHUTH O pUcKe (8%) MpexACBPEMEHHON OBapHAIbHOW HEIOCTATOYHOCTH
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[141]. Betterle w np. mnokazamm, 4YTO NpPEXKICBPEMECHHas OBapHajbHas HEIOCTATOYHOCTh ObLIa
nuarnoctupoBatna y 20,2% u3 258 xenmun ¢ 1-HH, y 20 u3 49 (40,8%) ¢ AIIC1, y 6 u3 18 (33,3%) ¢
ATIC4, y 26 u3 163 (16%) ¢ AIIC2, Ho Hu y oxHoii u3 28 ¢ uzonupoanHor 1-HH [149]. Hecmotps Ha
T0, uto CYP11A1 skcpeccupyeTcsi BO BCeX CTEPOMJOTCHHBIX TKaHAX, JAOKazaHo, yTo Hamumuue AT K
JaHHOMY OeJIKy KoppeaupyeT ¢ HanuyueM runoronaausma [150]. OxHako, mporHo3Upyomas eHHOCTh
CYPI11A1 comuutensha. Tak, Reato u ap. [149] onpeaenwuin, 4Tto TOIbKO ¥ 3 U3 13 CEepOMO3UTUBHBIX
MAIMEeHTOK 3a 8 JeT HaOmoJeHus ObUI JTMArHOCTUPOBAH TMIOTOHAAM3M. B OTIMYME OT MAIMEeHTOK C
HEAyTOMMMYHHBIM THUIIOTOHaAM3MOM, y manueHTok ¢ 1-HH ¢ommukynspHas ¢yHKIUS cOXpaHseTcs B
TEUCHHWE HECKOJBKHX JIET T[IOC/Ie YCTaHOBJIeHHS jguarHo3a [151]. Drto maeT BO3MOKHOCTH
KPUOKOHCEPBAIlUU OOLMUTOB JJI SKCTPAKOPIOPAIBHOTO OIIOAOTBOpeHHs. Takke, [UIsl OLIEHKH
OBapUalbHOIO pe3epBa (M, COOTBETCTBEHHO, PAHHETO BBIABICHUS IPEXKJIEBPEMEHHON OBapHaIbHOU
HeZocTaToyHOCTH) mamueHtkam ¢ 1-HH  pexkomeHsoBaHO €XEroJHoe HCCIeIOBAaHHUE YPOBHS
aHTUMIOJUIEpOBa TOpMOHAa B KpoBuU. Ilpm mojo3peHum Ha pa3BUTUE TUIEPrOHATOTPOIIHOTIO
TUIOTOHAM3Ma HE00X0 MO UCCIIEIOBaHKE ypOBHEi G OITHKYIOCTUMYIUPYIOIIETO u
JIIOTEMHU3UPYIOLET0 TOPMOHOB B CHIBOPOTKE KpoBH, 3cTpanauoia (E2) B kposu.

[Tanimentam ¢ 1-HH exerogHo HEOOXOIWMO BBINOJHATH OOIIMKA (KIMHHYECKHI) aHAIU3 KPOBH
pa3BepHYTHI. BcleacTBue ayTOMMMYHHOTO TacTpUTa 4YacTO BBIABISICTCS JIeUIMT BUTamMuHA Bl12,
MO3TOMY  JIONOJHUTEIBHO  TPOBOAMUTCS  €XKEroJHOE  ONpeAelieHue ypoBHsA BUTamuHa Bl2
(umanokoOanmamuH) B KpoBH. Ilpm momo3peHuu/BeIsBICHUHM Jedunuta BUTamMuHA B2, Takke,
JKEJaTeIbHO HCCIIEOBAHUE XOJOTPAHCKOOAaTaMiUHa, TOMOIMCTEHHA, METUJIMAIOHOBON KuCIOTh, AT K
napueTalbHBIM KIIETKaM JKeNyJIKa U K BHyTpeHHeMy ¢akTtopy Kactna [26].

[Ipu pa3BUTUM KIMHUYECKUX CHMIITOMOB LIEJIMAKUU HEOOXOIHMMO OMNpEIeIeHUe COJepKaHus
aHTHUTENl K TKAaHCBOW TpaHCTIIOTAMUHA3€ B KPOBU U HCCICIOBaHUE ypoBHs obmiero IgA [26, 142, 145-
146].

YacTto BBIABISIIOTCS BUTWJIIMIO M QJONEIMs, KOTOPbIE pPAcCMaTpUBAIOTCS KaK MapKepbl
ayTOMMMYHHO# naTosoruu [26].

C yderoMm pHCKa pa3BUTHS ayTOMMMYHHBIX 3a00J€BaHUI MEYEHU M TOYEK, MOKA3aHO €XKETOTHOEe
ompesieNieHue aKTUBHOCTEH acmapTraTaMUHOTpaHCc(epas3bl U allaHMHAMUHOTpaHC(epas3bl U UCCIIEIOBAHNE
YPOBHSI KpEaTUHHUHA B KPOBU.

- bepemennsiM ¢ HH pexomenayercs HaOarofeHne y Bpaua-3HIOKPUHOJIOTA HE pexe, ueM 1 pa3 B
TPUMECTP, JIJIsl UCKITFOYCHUS KIIMHUYECKAX CUMIITOMOB HEaJIeKBaTHOW Tepanuu [26].
VYpoBenb yoeautenbHocTH pekoMenaaluii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTeIbCTB — 5)

6. OpraHmsaumsa okasaHuss MeAULIMHCKOW NOMOLLM

MenunuHckass MOMOIIb, 32 HCKJIIOYEHMEM IIOMOIIM B paMKax KIMHMYECKOW ampoOaruu, B
COOTBETCTBUH ¢ (enepasibHbIM 3akoHOM OT 21.11.2011 N 323-®@3 (pen. Ot 25.05.2019) "OO6 ocHoBax
OXpaHbl 3J0pOBbs Tpak]aH B PO".

[ToxazaHus A rOoCHIUTAIN3alUU B MEAUIIMHCKYIO OpraHu3aiuio (opMa — SKCTpEHHas, YCIOBUS —
CTAaIlMOHAPHO):

1) AK;

2) nono3penue Ha AK;

3) Brepsbie BoisBaeHHas 1-HH (npu oTcyreTBum nogo3penuit Ha AK);

4) tsxenas nepenosuposka I'K nim MK.

[ToxazaHus A7 rocnuTalM3ali B MEIULMHCKYIO OpraHuzanuio (popma — IIaHOBas, YCIOBHS —
CTAaIlMOHAPHO):

1) Hanuuue HeTsKeNbIX Mpu3HakoB HeaaekBaTHOU Tepanuu ['K win MK (B ciydae, eciu Koppekuust
Teparuy B aMOYJIaTOPHBIX YCIOBHX He 3((EeKTUBHA).
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IToka3anus K BBIITUCKE nmanucHTa U3 MCHHHHHCKOﬁ OopraHu3alu:

1) croiikoe ymydlieHHe COCTOSHUS (YIOBIETBOPUTEIbHOE OOIIEe CaMOYyBCTBHE, OTCYTCTBHE
MPU3HAKOB HEAJCKBATHOM TEpaluu) W HOPMAIbHbBIE IIOKA3aTeNd 3JIEKTPOJUTHOTO COCTaBa, KOrna
HanyeHT MoXeT Oe3 ymepOa Juis 310pOBbSl MPOAOIDKHUTH JICYEHHE B aMOYJIaTOPHO-TIOIIMKIMHUYECKOM
YUPCIKACHHUU WM JOMAIIHUX YCIIOBUAX;

2) npu HEOOXOMMOCTH MEPEBOIa NAMEHTA B JPYT'YI0 OPTaHU3ALUIO 3{PaBOOXPAHEHHS;

3) rpy0oe HapylIeHHE TOCIUTAIbHOIO PEKUMA;

4) 1o NMCEMEHHOMY TPEOOBAHMIO MAIMEHTA JIN00 ero 3aKOHHOTO MPEACTaBUTEIS, €CIIH BBINUCKA HE
YIpOXKacT KU3HU IMallMCHTAa W HE OllaCHa IJId OKPYKaroIluX. B sTom CJIydac BBIIIMCKAa MOKCT OBITE
IPOM3BECHA TOJBKO C PAa3pelICHMs TJIABHOTO Bpaya OOJBHUIBI WM €r0 3aMECTUTENS O JedyeOHOMH
pabore.

7. DononHutenbHasa MHcgpopmauma (B ToMm uucne cakTopbl, BAUAKOLWME HA UCXon
3aboneBaHus UNN COCTOAHUSA)

7.1. Knaccudpmkaums ayTouMMyHHOW HaaNo4Ye4YHMKOBOM HEQOCTAaTOYHOCTHU

Betterle C. u coaBt. [152] Ha OCHOBaHMM KJIMHHYECKUX M JIAOOPATOPHBIX JAHHBIX IMPEIIIOKHUIIH
KJaccu(UKaLuoo ayTOMMMYHHOM HaarnodyedHukoBoil HenocratouHoctd (AHH), BbiaenuB 3 ocHOBHBIE
craauu 3aboneBanus. Ha nHauanpHOW craguu, (T.H. noreHuuansHas HH) y nun ¢ renernueckoi
[PEIPAcoNOKEHHOCThIO MPU BO3JCUCTBHU TPHUITEPHBIX (DAKTOPOB OKpyKaromieir cpeapl [21, 153]
MHULMUPYIOTCS PEaKIMd UMMYHHOH ayroarpeccuu ¢ gopmupoBanueM AT k P450c21. Knunuueckue
IIPOSIBJIEHUS. M TOPMOHAJIbHBIE U3MEHEHUs Ha 3TON CTaJM OTCYTCTBYIOT.

Ha cnenytomeit cyOknuuuueckor (nmateHtHo#) craamun HH mnpoucxonut necTpykius KJIETOK
KJIyOOYKOBOM M 3aTeM Iy4KOBOW 30HBI Kopsl [152]. IIpu sTOM 3a00neBaHMe ATUTENEHOE BPEMS UMEET
CYOKJIMHUYECKUH XapaKTep: CUMOTOMBI B OCHOBHOM OJIH30JUYECKHE, JIETKUE W HecTenuprIecKue.
OnHako, Ipy BO3/A€HCTBUM 3HAYMMBIX ITPOBOLUPYIONUX (PAKTOPOB, B YACTHOCTH BO BPEMsI ONIEPAaTUBHBIX
BMEIIIATEILCTB, POJOPA3pPEIICHIH, IPH OCTPBIX 3a00JEBaHUSX, TpaBMax M Ip., JareHtHas 1-HH moxer
manudectupoBatb ¢ pa3Butud AK [154-155]. B 3aBuUCHMMOCTH OT pe3yabTaTOB T'OPMOHAJIBHBIX
UCCIIEIOBaHUM, BhIAETAIOT 3 noacTaguu cyoknuanyeckoit HH:

1 — HapymeHre MHUHEPaJTOKOPTUKOUAHOM (yHKIMHU (MOBBIILIEHHE KOHLEHTpanuu P/aktuBHOCTH P
TUTa3MBI B COUYETAHUY C HOPMAJIBHBIM WJIM CHIDKEHHBIM YPOBHEM A);

2 — [OTOJIHUTEIBHO BBIABISETCS HapylleHHE TIJIIOKOKOPTUKOMIHOW (YHKUUU (CHUXKEHUE
KOpTH30J1a Ha QoHe TecTa ¢ npenaparamMu u3 papmakonornueckoil rpynnsl AKTI/UTT; ypoBens AKTI
B HOpPME WJIM MOBBIIIIEH);

3 — mporpeccHpoBaHHE HApPYIICHUS TIFOKOKOPTUKOMIHON (YHKIMU (CHIDKeHHE 0a3aibHOTro
koptu3oina; ypoBeHb AKTI" B Hopme mim noBeimien) [152].

[lpu paspymenun 90% anpeHOKOpTHKAIbHBIX KieTok [153] pasBuBaercs manudectHas HH,
KOTOpas NposiBiIseTcsl Oojee SpPKOM KIMHUYECKOM KapTHHOW M XapakTepHbIMH J1a0OpaTOPHBIMU
n3MeneHusMu [152]. B momassistroneM OONBITHHCTBE CiTy4aeB 3a00eBaHNe THArHOCTUPYETCS TOJBKO Ha
3TOM cTaauu, Hepenko npu pazsutuu AK (tabm. 7, puc. 3).
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I'eHeTHYECKAA npeapacno/JI0keHHOCTD

Tpurrepabie GakTopbl
AyroaHTHTe1a K P450c21

JecTpyRIAA KOPbI HAANOY€YHHKOB
100%
IIposonmpyiomue
\ daxrTopui
[lopcTamna I i
[Topcramma
0% i
Horenun- JdarenTHan Maandecrran

aJbHaRA HH HH
HH

Pucynok 3. Ctaguu ayTOMMMYHHOW HaIIOUYeYHUKOBOM HenocTatounocTr [150] (MomuduimpoBano
aBTOpaMH).

Tabmuma 7. Kiaccudukamuss ayTOMMMYHHOH HaAMOYCYHHKOBOW HemoctarouHoctu [150]
(MoandUIIMPOBAaHO aBTOPAMHU).

Cragun Antutena | AKTI' | Kopruzon | Koprtuzon | Penun | Anpnocrepo | Knuanuecku
k P450c21 0azanbHBIN | Ha (oHe H e
CTHMYJISIIN MIPOSIBIICHUS
OHHBIX
TECTOB
[TorenumanpHas |+ N N N N N -
AHH
Jlatentnas AHH
- noacragus 1 + n/T N N 0 N/4 -
- ToACTANUS 2 + N /T N ¢ T N /¢ +/-
moteraia3 |+ vt |l l T
ManudectHas | +/- RN 3 0 N/ +
AHH

Coxkpamenus: N — HOpMa; \’ — CHMIKEH; T _ nossmen.
B Hacrosimee Bpems mpejacTaBieHHas kiaccuukanus He sBisercs oOmenpunaroil. Haubomee
BEPOSATHO, 3TO OOYCJIOBJIEHO OTCYTCTBUEM YETKHUX KPUTEPUEB JAMATHOCTUKU (IPEXKIE BCEro, YPOBHSA
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ropMoHoB, oTpaxawmux ¢yaknuo [THC) mis onpenenenus kaxmoil cramguu u monactaamun AHH.
Takum 06pazom, Tpedyercst Mmoaudukanus knaccudukanuu Betterle C. u coasr.

Opnnako, OeccriopHo, BHenpeHue kiaccupukanun AHH B KIMHMYECKYIO TPaKTHKY KpaiiHe
HE00X0IMMO, T.K. IO3BOJIUT 3HAUUTEIHHO YMEHBIIUTH CMEPTHOCTD MALMEHTOB 32 CUET aKTUBHOTO MOUCKA
MOTEHIMAJIBHON M JJaTEeHTHON (opM 3a0osieBaHMs (IPEXke BCETo0 B IPYMIAX PUCKA — Y JHUI] C JPYTUMHU
ayTOMMMYHHBIMH 3a00JIeBaHUSIMH) U CBOEBpeMeHHoro JjeueHus. Kpome Toro, 1enecoo6pasHo
MPOBEICHUE SIHUIAEMHUOIOIMYECKHX HCCICIOBAHUN, MOCBSIICHHBIX M3YYCHHUIO MOTEHIHMAIbHBIX H
nateHTHbIX ¢opM HH, ¢ 1enpio olleHKH MCTMHHON pachpOCTpaHEHHOCTH 3a00JIeBaHMSI U ONPECIICHUS
pHCKa pa3BUTHI JaHHOM MMATOJIOTHH B KOTOPTE MAI[EHTOB C JPYTUMH ayTOMMMYHHBIMH 3a00JICBAaHUSMU.

Kpowme Toro, B HacTosiiee BpeMs, Bce elle TpeOyroT 60s1ee ONTUMANIbHBIX MOJIX0I0B IUarHOCTUKA U
neuenue 1-HH.

7.2. QnarHocTuKa I'IepBVI‘IHOVI HaAno4Ye4YHMKOBOU HEeJOCTAaTOYHOCTHU

CymecTByeT MHOIO  HEpEIIEHHBIX  BONPOCOB  OTHOCUTEIBHO  ONpeAeieHHus  (QyHKIUH
HaJMOYeuHUKoB. B wacTHOCcTM, HeT cornmacuss B HeoOxomumoctu MoHuTtopuHra I'K Bo Bpems
IPUCOCTUHEHNS MHTEPKYPPEHTHBIX 3a00J€BaHUN W IpHUEME DPA3JIMYHBIX JICKAPCTBEHHBIX CPEJCTB, a
TaKXXe B ONPE/ICICHUN HaIIOYCUHNKOBON TUCHYHKIIUU BO BPeMsI KDUTHYECKUX COCTOSTHUN.

B dacTHOCTH, HEKOTOpbIE aBTOpHI IpenanojararT kmouyeByro posb auchynkuuu I'THC (wmm
"orHocuTenpHO HH") B marodusnonoruu MmommopraHHOW HeJoCTaTOYyHOCTH. Tak, Obla BBICKa3aHa
runore3a o Oojiee HU3KOM YpPOBHE KOPTH30Ja Yy TMAIMEHTOB B KPUTHYECKOM COCTOSIHUM C
HEONArompusATHBIM HCXOJOM [0 CpPaBHEHHIO C TMAIMEHTaMH B KPUTUYECKOM COCTOSHUU U
OnaronpusTHBIM HcxoqoM. OnHaKo, pe3yibTaTbl CPAaBHUTEIbHBIX HCCIIEAOBAHUM ONPOBEPINIM JAHHYIO
TUIOTE3Y: YPOBEHb KOPTH30Jla Y MAIMEHTOB C HEOJArompUsTHBIM HCXOAOM ObLI JaXKe BBILIE, YEM B
rpynne KOoHTpossl. Taxke, BBICKAa3plBAJIOCh IPEAIONIOKEHHE, 4TO pa3BuTue "oTrHocurenpbHOoW HH"
SBJISIETCS CIIEACTBUEM PE3UCTEHTHOCTU TKaHeH K aercTBuio ['K y manueHToB B KpUTUYECKOM COCTOSIHUH.
Opnako, B HacToslIee BpeMsi OTCYTCTBYIOT CTaHJApTHBIE METOABI OLICHKH akTUBHOCTH ['K B TkaHsX.
Takum ob6paszoMm, Hanuuue "oTtHocutenbHOoM HH" mmm "HH npu xputnueckux cocrossHUSX" ocraercs
CIIOPHBIM, 1 HEKOTOpBIE aBTOPBI HE PEKOMEHIYIOT PyTUHHOE HCCileJoBaHne (DYHKIIMM HAIOYEUHUKOB Y
JAHHOM KaTteropuu namnueHToB [156].

Knuaunuctsl Hy)xaaores B 6ojee HajiexxHoM onoxumudeckom mMapkepe HH. B Hacrosiee Bpewms,
NEePCTIEKTUBHBIMU SBIIAIOTCA [JBa HampasiieHus. llepBoe — 3To wuccienoBaHMe YpPOBHS CBOOOJHOTO
KopTH3ona B cimoHe [26]. MccnemoBaHume ypoBHS CBOOOJZHOTO KOPTH30JIa B CIIOHE YTPOM MOXKET
MIPUMEHSITHCSI KaK METOJ] BTOPOTO Psiia UM KaK JOMOJHUTENbHbIM aHallu3 B CIOXKHBIX citydasx. OqHako,
HE00XO0AMMO MPOBEACHUE UCCIIEJOBAHUH [T TOATBEPKACHUS TaHHBIX BBIBOJIOB.

Bropoe HampaBieHue KacaeTcsi MacCOBOIO BHEIPEHMs CIEUU(PUYECKOTO JAUArHOCTUYECKOTO
TECTUPOBAHUSA: JKUJAKOCTHON Xpomartorpaduu/ TaHaemHod Macc-criekrpomerpuu (LC-MS/MS), uto
JOJKHO O0ECTeUnTh JIYULIyl0 CTaHAAPTU3ALMI0 B U3MEPEHUH KOpTH30ja. Takue MeTobl OTHOCUTENBHO
CBOOOJHBI OT AHAIMTUYECKMX BMEIIATEIbCTB, CBS3aHHBIX C TEPEKPECTHOW PpPEaKTUBHOCTBIO,
CBOMCTBEHHOI HMMMYHOJIOTHYECKIM aHaimu3aM [157].

7.3. nepcneKTMBbl 3amMecTUTeNIbHOMN Tepanuun I'IepBM‘-IHOﬁ HaANoO4Ye4YHNKOBOM
HegoCTaTO4YHOCTHU

7.3.1. 3amecTUTenbHasa Tepanua aHgporeHogeduuuTa

VY XKEeHIIWH HAAMOYEUHUK SIBISIETCS €IUHCTBEHHBIM MCTOYHUKOM CeKpeluu aHaporeHoB ([AI'DA u
aHjpocTeHauona). CregoBaTeNbHO, HAANOYEYHUKOBAS HEJAOCTATOYHOCTh MPOSBISIETCS TakXke H
nepuuToM anaporeHoB. JAI'DA axtuBupyercs a0 AI'DA-C B nepudepruyeckux TKaHAX U B TOHAZaX MpH
yyactun ¢epMmeHTa cyibdorpancdepaszpl. Pusnonornyeckas konuentpauus JII'DA-C B crIBOpoTke
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nocturaer Makcumyma B Bozpacrte 20 u 30 JieT ¢ MOCTENEeHHBIM CHUKEHUEM HE3aBUCUMO OT HACTYIUJICHUS
MeHonay3bl. JII'DA sBiIseTcs NpeamecTBEHHHMKOM ITOJIOBBIX TOPMOHOB (3CTPOT€HOB M aHJPOTCHOB).
Kpome Toro, nanHbIii TOpPMOH HANpPSMYIO CBSI3BIBACTCS C PELENTOPAMH MOJIOBBIX CTEPOUIOB, AKTUBUPYET
WX, a TAK)KE YBEIIMYUBACT MX 4ncio. [Ipu 3TOM, pe3ynbTaThl HCCIICIOBAHUN MPE/IOIAralT, YTO B TKAHH,
coJieprKallleil peuenTopsl Kak K 3CTpOreHaM, Tak U K a"japoreHam, JJI'DA aktuBupyer npeuMyIleCTBEHHO
penentopsl K actporeHam [158]. JIIDA Takke aKTHBHPYETCS B TOJJOBHOM MO3T€, I/Ie €r0 META0OJIHT yiKe

MNPpUIUCIIACTCA K HCﬁpOCTCpOH,I[aM, TaK KaK BJIMACT Ha PEUCITOPBI ’Y -aMUHOMACJITHONM KHCJIOTHI H

OKa3bIBae€T aHTHACHpECCHBHOE naeiicTBue. B wuccinenoBanusix Ha rpeiyHax JII'DA, aktuBupys O 1-
peLenTopsl roJOBHOIO MO3ra, BOCCTaHABIMBAJI HAPYLIEHUE NAMSITH, UHAYLIMPOBAHHOE NE€PUHATAIbHBIM
BO3/ICHICTBUEM KOKaWHa UM TPAH3UTOPHBIM IEPUHATAIBHBIM JTUTHPOBAHUEM OOILIUX COHHBIX apTepU.
CornacHO JKCIIEPUMEHTAIBHBIM JaHHBIM, IIOJYyYEHHbIM Ha JKUBOTHBIX, JI'DA oka3biBaeT
MIOJIOKUTEIBHOE BIIMSAHME HA MOJJEPKAHUE MBIIICYHOW MAaCChl, a TAaK)K€ YMEHBbUIAET PUCK Pa3BUTHUSA
oxupennsi, CJ[, cucTeMHOW KpacHOW BOJYAHKH, OHKOJOTMYECKMX 3a0oNieBaHWN (MpU JEHCTBUU
XMMHUYECKUX areHTOB): paka OO0OJOYHOW KHUIIKH, JIETKUX, HMammiIoMbl Koxu. IIpeamomaraercs, 4rto
nannbie 3¢dexter DA omocpenoBaHbl BIMSHHEM Ha YHCIO PELUENTOPOB (NMEUYECHOYHBIX SIJIEPHBIX,

PPAR® y np.), xotopsie perymupytor Tpanckpunumio renoB CYP. Taxxke, BoszeiicTBys Ha PPAR,
JNI'DA  ycunmuBaer wmetabonM3M SKUPHBIX KHCIOT. M3BectHo, uro ypoBenb JI'DA-C oOpaTtHO
MPOIOPLIMOHANIEH  CEepPICYHO-COCYANCTOMY pHUCKY, a Takke 3a00JIeBaeMOCTH U CMEPTHOCTH.
[Ipenmnomnaraercs, uto AaHHbIH 3P dekT 00ycnopieH akTuanueii NO-curTassl [158].

Kpome Toro, JII'DA ymeHblaeT NpOAyKIMIO PEAKTUBHBIX (OPM KHUCIOPOJa B TIAAKOMBIIICYHBIX
KJIETKaX aopThl KpbIC, MHTUOMPYsI TakKUM OOpa3oM BOCHAJIEHUE, UHAYLHUPOBAHHOE AHTMOTEH3UHOM 2.
Taxxe, JI'DA cnocoOCTByeT YBEIMYEHHUIO MHHEpPAIbHOW IJIOTHOCTH KOCTHOM TKaHM 3a CUeT
cTuMyssiul  TU(GQGEpeHIUPOBKH  OCTE0OIacToB  (IIyTeM  yCWICHHS  TPAHCKPUIIIUK  T'eHa
MHCYIUHONOA00HOTO (hakTOpa pocta 1) U MHrHOMpOBaHMS OCTeoM3a (IMyTEeM YMEHBUICHHS CEKpeluu
uHTepieiikuHa-6) [158].

Takum o6pazom, ¢usnonorunueckoe 3HaueHue JI['DA He orpaHUYMBaeTCs HCKIIOUYUTEIHHO
MIPEBpPALICHUEM B IOJOBbIE CTepoM]ibl. [laHHBIH TOPMOH, MPEINONOKUTENbHO, SBISETCS CHUTHAIBHOU
MOJIEKYJIOH, TaK KaK MO>KET HEMOCPENCTBEHHO BO3/I€HCTBOBATh Ha KJIETKH.

E>xenHeBHBIN OnHOKpaTHBIN nepopanbHblil npuem AI'DA npu 1-HH BoccTanaBinuBaeT ypoBEHb
aH/JpOTeHa M ero MpealIeCTBEHHUKA 10 HOPMAIbHBIX 3HaueHu. MccnenoBanus mokasainu, 4To Tepanus
JAI'DA npu 1-HH moxer ynyumarh KauecTBO KM3HU M HACTPOEHHE, CHIXKATh YPOBEHb JAENPECCUM U
TpeBokHOCTH. CHCcTeMaTHYecKuil 0030p U MeTaaHalu3 paHJOMU3UPOBAHHBIX TUIa1I€00-KOHTPOIUPYEMBIX
MCCTIEIOBAHUI HE TIOKA3aJl CYIIECTBEHHON KIMHUYECKOM BBITOJIBI TAKOW TEPANMH ISl BCEX JKEHIIUH C 1-
HH, HO uMeeTcs JOCTAaTOYHO MHOTO Hay4yHBIX pabOT, KOTOPHIE 3aperuCTPUPOBAIM MOJOKUTEIbHBIE
s¢dexTsl Ha TMOUI0 U BOCCTAaHOBJIIEHHUE MyOapXxe y MOJIOAbIX AeByliek Ha (one Tepanuu AI'DA npu 1-
HH [25, 159]. Onnako, moiarocpodHbix wuccienoBanuil sxeHmuH ¢ 1-HH, npunumaromux JII'DA, B
HacToslIee BpeMsi, KpailHe MaJIo.

[Tpuem JII'DA (Ouonoruyecku akTuBHas 100aBka) B 103€ 25-50 M OJJHOKPATHO MEPOPATBHO YyTPOM
paccMaTpuBaeTCsl TOJIBKO JUISl AKEHIIUH PEeNnpoIyKTUBHOrO Bo3pacTa ¢ 1-HH u cHmkeHneM/oTcyTcTBHEM
TOua0, Ienpeccuel, TPEBOKHOCTBIO, BBIPAXKEHHOH cIab0CThIO, HECMOTPS HAa ONTUMHU3UPOBAHHYIO
TJIIOKOKOPTUKOHMI- U MUHEPAJOKOPTUKOMAHYIO Tepanuto. Eciau manueHTka He cooOLIaeT O CTOMKOM,
OnmaronpusTHOM Bo3zaelcTBUM Tepanuu I DA B TeueHue 6 MecsIeB, npenapar peKOMEHAYIOT OTMEHUTD.
B nononHeHue K KOHTPOJIO 3a KIMHUYECKONM 3((EKTHUBHOCTHIO M MOTEHIHAIbHBIMH MOOOYHBIMU
spdexTamMm, HHIUBUAYAIbHBIA MOAOOP 03Bl MPOBOAMUTCS C TOMOIIBIO HMCCIEIOBAHUS YTPEHHETO
obOpasma kpoBu Ha JII'DA-C no mpuema mpenapara. Llenpio Tepanuu sSBIsSETCS JOCTHKEHHE CPEIHETO
YPOBHS pepepeHCHOr0 Iuana3oHa Juist pernpoyKTUBHOTO repuosa [26].
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7.3.2. T'K ¢ moancmumpoBaHHbIM BbICBOOOXAEHUEM

HecmoTpss Ha onTUMaibHYIO 3aMECTUTENbHYIO TEparuio, 3HAYUTEIbHOE KOJIMYECTBO MAI[MEHTOB
MPOJOIDKAIOT TPEIBIBIATE OObEKTUBHBIE M CYOBEKTHUBHBIC JKAIOOBI: CHMOTOMBI HEPEIO3UPOBKH M
JICKOMIICHCALIUY, CHUXKEHHE pabOTOCIOCOOHOCTH U (PU3UYECKONW aKTHUBHOCTH, OCOOCHHO Yy >KEHIIMH,
YXYIIIEHUE OOIIEro COCTOSHUS 3J0POBBS, METabOIMYECKHE M CEpleYHO-COCYIHMCTHIE OCIOKHEHHUS,
Bkiouass Al. HoBele npenaparbl ¢ MOAM(DUIMPOBAHHBIM BBICBOOOXKACHHUEM THAPOKOPTU30HA** B
HEKOTOPOH CTENEeHW HMMUTHPYIOT LUPKAIHBI PHUTM CEKPELUH SHAOTeHHOro Koprtuszoia [25, 160].
[IpenapaTsl ¢ ABOWHBIM U MEJUIEHHBIM (OTCPOUYEHHBIM) BEICBOOOKIEHIEM MAKCUMAIIbHO MPUOIU3HIUCH K
sTomy [161].

Tax, rugpoKOpTU30H™* TBOIHOIO BHICBOOOXKIEHUS 0J1I00pEH /J1sl mpUMeHeHus B psae EBpomnelickux
ctpan ¢ koHna 2012 roga. [Ipenapar Beimyckaercs B 103ax 5 1 20 M ¥ COCTOUT U3 HAPYKHOU 0OOTIOUKH,
coJiepKaIie THAPOKOPTHU3OH** OBICTPOro BHICBOOOXKICHUS W BHYTPEHHETO s/Ipa C THAPOKOPTU30HOM **
3aMeJJIEHHOT0 BhICBOOOKAeHUs. [Ipenapar nmpuHuMaeTcsi ofHOKpaTHO yTpoMm [162].

CornacHo JaHHBIM KJIMHUYECKOIro HccienoBaHus 2 (asbl, nNpoduib KOpPTH30ja INPH IMpUEME
THIIPOKOPTH30HA™* MeIeHHOro BhICBOOOXKAeHUS (B HadambHOU mo3e 10 mr B 07.00 u 20 mr B 23.00 ¢
nanpHeume Tutpauueit) y nanuentoB ¢ BJIKH 6bu1 npubmken k ¢usmnonorndeckomy. bonee Toro, Ha
¢oHe maHHOW Tepamuu OTMEUEHO yMEHBIIEHHE MOTPEOHOCTH B CYTOYHOW J03€ THApOKOpTH30HA**. B
WCCIICIOBAaHHMH TTPeTiapaT Ha3HavalICs MalueHTaM B Kancynax mo 5, 10 wim 20 mr [160].

B 2019 roxy 3aBepimiaock MHOTOIIECHTPOBOE OTKPBITOE PaHJIOMU3HPOBAHHOE MCCIIeOBaHNE 3 (a3bl
naHHoro mpemnapata (BkiatoueHo 122 mammenta ¢ BJIKH, momydaBmiux rugpoKOpTU30H** MeaIeHHOTrO
BBICBOOOXKICHHSI WJIM CTaHIAPTHYIO TEPaNuio pa3audHbMU mpermaparamMu 'K B TeueHuwe 6 mecsieB).
[TpumeuaTenbHO, 4TO Ha oHE cTaHAApTHOM Tepanuu B 4,92% ciayuaeB pa3Buics AK, Toraa kak Ha ¢oHe
npreMa Ipenapara OTCPOYEHHOTO BBICBOOOXKIICHHS JaHHOE COCTOSIHHE HE Pa3BHIOCh HU y OJHOTO
naruenTa [163].

Opnako, 1mpemapathl € JBOHHBIM M MEJICHHBIM  BBICBOOOKICHHEM HE HMHUTHPYIOT
(GU3HONOTHYECKYIO MYJIbCUPYIOLIYI0 CEKpelHio KopTuzoija. HecMoTps Ha TO, 4YTO HUMEIOTCS
J0Ka3aTenbcTBa HEOONBIIOTO CHWXKEHHs AJl ¥ TIIIMKHPOBAHHOTO TEMOTJIOOMHA TpU TpUeMe
THIPOKOPTU30HA** NBOMHOrO BHICBOOOXKAEHUS [161], Takme pe3ynabTaThl, BOSMOXKHO, HE BCerjaa OymayT
BOCIIPOM3BOJMMEI y naniueHToB ¢ 1-HH.

Taxoke, Ha (apMaleBTUUECKOM pPBIHKE HEKOTOPBIX CTPaH JAOCTYNEH aHAJIOr NpPeAHHU30JI0HAa C
Moau(puIMpoBaHHBIM BbICBOOOXKIeHUEM. Ilpuem mnpemnapara pexkomenayercs B 22.00 (melictBue
HaunHaetcs npuoau3utenbHo B 03.00) [162]. TTo nanueimM Langenheim u coaBt. [164], Ha ¢oHe mpuema
aHaJiora MpeAHU30JI0Ha C MOJIU(ULIMPOBAHHBIM BbICBOOOKIEHHEM (110 CPAaBHEHUIO C MPEIHU30IOHOM™*)
OTMEYEHO YMEHBIICHNE YCTAJIOCTH U yIy4IllIeHUEe psaa oKa3aTesei KauecTBa )KU3HH.

Jns Toro, 4TroOBI MOJHOCTHIO OLEHHTH BO3MOXKHBIE TPEHMYILIECTBA TPENapaToB MEIJICHHOTO
BBICBOOOXKIEHHsI TOTPeOYyIOTCS AONOIHUTENbHbIE, PEANOYTUTEILHO JABOMHbBIE CleTble, UCCIE0BAHUS B
CPaBHEHUHU C TUIPOKOPTU30HOM** 1 #KOPTU30HOM.

7.3.3. Henpepblaﬂoe noakKoxHoe BBedeHUWe TJHIKOKOPTUKOMAOB nocpeacTtBoM
MHCYIMMHOBLIX NoMn

HenpepriBHoe 1/k BBenmeHwe ['K mocpencTBOM WHCYJIMHOBBIX TIOMIT JIydllle OOeCIeYrBaeT
NyJAbCUPYIOUMI W HUpKaaHbld putM [25, 165]. B OTKpHITOM mNEpeKpecTHOM HCCIEIOBAaHUU TaKOe
BBEJIEHUE HTUAPOKOPTU30HA®** acCOLMUPOBANIOCH C YIYYIIEHHEM KauyecTBa KH3HHU, CBA3aHHOIO CO
3nopoBbeM [165]. OmHako B Apyrom, ABOHHOM CJIEIIOM HCCICIOBAaHHMH HUKAKOTO BIMSHHS Ha KayeCTBO
KM3HH, CBA3aHHOTO CO 30POBbEM, OTMeUeHO He ObiIo [166]. JleueHune momrtoi 6ojiee TPYIOEMKO, YeM
TPaTUIIMOHHOE ¥ MOXKET OBITh MPEIOKEHO TOJIBKO MAIlMeHTaM, KOTOpbIe HE OTBEUYAIOT Ha TPAJUIIMOHHOE
nedenue. IlockoabKy IpU TakOM BBEJIEHUU H#TUAPOKOPTU30HA®** MOUTH MOJHOCTHIO UMUTHUPYETCS PUTM
HHJIOTEHHOT'0 KOPTH30J1a, B KayecTBE OMOXMMHUYECKOIO MapKepa ONTHMAJIbHOIO JO3MPOBAHUS MOKET
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ucroisp3oBarhes uccnenopanue ypoHss AKTIT B kpou [165]. s yBenudeHus JOKa3aTelbHOM 0a3bl
3pGEeKTUBHOCT M O€30IaCHOCTH pa3iIM4yHBIX CXeM 3amecTuTenbHOM Tepanuu 1-HH HeoOxonumbl
OoJIbIIIMEe, PAaHIOMU3UPOBAHHbBIC KIMHUYECKUE HccieqoBanus [167].

7.3.4. Apyrne nepcneKkTuBbI fie4YeHus

B nauane 3aboneBanusi OosnbmMHCTBO manueHToB 1-HH emne coxpassioT B pa3nuyHOM oObeme
SHIOTCHHYIO CEKpeluio KopTusona. [IpoleMOHCTpUpPOBAHO, YTO IS TAKUX MAIUCHTOB CTUMYIISIIUS
npenaparamu u3 ATX-rpynnsr AKTI [168] winu BBeaeHre HMMyHOAENpeccanTa #purykcumaba** [169]
MOKET BOCCTAaHOBHTb Ha OIpPEICICHHOE BpPEMs HHJOTEHHOE MPOMU3BOACTBO KopTH3oia. OmHako, B
HenaBHeM uccaenoBannu [170] HasHaueHWe KOMOMHAIMM STHX IPENapaTtoB ObLI0 HEA(PHEKTHBHBIM B
BOCCTAHOBJICHUH (DYHKIIMU KOPHI HAAMOYCUHUKOB. KpoMe Toro, HeoOX0IMMO YYUTHIBATh PUCK Pa3BUTHS
nmo6ouHbIX 3ddekroB #H#purykcumadba: OIIH, welTpornenus, WH(PY3UOHHBIE peakuuu (B TOM YHCIIE
(baTanbHBIE) U IpYTHE.

Kpome Toro, mist neuenust 1-HH MoryT npuMeHATbCS COBpEMEHHBbIE TEXHOJIOTHH pereHepaTUBHON
MEIMIMHBI. B 4YacTHOCTH, B JMTEpAaType OMNUCAH OJWH CJIydall YCIEIIHOW HaANOYEYHHUKOBOU
TpPaHCIUIAHTAIMKM OT MaTepu J0YEpH, a TAKXKE AUIOTPAHCIUIAHTAIMU KOMILIEKCOB HAMOUYCYHUK-TIOUKA U
HaJIOYCYHUK-TI0YKA-TIODKeyI04Has xkene3a [171].

Takxe, OrpOMHBIA MOTEHIMAN MPEACTABISET KIETOYHOW Tepamwus, MO3BOJSIONIas CTBOJIOBBIM
KJIETKaM TpaHCHOPMHUPOBATHCS B KICTKH C (PSHOTHUIIOM aJIpeHOKOPTHKAIBHBIX. boiee Toro,
nuddepeHIIMpOBaHHbIE CHEIUAIM3UPOBAaHHBIE KIETKU (Hampumep, GuOpoOIacTsl) TakkKe MOTYT
nproOperaTh PEHOTUN aAPEHOKOPTUKAIBHBIX (KaK HANPSIMYIO, TaK U 4epe3 CTaJHI0 TUTFOPHIIOTCHTHBIX
kietok). Ilpu sTom, B ciiyuae MOHOTEHHBIX HaciencTBeHHBIX ¢opm 1-HH Ha sTOoM sTame Takxke
paccMaTpuBaeTCs BO3MOXKHOCTh PEIAKTUPOBaHUS TeHOB. [IpW TpaHCIUIAaHTaMK KJIETOK, C IIEJBI0
MIPEIYNPERKACHUS OTTOPKEHUS, MpEeAsaraeTcs MPUMEHEHHE YCTPOMCTB AJ WHKAIMCYIALHUHU, KOTOpHIE
00J1a/IaI0T OTIMYHON OMocoBMecTUMOCThIO [171].

Heo0OxoauMo OTMETUTH, UTO B HACTOAIIEE BpeMsi BCe omucaHHble Metoibl jeueHus 1-HH we
BHEJIPCHBI B KIIMHUYECKYIO MTPAKTUKY; MTpoYas JOTIOTHUTEIbHAS HHPOPMAIIHS, BIUSIIONIAs HA UCXOJ TIPU
1-HH, otcyrcTByerT.

Kputepuu oueHKM KayecTBa MEAULIMHCKOW NOMOLUM
N Kpurepuu xauectpa Ouenka
BBITIOJTHEHHUS

(ma/uer)
BrimonHeHo wuccrieoBaHMe YpOBHEH KOPTH30la M aApEeHOKOPTUKOTpomHoro | [la/Het
rOpMOHa B KpPOBM YTPOM TMAIMEHTaM C KIMHUYECKUMH CHMIOTOMaMHU,
MOJJO3PUTEJILHBIMU HA HAITIOYEYHUKOBYIO HEJOCTATOYHOCTh
BrinonHeHo uccienoBanne ypoBHEH alibIOCTEpOHA M PEHHMHA B KPOBU yTpoM | [la/Her
MalMeHTaM C  KJIMHAYECKUMHM  CUMIITOMAaMH,  MOJO3PUTEIBHBIMUA  HA
HAJIMOYECYHUKOBYIO HEIOCTATOYHOCTD
Brimonmnena mpobGa ¢ JeKapCcTBEHHBIM TmpemapaTtoMm (mpu  orcyrcTBud | la/Het
MPOTHBOMOKA3aHNUI) TAIMEHTaM, Y KOTOPBIX PE3yJbTaThl J1abopaTOPHBIX
UCCleoBaHui (Mpu 3a00pe KPOBH YTPOM) HE COOTBETCTBYIOT CIIECAYIOIIUM
MOKa3aTessiM: YpoBeHb KopTu3oia MeHee 140 HMOmb/1, 2-KpaTHOE MPEBBILICHUE
BEpXHEr0 pedepeHCHOro 3HaueHUs aJPEeHOKOPTUKOTPOIHOTO TOPMOHA,
MOBBLIINICHUE YPOBHS pPEHWHA B KOMOWHAIMM C HHU3KOHOPMAJIBHBIM HIIH
CHIKEHHBIM YPOBHEM aJIbJJOCTEPOHA
BrimonHeHo  ompepeneHWe  ATHOJIOTMM  TIEPBUYHOM  HAJANMOYEYHUKOBOH | [la/HeT
HEJIOCTaTOYHOCTHU Yy MAllMEHTA C NOATBEPKIAECHHBIM TUAarHO30M
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[Ipumeuanwue.
Hywmeparus myHKTOB JaHa B COOTBETCTBUU C O(DUIIMATHHBIM TEKCTOM JOKYMEHTA.
5. BreimonmHeHO  Ha3HAvYeHHWE TepaluM  TIIOKOKOPTHKOWJAaMu  manueHty ¢ |Jda/mer
MOJITBEPKJICHHOM MEPBUYHON HAJIMOYEYHUKOBON HEJOCTATOYHOCTHIO
6. BrirmonnHeHO Ha3HAue€HHWE MHUHEPATOKOPTHUKOWIAHOW Tepamuu manueHty ¢ |/a/Her
IIEPBUYHOM HAAIIOYECYHUKOBOM HENOCTATOYHOCTBIO
7. BeimonHeHo  oOyyeHue  mamueHTa € TEPBUYHOM  HAJANMOYeyHUKOBOH | [la/Her

HEJIOCTATOYHOCTBIO PACIO3HABAHUIO IIPU3HAKOB HEAJCKBATHOM 3aMECTUTEIIBHOU
Tepanuu, CaMOCTOATEIbHOM KOPPEKLMHU JIEUEHUS B CTPECCOBBIX CUTYyalUsX U
IIPU HMHTEPKYPPEHTHBIX 3a00JICBaHHUAX, CAMOCTOSATEIILHOMY HapeHTEPaIbHOMY
BBEJICHUIO INIFOKOKOPTUKOUOB

8. BreimonmHeHna — pa3zpscHUTENBbHas Oecema ¢ MallMeHTOM ¢ mepBU4HOM | [la/HeT
HaJIIOYE€YHUKOBOU HEJOCTATOYHOCTHIO 0 HEO0OXOIUMOCTHU UMETh
UACHTUDUKAIMOHHYIO KapTO4YKy (MEAMIMHCKMN OpacieT WM KYJIOH) C
yKa3zaHHueM 3a00JIeBaHUsI 1 HEOOXOJAMMOCTH BBEICHHUSI TTIOKOKOPTUKOUIOB

9. BreimonmHeHna — pa3pscHUTENbHAas ~Oecema ¢ MalMeHTOM ¢ mepBHYHOM | [la/HeT
HaJIIIOYEYHUKOBOU HEJIOCTATOYHOCTHIO 0 HEO00XOIUMOCTHU UMETh
TIIFOKOKOPTUKOH/IBI B MHBEKIIMOHHOW (hopMe TSl UCTIOJIB30BaHUSI B YPTCHTHBIX
CUTYaLUSIX

10. |BeImomHeHa OIlGHKa KOMIICHCAIIMM HEIOCTaTOYHOCTH TIIFOKOKOPTUKOMIOB Y |[da/Her
ManueHTa ¢ IePBUYHON HAIMOUYEYHHUKOBOW HEJOCTATOYHOCTHIO MO KIMHUYECKUM
IIpU3HAKaM: H3MEHEHME Macchl Tejla M apTepUaJIbHOMY JaBJICHHUIO,
HAJIMYME/OTCYTCTBHE CI1a00CTH, CHMIITOMBI THIIEPKOPTUIIU3MA

11. |BeoImosHeHa OIEHKAa KOMIICHCAIIMH HEJIOCTATOYHOCTH MHHEPAIOKOPTUKOUIOB y | [da/HeT
ManueHTa ¢ NePBUYHON HAIMOUYEYHHUKOBOW HEJOCTATOUHOCTHIO MO0 KIMHUYECKUM
Mpu3HaKaM (TAra K COJEHOMY, OpTOCTaTHYeCKash TUIOTEH3Hs, OTEKH,
apTepualibHas TUIEPTEH3Us1) U pe3ylabTaTaM HCCIEeIOBAaHUS YPOBHEW HATpUs U
KaJIisi KPOBH

12. |BoimomHeHa — KOpPpEKIMs ~ 3aMECTUTENBHON  Tepamuu  HexoctatouHoctH | [a/Het
JIIOKOKOPTUKOUJOB Y TAIMEHTa C  TEePBUYHOM  HAJIMOYEYHHUKOBOU
HEJJOCTATOYHOCTBIO MTPU HAJIMYMHY TPU3HAKOB HEAI€KBATHON TEpanuu

13. |BoImomHeHa — KOPPEKIMsS  3aMECTUTEIIBHOM  Tepamuu  HEI0CTaTodHOCTH | [la/HeT
MUHEpPAJOKOPTUKOUIOB Yy TAlMEHTa ¢ T[EePBUYHOM  HAJIOYEYHUKOBOMU
HEJIOCTATOYHOCTHIO MTPU HAIMYWHU NTPU3HAKOB HEAJICKBATHON TEpariu
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[Ipunoxenne Al
CocTtaB paboyeu rpynnbl no pa3pabdboTke U NepecMoTpy KIMHUYECKUX peKoMeHAaauumn

PykoBoauTtenu:

Henos U.W., n.m.H., npodeccop, akanemuk PAH, Mockga, [Ipe3uaent Poccuiickoii accommaruu
3HJIOKPUHOJIOTOB.

Mokpseimesa H.I'., n.m.H., npodeccop, uneH-koppecnionaeHT PAH, Mocksa, unen Poccuiickoii
acCOLMALIMU SHIOKPHUHOJIOTOB.

Menbanuenko I'.A., n.M.H., npodeccop, akanemuk PAH, Mocksa, Buiie-pe3uaeHT Poccuiickoii
acCOUMALIMU SHIOKPHUHOJIOTOB.

ABTOpbI TEKCTa:

Tpomuna E.A., n.m.1H., mpodeccop, wien-koppecnonaentT PAH, Mockaa.

IOkuna ML.IO., k.m.H., Mockga.

Hypaimesa H.®., k.M.H., Mocksa.

KcnepTbl, NPUHMMaBLUME Yy4YacTMe B OOCYXAEHMM U 0OO0OpeHUN KIMHUYECKUX
peKkoMeHpaunn:

1. ®anees B.B., 1.m.H., npodeccop, wieH-koppecnonzieHT PAH, Mocksa.

2. benbuesuy JI.I'., 1.m.H., npodeccop, Mockaa.

3. ITnaronora H.M., g.m.H., Mockaa.

KoHn}uukT unTEpecoB:

ABTOPBI IEKIIAPUPYIOT OTCYTCTBUE KOH(MIMKTA HHTEPECOB.

[Ipunoxenne A2

MeTogonorusa pa3paboTKn KIIMHNYECKUX peKoMeHaauum

[{enmeBast ayAuTOpHs JAHHBIX KIMHUYECKUX PEKOMEHIAIUN:
1. Bpau-3HI0KPUHOJIOT;
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. Bpau-TepareBT;

. Bpay-TepareBT Y4aCTKOBBIN;

. Bpay-TepareBT YYaCTKOBBIN IIEXOBOTO BPaue€OHOTO y4acTKa;

. Bpad o0111e#i MpaKTUKK (CEMEHHBIN Bpay);

. Bpay 3JIpaBIyHKTA;

. Bpad CKOpOW MEAUIIMHCKON ITOMOIIIH;

. CTapIIMil Bpad cCTaHUUHU (OTIETIEHHUS) CKOPOM METUIIMHCKOM TTOMOIIIH;
. Bpay-aHEeCTE3U0JI0r-PEaHUMATOJIOT

10.
11.
12.
13.
14.

Bpad-aKylep-THHEKOJIOT;
Bpau-aKyllep-THHEKOJIOT 1IEXOBOT0 BpaueOHOr0 y4acTKa,
Bpad-XHpypr;
Bpay-11adeToJIorT;
Bpad-TCHETUK;

. Bpau-uH(EKIHOHUCT;
Bpad-KapaHoJIor;
Bpad-pTU3naTp;
Bpau-(TU3HATP YUACTKOBBIN;
Bpau-3HI0CKOIUCT,
Bpay-OHKOJIOT.

Tabmuma A2.1. Illkama orneHKH YpoBHEW IocToBepHOCTH mokaszarensbcTB (Y/J) mms meromos
JMArHOCTHKH (JMarHOCTHYECKUX BMEIIATEIBCTB)

YA PacimmgpoBka

1 Cucremaruueckue 0030pbl MCCIEJOBAHUN C KOHTPOJIEM pe(EepeHCHbIM METOJOM WU
CUCTEMATUYECKUN 0030p PaHIOMHM3UPOBAHHBIX KIMHUYECKUX MCCIENOBAHUN C NMPUMEHEHHUEM
MeTaaHaJIn3a

2 OTnenbHBIE HCCIENOBAHUS C KOHTPOJEM pedepeHCHBIM METOAOM WIIHM  OTHENbHBIC
pPaHIOMHU3UPOBAHHBIE KJIMHUYECKHE HCCIIEAOBAHUS U CUCTEMaTHYECKUEe 0030pbl UCCIIEAOBAHUIM
a000ro nu3aifHa, 3a HUCKIIOYEHHEM paHAOMHU3MPOBAHHBIX KIMHUYECKHX HCCIEIOBAaHUM, C
IPUMEHEHUEM METaaHAIN3a

3 HccnenoBanus 6e3 mociae10BaTENBHOTO KOHTPOJI Pe(PEPEHCHBIM METO0OM WIIN UCCIIEI0BAHUS C
pedepeHCHbBIM METO/A0M, He SIBISIOUIMMCS HE3aBHUCHUMBIM OT HCCIEIyeMOTro MeToJa WIH
HEPaHJOMHM3UPOBAHHBIE CPABHUTEJIbHBIE HCCIIEI0OBAHUS, B TOM YHCJIE KOTOPTHBIE UCCIIEI0BAaHUS

4 HecpaBHuTenbHbIe HccieI0BaHMS], ONMCAHHE KIIMHUYECKOTO Ciyvast

5 Hmeercs numb 000CHOBaHME MEXaHU3Ma JICHCTBUS WM MHEHHUE SKCIIEPTOB

Tabmuna A2.2. Illkana oneHKH YpoBHEH IOCTOBepHOCTH nokazarensbcTB (Y/J) ams meromos
npoUIakTUKK, JiedeHHss U peadbunutanuu (MpOPUIAKTUUECKUX, JEYeOHbIX, pPEeadMINTAlMOHHBIX

BMEILIATEJIbCTB)

YA PacmmdpoBka

1 Cucrematnuecknii 0630p PKH ¢ npuMmeHenrneM MeTaananmsa

2 Otnenpapie PKM u  cucremarmdeckue 0030pbl  HMCCIENOBaHMM JIIOOOTO 1W3aiiHa, 3a
uckimouennem PKH, ¢ npuMeneHnem metaananusa

3 Hepangomu3npoBaHHbIE CPaBHUTEILHBIE UCCIICIOBAHNUS, B T.4. KOTOPTHBIC UCCIICTOBAHMS

4 HecpaBHutenbHblE WCCIIEIOBAaHUS, OMWCAHWE KIWHUYECKOTO CIIydas WA CEPUU CIy4aes,
MCCJIEIOBAHMSI "CIIy4ali-KOHTPOJIb"

5 Nmeercs nmmb 00OCHOBaHWME MEXaHW3Ma JEHCTBHUS BMEIIATEIbCTBA  (TOKIWHUYECKUE

I/ICCJ'ICIlOBaHI/ISI) HJIM MHCHUC DKCIICPTOB
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Tabmuna A2.3. Illkana omeHku ypoBHeH yoOemuTenbHOCTH pekoMenparuii (YYP) miast metonos
npoGMIAKTUKY, IMArHOCTHKH, JICUEHUs MU peadbuiaurtauuu (MpoduiIakTUYECKUX, IMArHOCTHYECKHX,
Je4eOHbIX, peabMINTAIMOHHBIX BMEIIATEIbCTB)

YVYP Pacmmdposka

A CunbHas pekoMeHaanus (Bce paccMaTpuBaeMbie KpUTepuH 3)(HEeKTHBHOCTH (MCXO/IbI) SBISIOTCS
BaXHBIMM, BCE HCCIIEJJOBAHUS MMEIOT BBICOKOE WM YAOBJIETBOPUTEILHOE METO0JIOIMYECKOe
KaueCTBO, UX BBIBOJIbI 10 MHTEPECYIOIIUM HCXO01aM SIBJISIFOTCS] COINIACOBAHHBIMU )

B VYcinoBHas pexoMmeHaanus (HE Bce paccMaTpuBaeMble KpUTEepUH S(P(GEKTUBHOCTH (MCXOMIbI)
SBJIAIOTCSI BaXXHBIMHU, HE BCE MCCIEAOBAHUA HUMEIOT BBICOKOE WM YIOBIETBOPUTEIBHOE
METO0JIOIMYECKOe KAaueCTBO W/WIIM UX BBIBOJBI 10 MHTEPECYIOIIUM MCXOJaM HE SBISIOTCA
COTJIACOBAHHBIMHU)

C Cnabass pexkoMeHjauus (OTCYTCTBHE  JOKA3aTeJIbCTB  HaJJIeXKallero kadecrBa  (Bce
paccMaTpuBaemMble  KpUTepuu 3(PPEeKTHUBHOCTH (UCXOnbI) SABISIOTCS HEBAKHBIMH, BCE
HCCIIEIOBaHUsI UMEIOT HU3KOE METO/0JIONMYECKOE KaueCTBO U MX BBIBOJBI 10 MHTEPECYIOLIUM
HCX0/1aM He SIBJISIIOTCSI COIIAaCOBAHHBIMHU)

Mopsapok OGHOBMEHUS KITMHUYEeCKUX peKoOMeHaauumn

Mexanu3M OOHOBJIICHHS KIMHUYCCKUX PEKOMCEHIAIMKM MPEeIyCMAaTPUBAET HMX CHCTEMATHYCCKYIO
AKTyaJIn3allui0 — HE PCKE YCM OIHH pa3 B TPpU IroJid, a TaAKKC IIPU MOABJIICHUHU HOBLIX JAaHHBIX C IO3ULIUA
[[OKa?;aTeJII)HOﬁ MCIOUIIUHBI 110 BOHpOC&M JAUAarHOoCTUKH, JICUCHUA, HpO(bI/IJIaKTI/IKI/I n pea6I/IJII/ITaIII/II/I
KOHKPETHBIX 3360HeBaHHfI, HaJIM4YUun 06OCHOB8.HHLIX ,I[OHOJ'IHGHHFI/S&MC‘I&HI/IFI K paHCC YTBCPKIACHHBIM
KP, Ho He yame 1 paza B 6 MecsIIeB.

[Tpunoxenue A3
CnpaBquble MaTepuanbl, BKnr4yasa coorBeTtcTtBmne NnoKa3aHuwm K NMPUMEHEeHNIo n
I'IpOTVIBOHOKa3aHVII71, cnocoboB npuMeHeHnAa n 403 NNeKapCTBeHHbLIX npenapaTtos,

WHCTPYKLUM MO NPUMEHeHUIo NeKapCTBEHHOro npenapara

AKTyalnbHble HHCTPYKIIMH K JICKAPCTBEHHBIM IMpernaparaM, YIOMUHAEMbIM B JaHHBIX KIMHUYECKUX
pPEKOMEHIAIUSIX, MOKHO HAaWTH Ha caite http://grls.rosminzdrav.ru.

1. HNHcTpykuu 110 MPUMEHEHUIO T'HJIPOKOPTH30HA™*
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=cle77d64-929d-43b9-bd72-
ef9blbe5ff72&t=; http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5d9fe173-3760-410d-
a134-8f95191f133d&t=; http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=fbcbdf31-9c97-
4650-8356-e8fc336729a3&t=.

2. NHcTpykuns o MIPUMEHECHHIO #KOpTU30HA

http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0520e9e1-c416-4083-bd98-
78a453141c12&t=.

3. WHcTpykunn 1o IIPUMEHEHHUIO #npenuuzonona**
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0bae57ed-f795-4cab-ba98-
Oefa3lcdacOb&t=;  http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-
ad5a-7171d992c66a&t=.

4. WucTpykuun 1o MIPUMEHEHHIO neKcameTazoHa™*
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-
98d2dba6d6f8&t=;  http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=e5a54a56-22c9-4336-
8e19-2e521f8a29cd&t=.

5. WncTtpykuus o MIPUMEHEHHUIO #bnyapoxkopTuzona**
https://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=12b63a34-d085-4f85-bd99-14a9f47b969c.
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6. WHcTpykuus 1o IPUMEHEHHUIO #rmokarona**
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5b735c6¢-6854-4f5b-81fd-cdffbOeaa2c7 &t=.

7. WHcTpykuus 1O HPUMEHEHHMIO H#UHCYJIMHA PACTBOPUMOIO  [4EJIOBEYECKOI'O  I'E€HHO-
uHKeHepHoro|** http://grls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=992ee31f-d426-48e1-b9ch-
2e4chd7b02fc&t=.

8. Ilopsamox okazaHMd MEIUIMHCKON TOMOIIM B3pPOCIOMY HACEICHHIO 10 MPOUIIIO
"sunokpunonorus” (Ilpukas MunucrepcrBa 3apaBooxpanenus P® or 12 HosOps 2012 r. N 899mH)
https://base.garant.ru/70293326/.

9. HomenkiaTypa AOJDKHOCTEH MEAMIMHCKUX PAaOOTHUKOB W (papMaleBTUYECKUX PaOOTHHUKOB
(ITpukaz ~ MunsgpaBa  Poccum ot 20.12.2012 N 1183u  (pex. ot  01.08.2014))
https://legalacts.ru/doc/prikaz-minzdrava-rossii-ot-20122012-n-1183n/.

10. Homenknarypa menuuuHckux yciayr (Ilpukas MwunzapaBa Poccum ot 13.10.2017 N 804n)
https://minjust.consultant.ru/documents/37309?items=1&page=1.

[Ipunoxenne b

Anroputmbl fencTBUM Bpaya

MaymeHTC HeoﬁbﬂCHMIY\bIMM APYrom NnatonorMen CUMNToOMamMm, Mo A0 3PUTEIbHbIMU
OTHOCWUTENbHO HaNM4YUA NEPBUYHOMN HaANOYEYHUKOBOM HEAOCTaTOYHOCTY

OvddeperumanbHan
HeT MarHos
AuarHocTUKa C gpyrumm A NabopaTopHan
< NoOATBEPHAEH? <
3aboneBaHmnamm s AnarHocTuka
aa
oz YToyHeHue O6yueHune HaszHauyeHue
AYyTOMMMYHHbIN b i
3TUONOTUU nauveHTa i
. L 3amecTUTe/IbHO M Tepanumu
Obcnepgosanue (exerogHoe)
Ha NpeaMeT Hanuumua Apyroi HabnawoaeHue, Tepanua
ayTOMMMYHHO W NaToOTMMK KOppeKUuua Tepanuu no aaMCOHWYECKOTO KpU3a B
rnokasaHuam cnyyae ero pa3suTuA
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[Ipunoxenue B
UHdopmauma ana naumeHTa

HannoueyHuk — 3TO mapHbI OpraH, CHHTE3UPYIOIIMA TOpMOHBL: IitokokopTukouasl (I'K),
MuHepaiokoptukoubl (MK), HaamoueunukoBbie anaporenbl U katexojgamuubl. 'K u MK BeimonHsOT
HanOonee JKU3HEHHO BaXKHbIE (DYHKIMHU: BBDKMBAHHE OpTaHU3Ma B CTPECCOBBIX CHTyalUsAX |
HoJIep>)KaHUEe HOPMAJIBHOI'O YPOBHSI HATpHsl, Kajus, BOXbl, apTrepuanbHoro nasineHus (AJl). Ilpu
IIEPBUYHON  HaJAllO4eyHUKOBOW HexocratouHoctu (1-HH) cuHTe3 ropMoHOB HaaIOYEYHHUKOB
Hapywmaerca. B OonpIIMHCTBE cilyyaeB NPUYMHOM 3a00s€BaHus SABISETCS pa3pylleHue HaIlOYSUHUKOB
BCJIE/ICTBUE ayTOMMMYHHOI'O NOpakeHUsl (Ipu HapylleHUH paboThl HMMYHHOM cuctemsl), koraa 1-HH
MOYKET COYETaThCs C APYrod ayTOMMMYHHOMW marojorueil. PaznmuuaroT xpoHuueckyro u octpyro 1-HH.
Octpas 1-HH, win apmuconnyeckuit kpu3 (AK), sBisercs KpUTHUUECKUM COCTOSHUEM, IPU KOTOPOM
CHUMIITOMBI 3a00JIeBaHMs BbIPaXXEHBl B 3HauuTeNbHOU creneHH. AK MOXeT NpHUBECTH K JIETAIbHOMY
ucxony!

ITpu noaTBEp)KACHHOM AuarHo3e Bpad Ha3HauyaeT npenaparsl ['K u MK u onpeznenser no3y, pexxum
U KpaTHOCTh npueMa. VHAMBHUIyanbHBIN MOJ00P TEparuu MPOBOAUTCS HA OCHOBAaHUHM WH(pOpPMAIUU O
Bamiem camouyBcTBUM B TeueHHe JHS, oKazaTessix A/l, nuHamuke Beca, HIOTPEOHOCTH B COJICHOW IUILE,
HaJIMYUU OTEKOB, TOJIOBOKPYKEHUS IPU PE3KOM U3MEHEHHUH MTOJI0KEHUS Tea.

Bpau Bam pa3bsicHUT 0COOEHHOCTH caMOCTOSTENbHON KOPPEKLINH JICYEHUS! Ha HEMPOI0JKUTEIbHOE
BpeMs TP  OMNPEACICHHBIX  OOCTOATENBCTBAX:  HMH(M)EKIMOHHBIX  3a00JEeBaHUAX,  TpaBMax,
JMAarHOCTHYECKUX Ipoueaypax c 1ensto npopunaktuku AK. Kpome toro, Bpau o6yuutr Bac u Bamunx
ONMM3KMX OKa3aHWIO TepBOM momomm mpu pasButud  AK: He3aMeaIuTeIbHOMY  BBEICHHIO
JIEKapCTBEHHOT'O CpeJICTBA (BHYTPUMBIIIEYHO) A0 NpHUe3aa Opuraisl CKOpoH METUIMHCKON MOMOIIH.
Heobxomumo, utoOsl y Bac Bcerma npu cebe ObUTH 3TH MEIUKAMEHTBI, a TaKXKe HUICHTH(PUKAITMOHHAS
KapTouka (Opaciier win KyioH) ¢ uHpopmanueit o Hannuuu 1-HH u nepBoii momomnm B ciyyae pa3BUTHS
AK.

Panmon nuranus nanuentos ¢ 1-HH nomken cooTBeTcTBOBATh pallMOHy MUTAHUS 3I0POBBIX JIFOAEH
(cOanmaHcHpOBaHHOMY 1O KaJOPUMHOCTH U COAEPKAHMIO OCHOBHBIX IHMTATEIbHBIX BEIIECTB).
PexomeHyeTcst He orpaHMYMBATh MOTpedIeHHE COU (OCOOEHHO B YKapKoe BpeMs Iojia) U UCKIIOUUTh U3
ynoTpeOaeHus JIaKpUIly U rpeinpyToBbIN COK.

B cinydae anexkBaTHOM Tepanuy JONOJHUTEIBHBIX OIPAaHUYEHHWH B OTHOIICHHWH 3aHATUI CIOPTOM,
KOCMETOJIOTUYECKMX U O3/I0pPOBUTENIbHBIX MPOLENYp, CBA3aHHbIX ¢ HamuuueM 1-HH, ner. HaOnronenue
Bpaya-3HAOKPUHOJIOTA SBIISETCS 00s13aTeIbHBIM JUIs Beex nanuenTos ¢ 1-HH.
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KnuHuyeckne pekomengaunm — NepBuyHas HaanoyYeyHUKoBasi He[ocTaToqHOCTb — 2025-2026-2027 (22.04.2025) — YTBepxaeHbl MuH3gpaBom
P®

ITpunoxxenne I'l-I'N

LUkanb!l oueHkKw, BONMPOCHUKU N Aapyrue oleHoO4YHbleé MHCTPYMEHTbl COCTOAHUA NaluueHTa,
npuBeaeHHbIe B KITMHN4YeCKUX peKomMeHaaumnax

He npengycmoTtpeno.

Hogele, uznannsie B 2020-2025 rr. u opunuansHo yTBepkIEHHBIE Mun3apasom PO,
KIIMHUYCCKUC PCKOMCH AN (pYKOBOI[CTBa, IIPOTOKOJIbI J'Ie‘{eHI/Iﬂ) — Ha HAIIIEM CaiiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecau rae-To keM-To JaHHBIN TOKYMEHT OBLI paHee paciieyaTaH, JaHHOe n3oopakenne QR-koma
MIOMOJKET BaM OBICTPO MEPENTH MO CChUTKE ¢ OYMa)KHOM KONUHU — B HEM HAXOJUTCS 3Ta CChUIKA.
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