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Cnmcok cokpameHui
1-HH — nepBu4Has HaAlOYEYHUKOBAsI HEJOCTATOYHOCTh
2-HH — BTOpHuHas HaIOYEUYHUKOBAs HEAOCTATOUHOCTh
A — anbiocTEpOH
AT — aprepuanbHas TUIIEPTEH3US
AJl — apTepuanbHOE AaBJICHHUE
A3IIK — ayroumMmmMyHHOE 3a00JI€BaHKE IUTOBUTHOM JKEJIe3bI
AWN3 — ayroummyHHOE 3a00s1€BaHNE
AK — agarcoHnueckuil Kpus
AKTI" — agpeHOKOPTUKOTPOIHBI TOPMOH
AJIJl — anpenoneikoaucTpopus
AHH — ayrouMMyHHas1 Ha\lIO4EYHUKOBAsI HEAOCTATOYHOCTh
AIIC — ayTOMMMYyHHBIN HOJUTTIAHAYJISPHBIA CHHAPOM
AIIC1 — ayTOMMMYHHBIH NOJUTIaHIYISIpHBINA CUHApOM 1 Tumna
AIIC2 — ayTOMMMYHHBIN MOMUTIAHTYASPHBIA CHHAPOM 2 THUIIA
ATIIC3 — ayTOMMMYHHBIH MOJTUTIAHTYISIPHBIA CHHIPOM 3 THIIA
AIIC4 — ayTOMMMYHHBIN ONMUTIIAHTYASPHBIA CUHIPOM 4 THIla
AT — aHTHTENA
B/B — BHYTPHUBEHHOE
B/M — BHYTPUMBILIEYHOE
BJIKH — BpoxneHHast 1ucyHKIUs KOPbl HAAIOYEYHUKOB
BUY — Bupyc uMmmyHoneunnra yeaoBexa
ITHC — runotanamo-runodusapHas HaAMOYEYHUKOBAs cUCTEMa
I'K — rarokoKopTHKON b
JAI'DA — neruposnuanapocTepoH
JNI'DA-C — neruaposnuaHapoCcTepoH-CyIbdaT
JLDKK — nnmHHOLENIOYEYHBIE )KUPHBIE KMCIIOTHI
XKKT — xenmy104HO-KUIIEYHBIN TPaKT
NTT — nHCYNMHOTONEPAHTHBIN TECT
KCI' — kopTu305-CcBS3bIBAIOLINI TI100YIMH
KCK — KOXHO-CIIM3UCTBIN KaHIU103
KT — xomMmbroTepHas Tomorpadpus
MAC — MHO>X€CTBEHHBIN ayTOUMMYHHbBIN CHHIPOM

MK-— MuHepanoKOpTUKOHNIbI



HH — manmoyeuHukoBas HEJOCTATOYHOCTD

OJIH — octpas apixarenbHasi HEI0CTaTOUHOCTh

OHH — ocTpas HaanoyeYHUKOBas HEIOCTATOYHOCTh

OIIH — ocTpas noueyHasi HEJOCTATOYHOCTh

OCH — octpas cepiieuHasi HeIOCTaATOYHOCTh

[TAIl — nonuayrouMMyHONaTHs

/K — TOAKOXHOE

P — penun

CJ] — caxapublii TuadbeT

CI1 — caxapwusrii quaber 1 Tuna

CK® — ckopocTh KIIyOOUKOBOM (DMITBTpALIUN

TTI' — TUpeOoTpONHBIN TOPMOH

Y/I — ypoBeHb N1OCTOBEPHOCTH J10OKA3aTEIBLCTB

VYVYP — ypoBeHb yOeIuTeIbHOCTH PEKOMEHIAlIUi

XHH — xponunydeckast HaJIIOY€YHUKOBAsI HEAOCTATOYHOCTh

5AN3 — SHAOKPUHHOE ayTOUMMYHHOE 3a00JIeBaHIE

CTLA-4 — nurotokcuueckuii cBsi3anHbii ¢ T-mumdonurom 6erok 4

CYP — nuroxpowm P

CYP11Al — depmeHT oTmIeIUICHUS OOKOBOM TIETIH

CYP21A2 — depment 21-ruapokcunasza

HRQoL — ankera «KauecTBo KU3HHU, CBSI3aHHOE CO 3JJOPOBHEMY

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

LADA — naTeHTHBIH ayTOMMMYHHBIH a0eT B3pOCIBIX

LC-MS/MS — xuaxoctHast Xxpomarorpadusi/ TaHAEMHas Macc-CIIeKTPOMETPHSI

P450c21 — depmenT 21-runpokcunasza

PD1 — penentop (0esok) mporpaMMHpOBaHHON CMEPTH

PD-L1 — nurana perentopa nporpaMMUpOBaHHON CMEPTH

QR-xox — ko Quick Response

t — Temmeparypa



TepMuHbI U onpeaeIeHUs

21-runpokcuiasa (P450c21, CYP21A2) — hepMeHT HaAOYCUHUKOBOIO CTEPOUIOTeHE3A.
Anturena (AT) K naHHOMY (QEpMEHTY SBISIIOTCS CHEUU(PUUECKUMH HMMYHOJIOTHYECKUMU
MapKepaMy ayTOMMMYHHOH (pOpMBI IepBHYHON HAIOYEUHUKOBON HEIOCTATOYHOCTH.

Annuconndeckuid (Haamo4euHukoBwli) Kpu3 (AK; ocTpblii THIOKOPTHIIUM3M; OCTpas
HaJmmoyeyHnkoBass  HexocrarouHocts  (OHH)) —  sku3Heyrpoxkaromiee — OCIOKHECHHE
Ha/MoyeyHukoBoi HexpocrarouHoctd (HH), Bo3HuKaromee npu HECOOTBETCTBUM YPOBHS
KOPTHU30J1a YBEJIMYCHHOM MOTPEOHOCTH B HEM.

Anpenokopruxkorponsbiii  ropmMoH (AKTI) — TrOpMOH, KOTOpBIH CHHTE3UpYETCA
aIpeHOKOPTUKOTpO(aMu TUnodus3a U CTUMYIUPYET CUHTE3 ITIFOKOKOPTHKOUIOB M aHJPOTEHOB
KOPbI HAaJATIOYEYHHUKOB.

AyTouMMYyHHBIN NOAUTrIaH Ay IapHbIA cuHApoM (AIIC) — ayrouMMyHHOE ITOpaXeHue 2X U
Oosee PHIOKPUHHBIX XKeme3. VckioueHneM ayTOMMMYHHBIA MOJIUTIaHAYJISpHBIA CUHIpOM 1
tuna (AIIC1), quaruo3 KOToOporo MoXeT ObITh HOATBEPIKACH U IPH HATMYUU 1TO SHIOKPUHHOTO
ayTOUMMYHHOro 3aboneBanus (3AN3), npu ycinoBuu nubo BeissBIeHUs MyTtanuu AIRE, nmu6o
COYETaHUs] C  KOXHO-CIM3UCTBIM  KAaHJIUJO30M), KOTOpPOE MOXET  COIPOBOXKAATHCS
HEOH/IOKPUHHBIMU ayTOMMMYHHBIMU 3a00seBanusiMu (AN3).

Bropuunas HagnmouedHHKOBass HeIOCTaTOYHOCTH (2-HH) — 3aboneBanne runodusa mim
rUIoTajJamMyca paszjIM4yHOro TIeHe3a, XapaKTepU3YIoIleecss HEeCIOCOOHOCThIO IPOM3BECTU
nocratouHoe konndecTso ['K n anaporeHos.

I'moxoxopTtukonapl (I'K) — ropMoHsl, KOTOpbIE CHHTE3UPYIOTCS TyYKOBOM 30HON KOPBI
HAAMOYEUHUKOB M 00€CIIeunBalOT aJalTallui0 OpraHu3Ma K CTPECCOBBIM (haKTOpaM OKpYyKarolien
cpenpl. OcHoBHbIM 'K sBiIsIETCS KOPTH30UI.

KopkoBoe BemiecTBO (Kopa) HaJMoO4YeyHHKa — HapyXHas 4YacTb HaJAlOYEYHUKA,
pacrnojararpomascs HajJ €ro MO3rOBbIM (BHYTPEHHHMM) ClIOeM, KoTopas auddepeHuupyercs u3
MHTEPPEHAIOBOM TKAHU U COCTOMUT U3 TPEX 30H: KIIyOOUKOBasi, My4yKOBasi U ceTyaTasl.

Musnepanokoptukouabl (MK) — ropMOHBI, KOTOpbIE CUHTE3UPYIOTCS KITyOOUKOBON 30HOM
KOpbl HAJIMOYEUHUKOB U OOECHEeUMBAIOT pETYJSLHMIO BOJHO-JIEKTPOJIUTHOTO OOMEHa H
cucteMHoro aprepuanbHoro aasneHus (AJl). OcuoBubiM MK sBnsiercs anbnoctepo (A).

MHosxecTBeHHbII ayrouMMyHHBIH cuHIpoM (MAC) — couetanue Tpex u 6onee A3 (ne
00513aTeIbHO YHIOKPHHHBIX).

Hannoueunuk — napHasi kesnie3a BHyTpEHHEH CeKpelny, pacloyioskeHHast B 3a0pIOIIMHHOM

MMPOCTPAHCTBE HAJl BEPXHUM IMOJIFOCOM IMOYKH M COCTOAIIAad U3 MO3IroBOro 1 KOPKOBOI'0 BCIICCTBA.



HaanouyeuHnkoBbIe aHIPOTEHBI — MOJIOBBIE TOPMOHBI, KOTOPbIE CUHTE3UPYIOTCSI CETUATOM
30HOW KOpBI HAAMOYEYHHKOB. K OCHOBHBIM HAJIOYEYHHKOBHIM aHIPOTE€HAM OTHOCSTCS
nerugposnuanapocrepon (DA, koropeiii mepen  cekpeuued  cyiabpaTHpyeTcs 10
neruaposnuanapoctepon-cynbdata (JII'IA-C)) u aHapoCTeHIMOH.

[TepBuuHast HaamoveuHuKoBass HempoctaTouHocTh (1-HH, mepBHYHBIA TMIIOKOPTHIM3M,
Bonesnb Anymucona) — 3abosieBaHHME HAJIOYCYHUKA PA3IMYHOTO T€HE3a, XapaKTEepU3YHoIIeecs
HECIIOCOOHOCTBIO ITpou3BecTu AoctaTouHoe konuuecTBo 'K, MK u annporeHos.

[TommayroummyHnomnatus (ITAIT) — coueranue nByx A3 (He 0053aTeIbHO SHTOKPHUHHBIX ).

Pennn (P) — depmeHT (AEHCTBYIOIIMA Kak TOPMOH), KOTOPBI CHHTE3UPYETCS
IOKCTarJOMepyJISIpHBIMH KJIETKaMH TIOYEK U KaTalu3upyeT oOpazoBaHue anruoreHsuna l. B cBoro
ouepe]lb, aHTHOTEH3UH | mpeBpalaercsa B aHruoTeH3uH |1, KoTopslil cTUMYUpYET cUHTE3 A.

XpoHudeckas HaanmodyeuyHukoBasi HegocrarouHocTh (XHH) — HH BHe oboctpenus. [Ipu
YBEJIMUYEHUH MOTPeOHOCTH B KOpTH30Jie Ha ¢oHe orcyTcTBus jeuenus XHH unm HeagexkBaTHOIM

KOPPEKLIMU 3aMECTUTENbHOM Tepanuu MoxeT nepeiitu B8 OHH.



1. KpaTkas nagopmManus no 3a00J1eBAHNI0 UM COCTOSTHMIO (rpynime

3a00J1eBaHUIl UM COCTOSIHUIA)

1.1 Onpeaejaenne 3a00j€BaHUsl WM _COCTOSIHUS _(Tpynnbl__3a00JIeBAHUI WU

COCTOSIHM)

1-HH - 1mxkenoe  KusHeyrpoxatomiee  3a00JieBaHUE,  XapaKTepU3YIOILIEecs

HECIOCOOHOCTBIO KOPBI HAANOYEYHHMKOB Ipou3BecTu jpocratoyHoe koauuectBo I'K, MK u
anaporeHoB. 1-HH BnepBbie onucana TomacoM AnJIMCOHOM M MOATOMY Ha3blBaeTcsi boiie3Hbro

Annucona [1].

1.2 ITHOJOrU ¥ NATOreHes 3a00J1eBaHUs WJIH COCTOSAHUSA (rpynnbl 3200J1eBaHNHA HIH

COCTOSTHMI)

HaubGonee pacnpoctpanennas mnpuumHa 1-HH — ayrommmynnas (6omee 90 %).

CrienuuueckuMi  MMMYHOJIOTUYECKIMHA MapKepaMH ayTOMMMYHHOW JECTPYKIHMU KOPBI
HAAMOYeuHUKOB sBIsitoTCE AT K (epMEeHTYy HaAMOUYEYHHKOBOIO CTepouaorenesa 21-
ruapokcuiaze (P450c21). Ayroummynnas 1-HH moxer ObITh H30JMpPOBaHHOW (TO €CTh HE
couerarbesi ¢ Apyrumu 3AN3) win sBistees kommnoneHToM AIIC 1, 2 wiu 4 tunos [1,2] (Tabm.
1). ATIC moxer ObiTh B coctaBe kak [TAII [3], Tak u MAC [4].

Tabnuua 1. OcHOBHBIE SHIOKPUHHBIE AyTOUMMYHHbIE 3a00J€BaHUs, BXOIAIINE B COCTaB

ATIC (moougpuyuposano asmopamu).

AIIC1 AIIC2 AIIC3 AIIC4
(myrarust rena AIRE)
o 1-HH* o1-HH e ASIIK e1-HH

¢ ['unomnaparupeos* e ALK w/vma | + apyrue SAU3"N |+ apyrme HSANU3N

(+/- KCK* opyeue | CJI1/LADA[6,7] |xpome: 1-HH [8] KpoMe: A3IIDK,

9AHU3") [5] +/- npyrue > AU3" CH1/LADA [9]
Cokpamennsa: KCK — xkoxHo-cnusucetelii  kanaunos; A3IDK — ayronMMmyHHBIE

3a0oneBanus mUTOBUAHON xkene3bl; CJ1 — caxapusiii nuaber 1 tuma; LADA — nateHTHBIM
AyTOMMMYHHBIH JTHa0eT B3POCIBIX.

* HIaTOrHOMOHHWYHBIE 3a00J1€BaHUsl, TeHEeTpaHTHOCTh MeHee 100%.

" npyrue >AN3: runeproHagoTPONHBIA TUIOTOHAAN3M, THIIOGU3UT, Goe3Hb Xuparta.

ITo mepe nosiBneHust HOBbIX KoMrioHeHTOB pu AIIC3 u AIIC4, nuarHo3 MoxeT ObITh
nepeknaccupunmpoan B AIIC2 (manpumep, npu nossiennn y naruenta ¢ AIIC4 A3IDK wmm ¢
ATIIC3 HH) [10]. Takum o6pa3om, mockosbky juist AIIC2, ATIC3 u ATIC4 xapakTepHbI ¢IUHBIH
naToreHe3 3a00JieBaHUs, TOIUTEHHBINA TUT HacleqoBanus, Manudecranus AU3, B O0IbIIMHCTBE
CJIyyaeB, BO B3pOCIIOM BO3pacTe, 110 HallleMy MHEHHIO, L1e1eCO00pa3HO BBIJACIATh €IUHBIA THII

AIIC (AIIC2 nnu AIIC B3pocnbix). HekoTopeie skcnepThl pa3aensioT JaHHyko nosunuio [11], Ho

8



B TOXE BpeMsI OOJIBIIIMHCTBO CIICIIUAIMCTOB BCE JKE TIOJIh3YETCs paCIIUPEHHON Kaccu(UKaIue,
B CBSI3M C YEM, BKHO UCKIIFOUUTH PA3HOUYTCHUS U ONPEACTUTh CIUHBIC KPUTEPHUH IS BCEX.

K npyrum npuuunam 1-HH (tabm. 2) oTHOCSTCS MHPEKIIMOHHBIC 3a001eBaHus (HAIpHUMeD,
TyOepKyJe3), pa3IMyHble HACIEJACTBEHHBIC I1aTOJOTHH, KOTOpPhIe B OOJBIIUHCTBE CIy4acB
JIMarHOCTUPYIOT B IETCKOM BO3PAaCTe, TOTAIbHAS aApEHATIIKTOMUS, METACTATHUECKOE TIOPAKEHHE
u siuMmpoma HaamouedHukoB [12-14]. Kpome Toro, BCiIeACTBHE YBEINYCHUS YHCIA XPOHHUECKUX
TSDKEJIBIX TAIMEHTOB, TPEOYIOMIMX MHOTOKPATHBIX U MHOTOKOMITOHEHTHBIX MEIMKAMEHTO3HBIX
METOZIOB  JICYCHUS, BO3pACcTacT BIMSHUE JONMOJHUTEIBHBIX  STPOTEHHBIX  (DAKTOPOB:
KPOBOM3JIMSHUE B HA/IMOYCUYHUKHU TIPU JICUCHUH IPOTHBOCBEPTHIBAIOIIMMH CPEIICTBAMH, OJIOKa1a
CHUHTE3a KOPTH30Ja HEKOTOPBIMH HMHTHOMTOpAMU apoMarasbl W  IpenapaTaMu il oOmiei
a"ecTe3nd, yckopeHume wmetabomm3ma ['K BenencTBue mpueMa — MPOTHBOAIHIICIITHYCCKHX
npenapatoB (GeHUTOMH™* U PpeHobapouTan**) u aHTnOHOTHKOB (prudaMuumuu™*) [12].

Tabmuua 2. IIpoune mpUYUHBI EPBUYHON HAAMOYECYHUKOBOM HemocratouHocTH [1,15,

16].

IIpuunna | OcobennocTu
HacJjiencTBeHHbI€ BAPHAHTHI NEPBUYHON HA/IMOYEeYHHUKOBOMH HETOCTATOYHOCTH
BpoxaenHnasi iucyHKIUSA KOPbI HAANOYEYHUKOB
(camas yacTasi IpUYMHA ICPBUYHON HAIIOYCYHUKOBOM HEAOCTaTOUHOCTH Y neTeit — 80%)

Hedumr 21-runpokcunasel | Hanbounee pacpocTpaHeHHBINM BApUaHT, COTPOBOXKAAETCS
(myramst CYP21A2, CYP21B) THIIEPAHPOTeHUEH

Hedumr 116era-runpokcunassl | COmpoBOXKIaETCs TUIIEPAHIPOTEHUEH, THIIepTEeH3UEH
(myrarmst CYP11B1)

Hedurr 36era- | Hapymenue nosnoBoil auddepeHunpoBku y MaabuHKOB,
ruzpokeucTeporieruporedassl |l | runepanaporenus y qeBouek

(mytarms HSD3B2)

Hedummr depmenta otmerenus | XY peBepcust rona
OokoBo#t et (myrarms CYP11A1)

Hedburmr okcunopenykTassl | Hapymienne monoBort auddepeHIMpoBKU, CKEJIETHBIC

(mytarmst POR) MaJib(hopMaIiu

Bpoxnennas nunouanas | XY peBepcrs rojia

TUNEPILIA3Us HaJIIIOYEYHUKOB

(myrarust StAR)

BpoxaeHHasi TMIIOIIIA3HA HAANIOYECYHUKOB

Myrarmst NROB1 X-CIIeTUIeHHAsT; BTOPHYHBIN THITOTOHAT3M

Henermms Xp21 Muoauctpodust dromena

Myrarms SF-1 XY peBepcrst ona

IMAGe cunapom 3anepkka BHYTpUYTPOOHOTO pa3BUTHs, MeTadu3anbHas
JCIUIa3Usl, BPOXK/ICHHAS! TUIOIUIa3Msl Ha/IMOYEYHHUKOB,
repMappoIUTH3M

Bpo:kneHHasi HeUyBCTBUTETHLHOCTD K aIpeHOKOPTHKOTPOITHOMY T'OPMOHY (M30JIMPOBAHHBIN
JAeUIHUT MIKOKOPTHKOMW/IOB)

1 Tuna Myranus reHa penenrtopa K aapeHOKOPTUKOTPOIIHOMY
TOPMOHY (CHHOHHUM — DEIENTOp K MEJIaHOKOPTHHY 2)
MC2R




2 Tumna

MyTtanus reHa BCIoMoraTelIbHOTO MPOTEHHA PelenTopa K
MenaHokoptury 2 MRAP

Cewmeitnbrit nepummr 'K

Myramust renoB MCM4  (koHTpodHpyeT periuKaIiu
TreHOMA), NNT (komupyet HAJI/HAJI®D-
TPaHCTUAPOTEHA3Y), TXNRD2 (perynupyer
OKHCIIUTEIbHO-BOCCTAHOBUTEIBHBIN TOMEOCTA3)

Cunnpom
Onrpoysa)

tpex A (Cungpom

Axanasus, 6one3Hb Agaucona, anakpumus (AAAS)

JApyrue

MeTaldo/In4ecKre HAPYLIeHHSs

Anpenonerikonuctopodus

B ocHOBHOM 00JICIOT MYKUHHBI; W30BITOYHOE HAKOTIIICHHE
NPEACIbHBIX  JUTMHHOLICNIOYEYHBIX  KHPHBIX  KHCJIOT
(ALDKK); mopakeHwe Oemoro BelecTBa IEHTPAILHOU
HEPBHOM CHUCTEMBI, KOPBI HA/IMOYCYHUKOB U STHUCK

MI/ITOXOH,Z[pI/IaJ'IBHBIe Oone3Hu

(penko)

MHoOXeCTBEeHHBIE aHOMAaJINHT Pa3BUTHUA

boie3ns Bonmana

I[I/ICJ'II/IHI/II[GMI/IH, 3a00/1eBaHue IEYECHU

IIpuoOpereHHbIe BAPHAHTHI NEPBUYHON HANMOYEYHHUKOBOI HET0CTATOYHOCTH

Honpeme}me TKAHU HAANMOYCYHHUKA

Nudexrpm Ty6epkyne3, BUU-undexius, kKaHaum03, ricTomasmMos,
IIUTOMETATIOBUPYC, CUUIIHC, AhPUKAHCKUIA TPUTTAHOCOMO3
Mertacrassl Pak nerkmx, cpemocTeHus, TOJCTOM KHIIKH, JuMdoMma,

MECJIaHOMa

KpOBOI/BJ'II/IHHI/Ie B HAAIIOYCYHHUKN

Ha (i)OHe CCIICHUCA, QAHTHUKOAryJSAHTHOI0 CHHApPOMA,
INprucMa aHTUKOAr'yJIsIHTOB

ToranbHast AAPCHAJIDKTOMUA

Hekoropele  ciaydan  Gose3Hu
JIBYCTOPOHHEN ()€OXPOMOLIUTOMBI

Nuenko-Kyiunra,

OMHOCTOPOHHSIST APEHATIKTOMUS C

Cunnpom Unienko-Kymmnra

arpogueit KOHTpAJIaTepaIbHOTO

HaJIMOYCYHHKA

WudunpTpatuBHble 3a060seBanus | ['eMoxpomaros3, aMHIIOU03, CAPKOHI03
MeankamMeHTO3Has

[IpotuBoTyOEepKye3HbIe Pudammurmn**!

nperapaThbl

[TporuBorpubkoBele  mpemnapatsl | KeTokoHazon

CUCTEMHOI0 JEUCTBUS

Hpyrue MIPOTHBOOITYXOJIEBbIE | [ MIiepakTuBanms AyTOMMMYHHTETA (3a cuer

npernaparsl (MOHOKJIOHAJIbHBIE | UHTUOMPOBAHUS ~ KOHTPOJBHBIX ~ TOYEK  Iepegaydu

aHTHTEIA) ummyHHoro curraia: CTLA-4, PD1, PD-L1)

[Tpoune MPOTUBOOITYXOJIeBbIe | MuTotan™*

npernaparsl

! Cnyuan passurus 1-HH y nanueHToB, noy4aomux JaHHBIH MpenapaT, He0OX0JMMO HHTEPIPETHPOBATh
C OCTOPOXHOCTBIO, TAK KaK TYOEpKyJie3 MOXKET ObITh CAMOCTOSITEbHON MPUYMHON ITOPayKEeHNST HAATIOUYEYHUKOB.
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[IpenapaTs! qpyrux rpymi HekoTopsle HHIHOUTOPHI apOMATO3bl%, IIPENapaThl s
oOmmeli  aHecTe3WH, JMArHOCTHYECKHE  MpEeraparhr,
WHTUOUTOPBI TPOTEHHKUHA3HI

Coxpamenus: BJIKH — Bpoxaennas mucdyHkims kopbl Haanodeunuko, BUY — Bupyc

ummyHoaedunura yenoeka,; CTLA-4 — muroTokcuueckuit cBsa3anubiid ¢ T-muMdormrom 6emok 4;
PD1 — penenrrop nporpammupoBanuoi cmepty, PD-L1 — murann PD1, CYP — nutoxpom P; IMAGe
— intrauterine growth restriction, metaphyseal dysplasia, adrenal hypoplasia congenital, genital
abnormalities.

B ocnoge 1-HH nexut abcomoTHBIN APUITUT KOPTUKOCTEPOUI0B. Jlehuut A mpuBOIUT
K IIOTEpe 4Yepe3 MOYKU U kenynouHo-kumieuHsld TpakT (PKKT) HaTpus m Boabl ¢ pa3BUTHEM
JEerupaTalyy, TUIIOBOJEMHUHM, THUIOTOHMM, a TAaKXE IPOrpPECCUPYIOLIEH TUIIEPKATHEMUU.
Jeduut KopTH30Ja — OCHOBHOTO aJallTOTEHHOTO TOPMOHA YEJIOBEYECKOTO0 OpraHu3Ma —
MPUBOAUT K CHUKEHUIO CONMPOTUBIISIEMOCTH K Pa3IMYHBIM 3HJO0- U SK30T'€HHBIM CTpeccopam, Ha
¢one KoTopeix (B OONBIIMHCTBE ciydaeB Ha (oHe WHPEKIUH) W  MPOUCXOAUT
manudectamus/aexkomencanus HH. Takum oOpa3om, B maToreses3e rTUoKOPTULIM3MA TIEPBYIO U
OCHOBHYIO POJIb HTPAIOT IUPKYJISTOPHAsI HEOCTATOUYHOCTh U aeruapararus [17].

Jepuuut kopTU30ia MOCPEACTBOM OOpaTHOW CBSI3UM BO3JCHCTBYET Ha TUIIOTAIaMo-
runou3apHyro 0Cch U MPUBOIUT K noBsieHnto ypoBHs AKTI. ITpu nepunure MK Bozpacraer
ypoBeHb P, cuHTe3npyrolerocss IOKCTaraioMepyasipHbIMU KJIETKaMU MOYEK. DTO MUMEET BaXKHOE
KIIMHUYEeCKoe 3HaueHue, Tak kak mnpu 2-HH, korma ortcyrctByer cekpenuss AKTL,
MUHEPATOKOPTUKONAHAS  (QYHKIHS, peryaupyemMas peHHUH-aHTHOTEH3MH-aIbI0CTEPOHOBON
CHCTEMOI, HE CTpaaaeT.

B cBs3u ¢ teM, utro AKTI' oka3piBaeT BIUSHHE TOJBKO HA MYYKOBYIO M KIyOOUYKOBYIO
30HBI, @ CEKpEIusi A KOHTPOJIUPYETCS IPYyrUMU MeXaHW3Mamu, runoBojemus npu 2-HH menee
BBIPDAKEHA, TAK KaK HAa KOPTHU30J MPUXOAMUTCS OKOJIO IOJIOBHUHBI MHHEPATOKOPTHUKOMIHOU
peaxkuuy, OTBETCTBEHHON 32 MOAJEPKAaHUE BOJHOTO TOMEOCTAa3a.

B ocnoBe OHH nexut pe3kuit u BoipaskeHHbli aepunut 'K u MK. V nanuenta ¢ OHH
HaOJII0/IAI0TCS TaKKe ke n3MeHeHus, kak u npu XHH, Ho ckopocTh U TsKECTh 3TUX HApYyLIEHUI
3HAQUMTENIbHO BBILLE: Pa3BUBAETCS JAeTUpaTalusi, MPOUCXOAUT MOTEps] HATPHs, CHUMKAETCS
HKCKpEIs HOHOB KaJliisl U HOHOB BOJIOPO/1a TOYKaMU, B pe3yJibTaTe pa3BUBACTCA TMIEPKATUEMUS

¥ MeTaboIMUYeCcKUi alua03, BO3MOKHO MOBBIIIEHUE YPOBHS KaJbliUs B KPOBH. Jleruaparanuio u

2 HekoTopble HHTHOUTOPBI apOMAaTa3bl, MUTOTAH** U KETOKOHA30JI HA3HAYAIOTCS, B TOM YHCJIE, [IPU JIEYEHHUH
SH/IOT€HHOT'0 THIEPKOPTUIIU3MA.
3 Kotopsle MOTYT npuMeHsTECS B auarnoctuke 2-HH.
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MOTEPIO HOHOB HATPUS U XJIOpA YCYTyOsIsieT yMEHbIIEHHE CKOPOCTH BCACHIBAHUS UX B KUIIIEYHUKE,
a rmo3JiHee — pBoTa u noHoc. [Iporpeccupyroiias norepsi BHEKIETOYHOM KUIKOCTH, YMEHBILICHUE
00beMa LUPKYIUPYIOLIEH KPOBHU MPUBOAMUT K majgeHuto AJl, mpoJOHTMPOBAHHOMY CHHXKEHHIO
ckopoctn KiyooukoBoi ¢umbTpanuu (CK®) u mouyeyHOro KpoBOTOKA, TMIIOTOHUH TJIAJIKOW
MyCKynaTypsl U MHOKapaa. Pa3BuBaercss cocymucTslii kosutanc. [Ipu sTomM Hapacraromuit
nedurut 'K cHIKaeT 4yBCTBUTEIIBLHOCT apTEPHOI K HOpaapeHannHy. Heo6XoaMMo yIuThIBATh
u TO, uro Hemoctatok ['K BbeI3bIBaeT 3amemnieHue katabonmm3ma Oenka, CHIDKEHUE
N€3aMUHUPOBAHUSA, U, KaK CIEJCTBUE, 3HAUUTEIbHOE OrPaHWYCHHE OHKCKpELUUu a3oTa u
AMUHOKHCIJIOT, TOPMOXKEHHE TJIIOKOHEOTeHe3a, MaJIeHUs YpPOBHS TJIIOKO3bl KPOBH, BIUIOTH IO
Pa3BUTHS THIIOTIMKEMUYECKOW KOMBI. Tspkenble, OBICTPO TPOTPECCUPYIONINE HAPYIICHHS
MeTaboM3Ma TPOSBIISIOTCS B PE3KOH aCTeHWH, OCTPHIX HAPYIICHUSX CEPACYHO-COCYTUCTOU
NESTEIIbHOCTH, JKENYJA0YHO-KUIIEYHBIX PAcCCTPOMCTBAX, HAPYIIEHUSX HEPBHO-TICUXUYECKOTO

craryca (puc. 1) [1].

KopTtusond, AnbpocTepoHy,

HapyweHue \

Jd'Na

FNIOKOHeoreHesa u /I\K
rMNUKoaun3a

Mnosonemus, L |
Mnornnkemuma, AL Oucnencus

acTeHunAa

J / Crpecc J CKd

J aganTaumoHHbIx .
MexaHM3MOB

OMnH

Manudectauma
3aboneBaHua y Cypoporwu, OCH, OOH
COCVAMCTbIM Koananc

Pucynok 1. ITatorenes 1-HH [18].

Coxpawmenns: OIIH — octpas noueunas HemocrarouHocTs; OCH — octpas cepaeuHas
HenoctatouyHoCcTh; OJIH — ocTpas nprxarenabHast HEAOCTATOYHOCTb.

Juarno3 OHH MO0XHO HpeAmnosiokuTh y NAlMEHTAa C BBIPA)KCHHOW TUIIOTOHHEW WU
IIOKOM U OTCYTCTBHEM 3(p(deKkTa OT NMpUMEHEHHUs aAAPEHEPrMyecKHX H J0(paMHUHEPTrHUECKUX
CPeACTB, T.K. TJIFOKOKOPTUKOMJIHBIA JAeQUIIUT YMEHBIIAET COCYJUCTYI0 PEaKTUBHOCTh K

AHT'MOTCH3WHY, HOPAAPCHAIMHY W JAPYIrUM Ba30KOHCTPHUKTOPHBIM BOS}IGfICTBI/ISIM, YMCHBIIACT
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cuHTe3 cyOctpara P, yBenmuuuBas TpoW3BOACTBO M A(PPEKTHl MPOCTANMKIMHA W APYTHUX

cocymopacuupsitonux Mmerabonautos [18,19].

1.3 DnuaemMunoJiorusi_3a00JeBaHUS WJIH _COCTOSIHMSI (Ipynnbl_3a00JI€eBAHMH _WJIN

COCTOSIHMI)

1-HH - otHocuTenbHO penkoe 3a0o0lieBaHME C PacCHpPOCTPAHEHHOCTHIO B MUDE,

npubam3utensHo 100-144 ciyyaes Ha Muninon Hacenenus [20] (o qanasiM Martina M. Erichsen
u coanT. [20]), a 3ab6oseBaeMocThIO 4,4-6 cilyyacB Ha MUJUTHOH HaceleHus B rof [22]. Oxnako, B
HIOCJICIHUE TO/BI TOSBIINCH HOBBIC JJAHHBIE 00 YBEIMYEHHH PAcIpOCTPAHEHHOCTH, OCOOCHHO

cpeau xeHmuH [23].

1.4 Oco0eHHOCTH KOTUPOBaAHNS 3200J1€BAHNS HJIHM COCTOSIHUA (TPYIILI 3a00J1eBaHUI

WIN _COCTOSIHMI) 10 MeX/IYHAPOIHOI CTATHCTHYECKOH KJaaccuukanuu GoJie3Hell M

po0JIeM, CBS3aHHBIX CO 3I0POBLEM

Jpyrue HapyuieHusi Hagnoyeunukos (E27):

E27.1 — IlepBuuHast HEIOCTATOYHOCTH KOPHI HAIITOYECYHHKOB,;

E27.2 — AnnucoHoB kpu3;

E27.3 — MenukaMeHTO3Has HEIOCTAaTOYHOCTh KOPBI HAIIOYCYHUKOB;

E27.4 — JIpyras u HeyTOUYHEHHAs! HEIOCTATOYHOCTH KOPBI HAJIIIOYEYHUKOB.

Hapymienusi 3HI0KPUHHBIX KeJjie3 MPHU 00J1e3HAX, KIacCH(UIIHPOBAHHBIX B APYTrUX
pyopukax (E35%):

E35.1 — Hapymenuss HaAno4YeYHUKOB MpHU O00JE3HAX, KIACCU(PHUIMPOBAHHBIX B JPYTUX
pyOpuKax.

DHIOKPUHHBIE U MeTA00THYEeCKHEe HAPYIIEHUsl, BOSHUKIINE MOCJe MeTUIUHCKUX
Nnpoieayp, He Kjiaccu(puiupoBanHbie B Apyrux pyopuxax (E89):

E89.6 — I'mnodyHKIMs KOpbHl HAANMOYEYHUKOB (MO3TOBOIO CIJIOs), BO3HHUKIIAs IOCIE

MCIUTHUHCKUX MMPOLCAYP.

1.5 Kaaccudbukanus 3a00eBaHNA WJIM COCTOAHUA (rpynnbl 3a00JeBAHMIT WU

COCTOSTHM)

[To TeyeHuto pa3nu4aroT XpoHUYecKyto u octpyto 1-HH [24].

[To nmpuumHe pa3nuyaroT HaCIeACTBEHHYIO U ipuodperenHyto 1-HH [1].
B 3aBucumocTH OT CTENEeHHM aJeKBATHOCTH 3aMECTUTEIbHOW Tepamuu, pa3inyaroT

METUKaMEHTO3HYI0 KOMITEHCAIINIO, CyOKoMITeHcanuio U Aexkomnencaruio (AK) 1-HH.
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1.6 Kinmundyeckasi KApTHHA 3200Je¢BAHUS MJIM COCTOSIHHS (TPYyNNbI 3200J1¢BaHNi HJIH

COCTOSIHM)

Cumnromel HH npencrasnens: B Tabn. 3. [Ipu 1-HH gacto nHabmogaroTcs: moteps Beca,

OpTOCTAaTUYECKasl TUIIOTEH3HsI BCIICICTBHE O0OE3BOKUBAHUS, TATA K COJICHOMY, TUIIOHATPUEMHUSI,
TUTIepKaTueMus (4almie mocje MaHu(ecTaluy TUIIOHATPUEMHUH), U3MEHECHHSI B KIMHHUYECKOM
aHaym3e KpoBHU (aHemust, 303uHO NS, TuMPOIUTO3) U TUnoraukemus. [ToBbIIIEHHAs ceKpeus
AKTT u gpyrux nenTua0B IpOOMHOMEIAHOKOPTHHA YACTO TPUBOJAUT K TUIIEPIUTMEHTAIIUN KOXKU
u cnu3ucThiX. OJHAKO, MaHHBIA MPHU3HAK MPOSBISETCS B PA3IUYHOM CTENEHW W MHOTJA OBITh
BOBCE HE3aMETHBIM (JKEIaTeIbHO, CPABHHUTH IIBET KOKHBIX IMOKPOBOB C CHOCOM MaiueHTa). Y
JKEHIIIMH KMCYe3aeT IMOJMBIIICYHOE U JIOOKOBOE OBOJIOCCHHE BCIICIICTBUE CHIDKEHUS YpPOBHS
HAJIIIOYEYHUKOBBIX aHAporeHoB. Bece ocranpubie cumnTomsl 1-HH sBisitoTcst Hecnenu@uuHbIMU:
c1aboCTh, YCTANOCTh, KOCTHO-MBIIIEYHbIE U a0JOMUHANbHBIE OOJH, IEMPECcCHs U MOBBIIICHHAS
TPEBOXKHOCTb. B pesynbrare 70cTaTOYHO YacTO 0OJIe3Hb TMArHOCTUPYETCs TONIbKO Ha dTane AK,
KpaiHe OMacHOTO0 JUIs )KU3HHU COCTOsTHUS [25].

Ta6nuua 3. Knunndeckue nposisnenust 1-HH [26] (voougpuyuposano asmopamu).

7Kayi00b1/cuMnTOMBI Kiaunnyeckue npusHaKku JlaGopaTopHbie
HU3MeHEeHHUs
HaanoyeyHnkoBasi HeIOCTATOYHOCTH
1. Ycranocrn, c1adocrs | 1. I'unepnurmenTamust 1. ['umonarpuemuis
2. CHukeHue Beca CKJIaJIOK KOXKH, CITM3UCTHIX, | 2. ['umepkammemust
3. IMoctypanbHoe pYOLIOBBIX ~ M3MEHEHHH, COCKOB,
TOJIOBOKPY KEHHE 0COOEHHO  KOXKHBIX  TOKPOBOB,
4. AHopexkcus, MO/IBEPILINXCS MHCOJISLMU (TOIBKO
a0IOMUHAJIBHBIN TUCKOM(OPT | IpU TEPBUYHON HAIIOUEUHHUKOBON
5. Tsra k conenomy HE/I0OCTATOYHOCTH)
6. Jerpeccusi, 9yBCTBO | 2. I'unoronus c
TPEBOTH HOCTYpaTbHBIM BBIPAKEHHBIM
7. Tsukesi0e  TeyeHWe | CHIKEHHUEM
UHTEPKYPPEHTHBIX 3. Wnorpa, OTCYTCTBHUE
3a00r1eBaHUN JOOKOBOTO ¥ TOAMBIIIEYHOTO
OBOJIOCEHHS Y KEHILIUH
ANIMCOHMYECKHH KPU3
1 BoipaxkenHas 1 BbipaxeHHasi TUIIOTEH3US 1 ['umonarpuemust
c1a0oCTh 2. bonesnennas nanbramys | (<132 MMonb/m)
2. CuHKoOnAIbHBIE ’KUBOT/HAIPSHKEHHOCTh MBI | 2. [Nimepxamemuist
COCTOSHUSI Tiepe/Hel OPFOITHOM CTEHKH 3. I'mmorymkevmst
3 bom B JKUBOTE, | 3. JInxopaaka 4, IN'unepxanbumemMust
TOIIHOTA, PBOTA; KIMHUYECKHE | 4. CryraHHOCTB co3Hanws, | 5. IloBbIIIEHTE
CHMIITOMBI, WJICHTUYHBIE | JETUPUiA KpeaTHHUHA
«OCTPOMY *KBOTY» S. Omarypust C  HCXOIOM B
4. Peskue oom B | OCTPYIO MOYECYHYI0
TIOSICHHYIHOM 00,1aCTH HEIOCTATOYHOCTD
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S. CryraHHOCTb
CO3HAHWSL, COTIOP

BbipaskeHHbI 10J10KATeIbHBIN Y(eKT 0T Tepanuu rIIIOKOKOPTHKONIAMHU

Heo6xoauMo Taxke OTMETHTH TpyAHOCTH auarHoctukn HH y GepeMeHHBIX, Tak Kak
Hecnenu(pu4ecKue CUMITOMBI, TAKME KaK yCTaJIOCTh, TOIIHOTA U PBOTA, YAaCTO HE OTVINYAIOTCS OT

COITYTCTBYIOIIUX 00bIYHON OepeMenHocTH [1].

2. IlmarHocTuka 3a60J1eBaHNsI UJIM COCTOSIHUSA (TPyNnbI 3a00/1eBaHUI WIH
COCTOSIHUII), MEIMIIMHCKHE MOKA3AHUSA U MPOTHUBONOKA3AHNS K IPUMEHEHHN IO

METOA0B TUATHOCTUKH
Ocrnosononazarowumu 01 ycmanognenuss ouacnoza HH senaomces  pesyrbmamol
nabopamoproco obcnedosanus. Basicno, umo msdicenvim nayueHmam ¢ KiuHU4eCKUMU
npuznakamu HH  npedsapumenvno  Heobxooumo npogsecmu  3a00p  Kposu 8
OUACHOCUYECKUX UYesX, eClU UMeemcsi Makas 603MOJNCHOCMb, U, He 00XHCUOAsCh
pesynvmamos, Havunams aevenue I'K. Iloomeepoicoarowee mecmuposanue moxicem 6vins
BbINOJIHEHO NOCe Nle4eHUs, Ha (OoHe BPEeMEHHOU OMMeHbl Mepanuu, K020d COCMOSHUE

nayuenma cmabunusuposano [27,28].

2.1 ’Kaj100LI 1 aHAMHE3

e OOcnenoBanne ¢ 1enpto uckimoueHuss 1-HH pexomennyercss y MaludeHTOB ¢
HEOOBSICHUMBIMH JPYTON MATOJOTHEH CHMITOMAaMH, MOJIO3PUTEILHBIMA OTHOCHUTEIIBHO
Hamnuus 1-HH: cHukeHnue Beca, TUNOTEH3Hs, THUINOHATPUEMHS, THUIEPKAIUEMUS,
JMX0pajKa, 00U B )KMBOTE, TUIIEPIIUTMEHTAIHS, THnormukemus [12,25,29].

YpoBeHb  y0eIUTEJBLHOCTH PpPeKOMeHAAIuI C (ypoBeHb [10CTOBEPHOCTH
0KA3aTeJbCTB — D)

Kommenrtapuu: 1-HH uacmo soepems ne ouacHocmupyemcs ecieocmaue npeoonadanus
Hecneyuguueckux cCUMnmoMmMos 8 medeHue HecKoaIbKux mecsiyees u, oasce, iem. B cesasu c
yeMm, HeoOXoouMa MuamenbHas MHOSOCMOPOHHAS OUEHKA COCMOSHUA U  JHcalod
nayuenma. Haubonee nooospumenvHo couemanue Heckonvkux cumnmomos HH, a maxkorce,
cumnmomwl I-HH y nayuenmos ¢ aymoummynHvimu Hapywenusmu (Hanpumep, C/I,
AYMOUMMYHHBII  2ACMpum, NEePHUYUOSHASL aHeMUs, GUMUIU20), UHGEKYUOHHbIMU
3abonesanusmu  (mybepxynes,  BHY-ungpexyus,  yumomeeanosupyc,  KaHOuoos,
SUCTONA3ZMO3) UNU NPUHUMATOWUX cooOmeemcmayiowue npenapamvl (maobn. 1, 2). Taxue

nayueHml 6X0051m 8 2pYNny pucka u mpeoyrom bonee muameibHo20 Haba00eHUsl.
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2.2 dusukajabHoe 00cae10BaAHHE

Ipusnaxu 1-HH, xomopvie mocym Ovimb 6biA6ieHbl npu PUUKATLHOM 00C1e008aHUl,

npedocmasieHvl 8 maoi. 3.

2.3 JIa0opaTopHbIe TMATHOCTHYECKHE HCCAST0BAHNSA

o [lanueHTaM ¢ KIMHMYECKMMHU CUMIITOMaMu, noao3purenbHbiMu Ha HH, m1s yrounenus
JMarHo3a PEeKOMEHyeTCsl UccieoBanre ypoBHei obmiero koptusona u AKTI B kpoBu
yrpom [30,31].

YpoBenb  yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  /10CTOBEpPHOCTH

J0KA3aTeJbCTB — 2)

e [lamueHTaM C KIMHHYECKUMH CHMITOMAaMH, Tono3putenbHbiMu Ha HH, s yrouneHus
JMarHo3a PEKOMEHIYETCSl MCCIICIOBAaHHE YPOBHEH allbJocTepoHa U P B KpOBH YyTpOM
[32,33].

YpoBeHb Y0eAWTEJBLHOCTH PeKOMeHIAluii C (ypoBeHb [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapuu: Tax xax 80 % nnasmennoco xopmu3zona ceA3aHO C KOPMU3OI-
cessvisarowum 2nooyiunom (KCI) u 10-15 % — ¢ anvbymunom, unmepnpemuposame
NJa3MeHHble YPOBHU KOPMU30IA HYHCHO 8 COOMEEMCMBUU C HAPYUWEHUAMU, KOmopble
YMeHbuaom (80cnanenue, peoKds 2eHemudeckas namoao2us) il y8eaudusarom yposHu
KCI (acmpoeenvt, bepemennocmo, mumoman™*) [34].

B peokux cayuasx (menee 1 na munnuon nacenenus [35]) npuuunoi cnuscenus KCIT
Modicem Ovbimb HacieocmeenHoe 3abonesanue — cemetinviti deuyum KCI. Ipuuuna
3abonesanusi — mymayus 6 2ene CBG (nony-oomunanmuviti mun nacneoosanus [35]).
Knunuuecku y nayuenmos onpedensiemcs eunomensusi u ciabocms. Ilpu nabopamoptom
006Cne008anuy nPU 20MO3USOMHOU MYMAayuu modxcem Oblmb BbISAGNIEHO 3HAYUMENbHOE
CHUDICeHUe 00we2o kopmu3zona kposu (1,9 mxe/on u Hudce) Ha hoHe HOPMATLHO2O YPOBHS
AKTI, a makoce kopmuzona mouyu U c80000H020 KOPMU301A KpOS8U, HO (paryus
€60000H020 KOpmu3zona 8 % 3HAUUMENbHO Npegvluiaem HOpMalbHule 3Hadenus. [lpu
2emepo3uUcoOmHOU Mymayuu yposeHs 00ue20 Kopmu3oaa moxicem 6vimv HOPMATbHLIM (00
17 mxe/on), a ¢ppaxkyus c60600H020 KOopmusona 6 % — conocmasuma ¢ NOKA3amenimu
300p0o8uIX Uy npesviuiaem ux. Ilpeononazaemcs, 4mo 2110KOKOPMUKOUOHAS AKMUBHOCHb
0bycnognena umeHHo c60600HoU ppaxyueli kopmusona. Kpome mozo, He uckirouaemcs,
umo yyscmeumenbHocms peyenmopos k I'K 'y makux nayuenmog noguluiena, 4em MOXCHO

00vsachums omcymemsue nosviuwenus AKTI no mexanuzmy o6pammuoii ompuyamenbHou
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ceazu [36]. Taxum obpazom, 6onpoc 0 HEOOXOOUMOCU HAZHAYEHUS 3AMEeCMUMENbHOU
mepanuu y maxKux nayueHmos oCmaemcs OmKpPblLMbIM.

Hccneoosanue yposneti P u A 6 kposu umeem 6adxcHoe 3sHaueHue 6 Hauane 3a001e6aHUs,
K020a MUHEPAIOKOPMUKOUOHBII Oehuyum modxcem aubo npeobaadams 8 KIUHUYeCKOU
Kapmume, 160 bblmb NOKA ewe eOUHCMEeHHbIM NpusHaxkom sabonesanus [32,33].

M nepeuunou ouacnocmuxu I1-HH mocym 0OnoaHUmenvbHo ucciedosamscsi yposHU
600001020 (Hekouvrocuposantozo) JI'DA umu JJI'DA-C 6 kposu, komopwvle 6yO0ym
cHudicenvl. OOHAKO, MAK KAK YPOBeHb OAHHBIX 20PMOHO8 MOJICem OblMb CHUNCEH U Y
300P0BbIX, O0COOEHHO 'y JuYy Ccmapuieco 603pacmad, KOHMPOIb U U30IUPOBAHHOE

uccnedosanue smux nokazameeil neyeiecooopasno [26].

Pekomenayercs y manueHtoB ¢ mono3penwem Ha 1-HH ycranoBuTh aMarHos mnpu
CHIDKEHHUU KOpTHU30Ja KpoBU MeHee 140 HMOIB/T, 2XKpaTHOM MPEBHIIICHUHA BEPXHETO
pedepercuoro 3mauenuss AKTI, mnoseimieHHOM ypoBHe P B KOMOWHammm C
HU3KOHOPMAJIbHBIM HMJIM CHI)KEHHBIM YPOBHEM A, MCCiIeq0BaHHBIX yTpoMm [27,30-32,37-
38].

YpoBeHb y0eauTeIBLHOCTH PpPeKOMEHJaluil C (ypoBeHb [10CTOBEPHOCTH

0Ka3aTeJbCTB — 4)

VY manueHToB ¢ noxo3penuem Ha HH pekoMeHayeTcs UCKIIFOUUTh TUarHo3, €Clid YPOBEHb
KOPTH30J1a KpoBH yTpoM Gosiee 500 umostn/a [39].

YpoBeHb y0eIMTEIBLHOCTH PeKOMeHAAuid C (ypoBeHb [J0CTOBEPHOCTH
0Ka3aTeJbCTB — 4)

Kommentapun: 3abop kposu pexomenoosano ocywecmenams ¢ 6:00 oo 10:00 ympa. K
codrcanenuio, 6oIbULAS YACMb UCCIe008AHUL, ONPEOeTUBUUX OUACHOCIUYECKULL YDOBEHb
KOpMu301a, eblnoineHa Ha nayuenumax ve ¢ 1-HH. Kpome moeo, ympennuii kopmu3zon
kposu npu HH, xax npasuno, Hudxce uiu 0Kkoao HudxicHel epanuyvl Hopmul (113-131 umonwv/n
(4,1-4,7 mxe/on)) [40]. Paznuuus mesncoy memooamu usmepenust KOpmu3oia OKa3bleaom
CYWecmeenHoe GIUsIHUE HA (aKkmuuecKylo mouKy cut-off, ucnonv3yemyro 8 KiuHu4eckou
npaxkmuxe.

Yposenv AKTI npesvruarowuti 300 ne/n (66 nmonwv/n) — 3mo MaKCUMAanibHblil YPOBEHb
CMUMYAYUYU 2IFI0KOKOPMUKouoHo2o cunmesa [26), u coomeemcmeenno, nuskuii ypoeens
xkopmuzona (140 umonwv/n [5 mxe/on]) 6 xKombumayuu ¢ nosvlueHHOU KOHYeHmpayueu
AKTI ykasvieaem Ha necnocobHocmv KOpbl HaonoyeynHuxos omeemumv Ha AKTI -

cmumynsyuro u ouaenocmupyemcesl-HH [30,31,41,42]. [losviuwennas xkonyenmpayus
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AKTI' npu HopMmanbHuIX RnOKA3aMENAX KOPMU3OLA MOXNCem SAGNAMbCS  HAYANbHLIM
npusnaxkom 1-HH [43]. B cesasu co 3nauumenvrou 3agucumocmoto yposus AKTI om
Habopos,  npumeHsemMblX 6  J1abOpamopusx,  8bl8eCmiU  ONpeOeNeHHblll  Nopo2
ouaznocmuuecxkoeo nokasamensi AKTI nesozmoorcno [44,45]. Toavko 06a uccnedosanust
onpedenunu ouacnocmuueckuii nopoe onra AKTI npu 1-HH 6 cpasnenuu c epynnou
KkoHmpoas u 6 samux uccredosanusax AKTI, kax npasuno, 61 3HAYUMENLHO NOBLIUUEH.
Taxum obpaszom, ons ouaenocmuru 1-HH npednazaemcs umenno 2xKpamuoe npesviuieHue
AKTI sepxnezo yposHs pegepercroeo unmepeana. Heobxooumo umemso 6 6udy, umo 6
peokux cayuasx, npu ookazannou I1-HH, noxazamenu AKTI mozym Ovimb HeHAMHO2O
8blille BEPXHEe20 Nopoea pedhepeHCHO20 OUAna3oHa U He NPeGblUams 2XKpamHblll YPO8eHb
[30,31].

Pasuvivu uccnedosamensamu npeonazaromcs pasmHvle NOpo2osvle 3HAYEHUs YmpeHHell
KOHYyeHmpayuu kopmu3ona ons uckmovenuss HH: om >285 umonw/n (10,3 mxe/on) oo >480
Hmoav/n (17mke/on) [46]. Quacnocmuueckas yennocmos nokasamens KOpmu3oida 6 opy2oe
8pems cymok (He ympom) ons ucknrovenus HH, 6 nacmoswee epems,  00cmamoyHou mepe
He UCCe008aHa.

Ocmaemcsa MHO20 60NPOCO8 OMHOCUMENbHO 1AOO0PAMOPHBIX MEmMO008 UCCLeO08aHUS
ypoereti A u P 6 Kposu (wiu onpedenenuss peHUHOB0U AKMUBHOCMU NIA3MbL KPOSU),
NnO3MoMy, 8 Hacmosujee 8peMs, OUASHOCMUKA OOJIHCHA OCHOBbIBAMbCS HA pepepeHCHbIX
ouanazonax koHkpemuou aabopamopuu [47]. B nexomopwvix ciyuasx, nanpumep, npu
ceMelHOM 2IIOKOKOPMUKOUOHOM Oeuyume Uil y HAyueHmos c 0ojee «MASKUMUY
mymayuamu npu BJIKH, na ¢pone 1-HH munepanoxopmukouounas HedocmamouHoCcmy He

Habaroaemcs.

[TanmenTam ¢ cumnromamu HH, y KOoTOpbIX pe3ynbTaThl 1a00paTOPHBIX UCCIET0BaHUMN HE
COOTBETCTBYIOT JabopaTtopHbiM kputepusm |-HH, ®HO wu He wuckmouaror ee,
pEKOMEHyeTCsl MpOBeACHHE MPOObI C JIEKAPCTBEHHBIM IpenapaToM IpPU OTCYTCTBHH
npoTuBonokasanuii [46,48].

YpoBeHb  y0eOIMTEJBHOCTH PEKOMEHAAIUH C (ypoBeHb /10CTOBEPHOCTH
0KA3aTeJbCTB — 4)

VY nanuenToB ¢ noxo3penreM Ha HH pexomeHyeTcst HCKIIYUTh AMArHO3 IPU MTUKOBOM
YpPOBHE KOpTH30J1a Ha oHe Mpo0 ¢ JeKapCTBEHHbIMU Mpenaparamu 6oiee 500 HMOIB/1
[49].

YpoBenb  yOeauTeqbHOCTH  pekoMeHgauuii B (ypoBeHb  /10CTOBEPHOCTH

A0KA3aTeJbCTB — 3)
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KommenTtapuu: C yenvto ouaecnocmuxu 1-HH Oonbuuncmeo sxcnepmos pekomeHoyom
cmumynsiyuonnvlt. mecm ¢ npenapamamu u3z ATX-epynnor AKTI [18,26,40,50-59].
Heobxo0umo npunumams 60 6nuMaHue Gakmopwvi, Komopvie MO2Yym 61usims Ha
pesyniomam, nanpumep, coeounenue kopmuszona ¢ KCI' [52] u, 6 menvweti cmenenu, ¢
anvoymunom [53]. Ucnonvzosanue npenapamos scmpoeenos npugooum K noebluleHUIo
KCI” ¢ coomsemcmayrowum nosviwenuem yposus kopmuszona [40,54]. V nayuenmos ¢
nHeghppomuueckum cunopomom [54] u ¢ 3abonesanusimu neuenu [55)], a maxoce y
nayuenmos 6 nocieonepayuonrom nepuoode [56] umu ¢ kpumuueckom cocmosnuu [57],
yposuu KCI" u anbbymuna mocym 66imsb CHUICEHL, CTLe008AMENLHO, OYOYM 0npeoesimbCs
bonee HU3KUe KOHYEHMpPayuu KOpMu30d.

Takarce, ¢ yeavto ouacnocmuxu 1-HH npumensemces uncyrunomonepanmuwii mecm (UTT).
Omo 00un u3 camvix cmapvix, 0OHAKO 00 Ce200HAWHe20 OHS He NOMEPABUIUX CBOe2O
3Hauenus 8 oOuacHocmuxke HH mecmos, Komopwili nozeonsiem — uUcciedo8ams
UHMESPAMUBHYIO YELOCIMHOCHb CPA3Y 6CEU SUNOMAIAMO-2UNOPUIAPHO-HAONOYEYHUKOBOU
cucmemvr  (ITHC). T'unocnuxemuyeckuii cmpecc AGNemMCs CUNbHBIM — HENpsMbiM
CMUMYTIIMOPOM CeKpeyuu KOpmu3oid, Komopas Onocpedyemcs yepe3 aKmusayuio
2UNOMAAMUYECKUX YEHMPO8 U KOpMuxomponHou Gyukyuu cunoguza. B xooe UTT &
J0b0e 8pemsl CymoK 0OHOKPAMHO NPOBOOUMCSL 8/6 88edeHlUe IeKAPCMBEHHO20 Npenapama
(Huncynun pacmeopumbvlii [uenoseueckuil 2enno-undicenepuviii] **) ¢ ooze 0,1-0,15 E/l/xe
(ecru y nayueHma umeem MeCmO UHCYIUHOPEIUCTNEHMHOCMb, 003y Huucynuxa

*EEX MmooicHO  nosvlcums), U

pacmeopumozo  [uenoseuecko20 2eHHO-UHHCEHEPHO20
ucxoono u uepes 30, 45, 60 u 90 munym — 83amue Kpogu u3 nepugepuieckou eHuvl OJisl
uccne0o8anusi ypoeHeu ooujeco KOpmusona u 2n0Ko3vl 6 Kposu. Tecm cuumaemcs
UHGDOPMAMUBHBIM NPU 2TUKEMUU 8 000U MmouKe MeHee 2,2 MMOIb/1 U/Ulu npu yposHe
kopmu3zona 6onee 500 Hmonwv/n 6 10601 mouxe. HH uckniouena, eciu yposeHb KOpmu3o.d
6 1obou mouke o6onee 500 Hmonv/n. Eciu e npoucxooum CHUNCEHUs YPOBHs 2IH0KO03bl 8
cvlgopomke menee 2,2 MMOab/1, npoby ciedyem nosmopums. OCHOBHbIM HEOOCMAMKOM
UTT sensemcsa nomeHyuaivbHas onachocms pazeumus, npu umeroweiica HH, maxcenoii
eunozanukemuu u modxcem ovimv cnpogoyuposan AK. Ilosmomy mecm ciredyem cpasy
npepeamev NpuU YXYOWleHUU Camoyyecmeus nayuenma, npeosapumenbHO 6bINOJHUEG
nocneonee g3simue Kposu us nepughepureckotl gensvl. Iloocunvim nayuenmam, nayueHmam
C snunencuell, a maxdce Npu UMerWelUcs cepoeyHo-coCyOUCMOL U Opy2oll madxicenoll

namonozuu UTT npomusonokazan [60]. @axmopwil, komopuie mozym okazvieams elusiHue

Ha pesynomamsl UTT, onucanwvl gvluue.
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Kpome moeo, moscem npumensmocs npoba c #enoxaconom™™: 6 nwoboe epems cymok
OOHOKPAMHO NPOBOOUMCSL 8/M 88e0eHUe JIeKapCmeeHHo20 npenapama (#enoxkaecon™*) @
0oze I me, u gzamue Kposu u3 nepugepuyeckoll 8eHvl ucxoono u wepes 90, 120, 150, 180,
210, 240 munym 0ns uccie008anusi yposHs odowe2o Kopmusona 6 kposu. Tecm modcem
npumensimocsi npu  Hamuyuu npomusonokazanuti k HUTT [61]. Oowuaxo, npoba c
#Hemorazonom™* xapaxkmepusyemcs nuskou cneyuguunocmoito (39% [62]). Ilo oannvim
Karaca Z u coasm. [63], noscrnononoscumensrnuvle pezyiomamot umenu mecnmo 6 10-20%
cnyuaes (Heobxooumo ommemums, Ymo 6 OaumHwvlx ucciedosanusx [62,63] ouaenosz HH
UCKIIOYAICA npu yposHe kKopmu3zona 6onee 599 umonv/1). B cés3u ¢ wem, no pesyiomamam
npobwl ¢ #emoxazonom™*, ouaenoz HH moowcem 6vimb ycmanosnien mMoabKo 6
COBOKYNHOCIU C OpYeUMU NOKA3AMENAMU, CBUOEMeNbCMEYIOWUMU 8 NOAb3Y Hanudus HH.
Hanpumep, 603mooicho ucciedosanue ypoeHs c60600H020 kopmuzona 6 move. Tax, npu
PA36ePHYMOl  KIUHUYECKOU KapmuHe NePeUNHO20 SUNOKOPMUYUIMA OOHApYIICeHUe
3HAYUMENbHO20 CHUJCEHUS CYMOYHOU IKCKpeyuu c80000H020 KOPMU3Z0AA C MOUOLl
noseonsem noomsepoums ouacros [18]. B kauecmee ouacnocmuuecko2o nopoea modxcem
ObIMb NPUHAMA HUICHSS 2PAHUYA PePePeHCHO20 UHMEPBALA KOHKPEMHOU 1a00pamopuu.
H3zonuposannoe ucciedosanue yposHs c60600H020 KOPMUZ0AA 6 MOUe OJisk OUACHOCIUKU
1-HH He pexomeHnOyemcs, max KAk Xapakmepuszyemcs HU3KOU Yy8CMEUMenbHOCbIO

(npumepno y 20% nayuenmos 0anHwlll NOKA3AMenb 8 NPeoeiax pedhepeHcHulX 3HAYeHUll)

[64].

V Bcex manmeHToB ¢ 1-HH pexomenayercst ompeaenuTs 3THONOTHIO 3a0oneBanus [26].
YpoBens  ybOenureabHOcTH  pekoMmeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

Kommentapum: Kozoa 1-HH noomeepaicoena na nabopamoprom smane, oanee 8AHCHO
uoenmughuyuposams npuuuny 3sabonesanus (maon. 1, 2, puc. 2). AymoummyHmwiii
aopenanum sensiemcs Haubonee pacnpocmpanenHou npuwunou 1-HH y e3pocnou
kamezopuu nayuenmos u ckpunune Ha AT k CYP2IA2 u Opyesue aymoummyHHbvie
3a60/1e6aHUsI OUeHb BAMNCEH, NPUHUMAS 80 BHUMAHUe, Ymo 1adbopamophsie ananuszvl Ha AT
k CYP21A42 na meppumopuu P® ne sensomes cmanoapmusupoganuvimu. AT k CYP2142
MO2Yym YUPKYIUPOBAMb 3a HECKOIbKO jgem 00 manugecmayuu 1-HH. Onpeodeneno, umo
npubausumensuo y 30 % 300poswix nayuenmos, nozumuenvix Ha Haauyue AT k CYP21A2,
6 meuenue 5 1em manugecmuposana 1-HH [33].

YV myorcuun ¢ ompuyamenvuvimu AT k CYP21A2 Oondicen 6bimb GbINOIHEH KOMNIEKC

uccnedosanuii 011 ouachocmuku X-cyennennou AJIJ] [65]. HH moocem 6Ovime
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eouHcmeenHvlm npuzhaxom AJIJ, komopas naubonee yacmo scmpeyaemcs y MaibyuKkos
om 2 00 10 nem. [Ipu 08ycmoponnem nopaxceHuu HAONOYEeYHUKO8 MO2Yym NOmped08ambcs
OONONHUMENbHbIE OUACHOCUYECKUEe MEePONPUAMUS — HANpUMep, onpedeieHue aumumer
Kk yumomezanrosupycy (Cytomegalovirus) 6 Kposu uiu MUKpooOuoiocuueckoe
(KyibmypanvHoe) ucciedo8anue MOKpomsl Uil Opy202o OUASHOCMUYeCKo20 Mamepuaia
Ha Muxkobakxmepuu mybepkynesd, a 6 HeKOMOPLIX CIYYAAX — 2eHemu4ecKue UCCie008aHUs
[12,66]. Heaymoummynnvie ciyuwau 1-HH naubonee uacmo ewiasusiiomes y demei u

NONCUJIBIX NAYUECHIMOE.

Pucynox 2. AJTOpUTM OIpeAeNieHus STHUOJIOTHU TEPBUYHON HAAOYECYHHUKOBOMN

HEAOCTAaTOYHOCTH.

Coxpamenus: KT — komnbrorepHas ToMorpadus.

2.4 UucTpyMeHTAAbHBIE AMATHOCTHYECKHE MCCIe0BAHNSA

e V Bcex mauueHtoB ¢ 1-HH B xone oOcienoBanHust i ONpeAeieHHUs STHOJIOTHH
3a00JeBaHMs IPU OTPULIATENBHBIX pe3yibTaTax aHanu30B kpoBu Ha AT k P450c21 u, npu
HeoOxomumocty, JIDKK wunum npu  OTCYyTCTBUM BO3MOXKHOCTH HX IPOBEICHUS,
pEeKOMEH IyeTCsl BU3yalu3upyroiiee odcienosanue [26].

YpoBenb  yOeaurenbHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
0KA3aTeJbCTB — 5)
Kommenrapumu: [lpu ompuyamenvnvix ananusax na AT k CYP21A2 u JJLPKK neobxooumo

nposedenue KT naonoueunuxos o0nsn udemmuguxayuu uHOEKYUoOHHbIX 3a0071e8aHUl
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(Hanpumep, mybepxyneza) uau onyxoneu. Oonaxo, KT 6 cnyuae ungurvmpamusroco
npoyecca 8 HAONOYeUHUKAX, 8 MOM Yucie U npu mybepkyiese, e ce20a UHGOpMamuena
[26].

Ipunumass 60 6HUMAHUE OMCYMCMBUE BO3ZMONCHOCMU NPOBEOEHUS NOJIHOYEHHO2O0
nabopamopro2o obcredosanus 0as onpeoenenus smuonoeuu 1-HH ecem nayuenmam
NOKA3aHA BU3VATU3AYUSL HAONOYEYHUKOS.

B cnyuasx, koeda npuuuna 3abonesanus He vlAgNeHa, 208opsam 00 uouonamuyeckou 1-

HH.

2.5 UHble AMarHocTHYeCcKHe UCCJIAe10BAHNSA

e JInsa wuckirouyeHuss MOHOTEHHbIX 3aboneBanuii mauumentam ¢ 1-HH pexomenayercs
paccMOTpeHKEe BOMPOCca 0 TeHETHUECKOM o0cenoBanuu [26].
Yposenb  yOenurenbHOcTH  pekoMeHgamumii C  (ypoBeHb  JIO0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)
Kommenrtapuu: Hecrkonvko gpopm 1-HH siensiomes cemetinvimu. Tax, onpedeneno, umo y
10% nopsesrcckux nayuenmos 1-HH cenemuuecku demepmunuposana. Mzeecmno, umo 1-
HH 6 couemanuu ¢ AJI/] nacrnedyemcs X-cyennewno, moeoa xax BJIKH u AIICI —

aymocomno-peyeccusro [22].

3. JledueHue, BKJII0OYAs MeIUKAMEHTO3HYI0O U HeMeIMKAMEHTO3HYI0 Tepaluu,
AMETOTEPANNI0, 00€300,1UBaAHNE, MEAUIIUHCKUE IOKA3AHUS U

NMPOTHBOINIOKA3aHUA K IPUMCHCHUIO METO/A0B JICUCHHUSA

3.1 3amecTurenbHas tepanusa 'K

e Bcem nanmenram ¢ HH pexomenayercs tepanus ['K [67-88,93].
YpoBeHb  yOequUTENIbHOCTHM  peKOMeHJamuil A (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJILCTB — 2)
Kommenrapumn: Xapaxmepucmuka npenapamos, Komopwvle MO2Ym NPUMEHAMbCs OJis
3amecmumenvHol mepanuu 210KOKOPMUKOUOHOU HeOOCMAmoyHOCmU, NpueeoeHa 6
maon. 4.
Tabnuya 4. Xapaxmepucmuka madIemupOBAHHLIX NPenapamos, Komopvie Mo2ym

NPUMEHANMbCA ONIsl 3aMeCmumenbHoul mepanuu ZJZ}OKOKOpmuKOI/laHOIZ He0oCmamoyHoCcmu

[1,61].
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Haszeanue T'uopoxkopmu3zon** Kopmus3zon Ilpeonuzonon™*
IIpooonsxcumenvnocmo Kopomxas Kopomxas Cpeonsis
oeticmeus

Ilepuoo nonysvigedenus 90 munym 90 munym 200 munym
Oxeusanenmuas 003a 20 me 25 me S5 me
Ilepuoo nonypacnaoa 6-12 uacos 6-12 uacos 12-36 uacos

VY nanuenToB ¢ 1-HH komnencanuio aedunura 'K pekomeHayeTcst OlieHUBaTh TOJIBKO 11O
KJIIMHUYECKUM MPU3HAKaM: U3MEHEeHHEe Macchl Tena u AJl, Hajauunue/0TCyTCTBUE CllaboCTH,
CUMITOMBI THUIEepKopTHLM3Ma. MccnenoBaHue ypoBHS TOPMOHOB B JMHAMHKE HE
pekomenyercs [26].

YpoBeHb Y0eAUTEJBLHOCTH PeKOMeHIAluii C (ypoBeHb /10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

Kommentapuu: Cumnmomamu nepedo3uposku npenapamos SAGNAI0mcs: YeeluueHue
eeca, OecconHuya u omeku. Hedocmamounocmv xapaxmepusyemcs mowHOmMOL,
CHUDICEHUeM annemuma u 6eca, COHIUBOCMbIO U 2unepnuzmenmayuen. /s mo2o umoosl
onpeoderums 6pems, 003y U YACMOMY Npuemda npenapamos, HeodXo0UMo NoOpPoOHO
paccnpocums nAyueHma o e2o 00bIYHOM payuone mpyoda u omovixd, HAIu4uu ciabocmu,
CHUDICEHUs. KOHYEeHmMpayuu GHUMAHUS, OHEBHOU COMHIUBOCMU U HNPOYUX UBMEHEeHULL
cocmosanus 6 meyenue OHs. Hccneooeanue ypoeus AKTI' 6 kpoeu 0nsi kommpons 3a
mepanuel He pekomeHnoyemcs, maxk kak yposenb AKTI' moowcem nosviwiamscs u npu
aoexkeamuom neveHuu. HMccredosanue ypogHs odwe2o Kopmu3onia 8 Kposu Ha (oue
JIeYeHUsT Moxcem NPUMEHAMbC MOAbKO 8 CAY4asnx, Ko20a No003pesaemcs CUHOPOM
Manvabcopoyuu (nanpumep, npu npueme J1eKapCmeeHHblX cpeocmes, KOmopbule 8IUsI0m Ha
nepuoo nouypacnaoa), umoowl adeksammo nodoopams 003y [26].

Hccnedosanue yposHs c60000H020 KOpmMU301a 8 Moye 011 KOHMPOJis 3a A0eK8AMHOCMbIO
samecmumenvrou mepanuu I'K maxorce ne pexomendyemes [61,90]. Jannwiii noxazamenw
ompaxcaem pacnao xomniexca I'K ¢ KCI, xomopwvui 3aeucum om MHOMCECMEa
Gaxmopos. Ilpu 2mom 6viCOKUll YpOBeHb KOPMU3OLA CYMOUYHOU MOYU MONCEM UMemb

Mecmo npu HU3KOM Cbl60pONIOUYHOM YypPOBHE 0aHH020 2OPMOHA.

Jns neuenns 1-HH pekomenayercst TuapokopTH30H** (15-25 Mr B cyTKH) WiIH KOPTH30H
(20-35 mr B cyTKHM) TEPOPATLHO B /1BA HJIK TPH [TPUEMA B CYTKU: PEKOMEHIYeTCsl Ha3HAYaTh

CaMyI0 BBICOKYIO 103y YTPOM IOCJie POOYKIACHHUsI, CAEAYIOUIYI0 JHEM (0Kouo 14 1) mpu
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2XKpaTHOM PEeXHUME, TNOO0 B TOJJEHB U JHEM (OJIHKE K Beuepy) MpH 3XKPaTHOM PEKUME.
B oT/1e1bHBIX CiIydasx BO3MOYKHO YBEIUUYCHHE YaCTOThI PHEMa U J103bI ipemnapata [61,67-
87,91-93].

YpoBenb yOeauTebHOCTH  pexkoMeHgauuid B (ypoBeHb  J10CTOBEPHOCTH
0KA3aTeJbCTB — 2)

Kommenrapuu: 'K cekpemupyromces 6 nyibcupyioujem u YyupkaoHom pumme, ¢ Camvim
BbICOKUM NUKOM YMPOM U CAMbIM HUSKUM OKOJO NOAYHOUU. Y 63DOCIbIX CeKpeyus
KOPMU301a 3A6UCum om 803pacma U cocmasa meida u, 8 cpeonem, cocmaeisiem 5 - 8
me/m?/cymru [68-T1], komopas skeusanenmua 15-25 me/cymxu eudpokopmuzona™* unu
20 - 35 me/cymku kopmu3zona 0.1 nepopaivbHblx Gopm (¢ menoeHyuell Kk 6oiee HU3KOMY
nopoezy).

Tuopokopmuzon™* u npeonusonon™* — axmusnvie I'K, mozda kak 011 axmusayuu
KopmuzoHa mpebyemcs 1 1-euopoxkcucmepoudoecuopozenasza 1 muna (pepmenm nevenu).
Ilosmomy 3amecmumenvras mepanus HeakmusHvimu 1K mooxxcem npusooums K
3HAYUMENbHOU PAPMAKOKUHEMUYECKOU 8apuabebHOCMU Y NAYUeHmo8, Ho Mo noOpPoOHO
ewe He uzyuanocs [15].

Us3-3a kOpomko2o  nlA3ZMEHHO20 — nepuoda  Noaypacnada - 2UOPOKOPMUOHA™™
(npubnuzumenvro 90 munym), umobvl npUOIUUMBCA K QUIUOI02UYECKUM VCAOBUSIM,
PeKoMeHOyemcs MHO20Kpammubili npuem npenapama. Ilepsyro u camyio Oonvuiyio 003y
HeobX00UMO NPUHUMAMb ROCIe NpoOYIHCOeHUs, 6mopyr nocle obeda, u, 8 ciyuae
3XKpammnoeo pescuma, mpemuio, HOCIeOHION U CAMYIO MEHbULYIO 003y, He No3dice, YeM 3d
4 - 6 yacos 0o cua. Takou pedxcum Oonee NpuOIUNCEH K YUPKAOHOMY pummy, a bonee
HU3KAS NOCAEOHSs. 003d, NOMOMCEem U30exncams HapyueHue cHa U 4y8CmeumenrbHOCMu K
uncynuny [13-74].

Bce uccneoosanus no cpasnenuro pexcumos 003upo8aHusi 6bINOIHAIUCL HA HeOONbULUX
KO20pmax nayueHmos, nodmomy mpyoHo onpeoeiums Haubonee aoekeamuwiil. Ilpunumas
80 BHUMAHUE HOPMATbHLIL KOACOMOWUNCS OUANA30H KOPMU30Id 6 MmedeHue CYMOK,
Peacey u op. u Howlett u Op., Hezasucumo Opye om Opyea, peKOMeHOO08alU
2UOpoKOpmu3oH™** 10 me nocie npodoysicoenus, 5 M2 0Koa0 NOAYOHS U 5 M2 PAHO 8e4epom
[76-77). Hexomopwvim nayuenmam mpebyiomesi 6oavuwas 0oza 'K, k uemy HYsCcHO
NnOOX00UMb ¢ OCMOPONCHOCMbIO. B ucciedosanuu, 20e 00HOKpamHas ympenHss 003d
2udpoxopmuzona™* y nayuenmos ¢ HH paccuumuieanace na niowaos nosepxHocmu mena
(5,5 me/m?) unu na sec (0,12 me/kz), yposnu kopmuzona bonee yem 6 4acoé HAXOOUNUCH 6

npeoenax HOpMul, NPAKMUYEcKU KaxK y 300p0o60l cpYnnvl KOHMPOIA, 6 OMmiudue om
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purcuposannou ympennei 0ozvl 10 me [18]. Credosamenvro, mumposanue 003wl Ha ec
U naowWadb nosepxHocmu mena 6onee U3UOIOUYHO, YeM PUKCUPOBAHHBIL PEHCUM.
Laureti u op. [19] u Barbetta u op. [80] onpederunu, umo 3xkpammnoe nasnauenue
#rxopmusona 6oavute crudicaru yposuu AKTI, a cymounvlie xonebanus kKopmu3oada,
OoNbUE COOMBEMCMBOBANU IHOOSEHHOMY PUMMY KOPMU30IA NO CPABHEHUIO C 2XKPAMHbIM
pedrcumom. OOHO 080lUHOE Cllenoe, PAHOOMUSUPOBAHHOE, NEPEeKPeCmHoe UCCLe008aAHUE
OYEHUBANI0 2XKpamublll U 4XKpamuwlil pedxcum npuema 2uopokopmuszona™* [81] u npuwino
K 3aKTI04eHUr0, 4mo (apmakoOKuHemuKka Kopmu3ona oOvlia 6onee usuonocuyna npu
4xKpamuom pedcume, KOMOPbIL HEONCUOAHHO Jyyule BOCHPUHUMATU YYACMBYIouue
nayuenmol. Alonso u op. [82] nanpomus, onpedenun, umo noxazamenu, no OAHHbLIM
AHKembl Kawecmea Heuzh, ces3anno2o co 30oposvem (HRQOL), bvbiiu aubo cxooust, 1ubo
1O HEKOMOPOM NAPaAMEmMpam Xyice Ha 3IXKPAMHOM Pedrcume no CPAGHEHUIO ¢ 2XKPAMHbIM
pexcumom  npuema  euopoxopmuzona**.  Takum  0b6pazom,  OCHOBbIBAACH  HA
npeodaadarwux pe3yibmamax Uccie008anull U KiuHuveckuti onvim, 3x- u 4xkpamuvie
pedicumbl 003uposanusi boiee PuzUoI02UYHbL U NPEONOYMUMENbHYBL 0I5l 3AMECMUMENbHOL
mepanuu 1-HH. /lo3a, paccuumannas ma ec, ¢ 8bICOKOU O0Jell 6eposimHocmu 6ydem
yoepoicusams  ypoeHb KOpmu3zona 6 npeoenax pegeperchozo ouanazouna. OOHako,
uUcce008anuil, NOOMBEEPHCOAIOUWUX MY PEKOMEHOAYUIO, HEOOCMAMOYHO, A MEHee YaAcmoe
003UPOBAHUE MOICEM ACCOYUUPOBAMBCSL C TyHuLell KoMniaenmuocmoio nayuenmos [83].
Cepvesnvie hapmaxokunemuueckue cpasHumenvhvle uccieoosanus npu HH nposoounucs
MONBLKO 05l 2UOPOKOPMUZOHA™™  u  Kopmuszona. DapmakoKuHemuyeckas Kpueas
KOpMUu30Ha Menee Kpymas u ¢ 0olee NO30HUM HAYAIOM, 4eM Yy 2UOPOKOPMUZOHA™™
[75,84], umo moocem bvimb Gonee npednoumumenvHbiM, YHUMbIEAs. KOPOMKULL NePuoo

noaypacnaoa 2uopoOKoOpmu3oHa™*.

Kak anmpTepHaTHBa rHIPOKOPTU3OHY**, OCOOCHHO I HEKOMILIACHTHBIX TAIIMEHTOB ¢ 1-
HH, pexomenayercs HasHaueHue #HupeaHu3ojgoHa** (3-5 MI/CYTKH), HEpOpaibHO
OJTHOKPATHO WJIK JIBaXIbI B JIcHD [89].

YpoBeHb YOEAUTEJHLHOCTH PEeKOMEHIAIU A (YypoBeHb 0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 3)

KomMmenTapum: B mex ciyuasx, koeda y nayuenma Hem YIYYUWEHUs ¢ MOYKU 3PEHUs.
Kawecmea HCusHu u pabomocnocoOHoCmu iy NAYUeHmy Mmsxiceno NPUuoepICUBamvCs
MHO2OKPAMHO20 PENCUMA OO03UPOBAHUSL, MONCHO Npednodicumsv 1-2xkpammuvlil npuem
#npeonusonona** 6 dose 3-5 me 6 denv. Pempocnexmugnvie ucciedo8anus nayuenmos,

npuHumaowux  6onee  evicokue 0ozl 1K, exmouas #Hnpeonuszonow™*  unu
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oexcamemazon™™>, umenu Heb1A2ONPUAMHBIU NPOCHO3 OMHOCUMENbHO MEeMADOIUYECKUX
Hapyuwenutl, eKIoYas yeeiudenue eeca, ouciunudemuio u caxapuviii ouabem (C/[) [85].
Coenacno Oannbim  cucmemamuueckoeo o6zopa [89] #npeonusonon™*  sersemcs
Oe3onachou u 3QPHeKmusHoU albMepHAMUBOU cUOPOKOPMUIOHY™ ™, 0OHaKo yeeruueHue
003bl npenapama accoyuUpoBaHo ¢ PUCKOM OUCTUNUOEMUU U CEPOEUHO-COCYOUCTNbIX
3abonesanuti. Ilpu nabnodenuu 6 mewenuu 10,0+4,9 mecsayes 3a nayuewmamu,
noayuasuumu #npeonusonon™* ¢ 0oze 3-6 me 6 denv u eudpokopmuzon** ¢ doze 15-30
M2 8 O€eHb, BbIABIEHO 3HAYUMOE NOGbIUEHUE 00We20 XOIeCmepuna u Iunonpomeudos
Huskou niaomuocmu 6 nepeoui epynne [94]. Ooumaxo npocnexmuenvle ucciedosanus,
cpasHusaiowue  bezonacHocmv U hgekmusnocmv  Hnpeonuzonona**  u

2UOPOKOPMU3ZOHA™™ 6 meyeHue boJlee OIUMENbHO20 8PeMEHU, ewe He NPOBOOUNUCD.

Hasnauenue npekcamerazoHa** manuentam ¢ 1-HH He pekomenmyercs, B CBSI3U C
BBICOKHM PHCKOM Tepe03upoBku [95].

YpoBenb  yOenureabHocTH — pekoMenaauuii C  (YpoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 4)

KommenTapuu: Ha ¢one npuema oexcamemaszona™* naubonee uacmo nposiéisiromcs

nobounvie Kyuuneouonvie s¢ppexmor [95].

3.2 3amecTureabHas Tepanusa MK

Bcem mnammentam c¢ 1-HH pexkoMmeHayercs MUHEpaTOKOPTUKOUAHAS Tepanus —
#pnynpoxkoptuzon** (craproBas cyrouHas no3a 50-100 Mmkr), morpebieHue cCoau He
orpanuumBath [27,87-88,96-105].

YpoBenb  yOenureabHocTH — pekoMenaauuii C  (YpoBeHb  /I0CTOBEPHOCTH
0Ka3aTeJbCTB — 4)

Kommenrapum:  Cunmemuueckuti MK  #@nyopokopmuzon™*  ucnonvsyemca 6
3amecmumenbHol mepanuu, Ho e2o ucnoavsosanue npu 1-HH ne uzyyeno 6 docmamoynoi
Mmepe. #Duyopokopmuzon** 00bluHO HA3ZHAYAEMCcs OOHOKPAMHO YMPOM, MAK KAK YPOBEHb
9HO02eHH020 A 8 HOpMe ABIAEMC CAMbIM BbICOKUM 8 MO 6peMs N0 AHAN0UU C
yupxaouvim pummom kopmuszona [96]. Cymounas dosza #¢pnyopokopmuszona** sasucum
om nompebieHus/nomepu HUOKOCMU U 31eKmpoIumos u oovruno cocmasisem 0,05-0,2
me. Ilpu upesmeprom nomoomoeneHuu, HAnNpumep, 6 YCIOBUAX HCAPKO2O KIUMamd,
Modcem nompebosamuvcs 8pemeHHoe yseauuenue 003vl Ha 50 - 100 % unu ysenuuenue
nompeobneHus coieHvlx npooykmos. Ha ¢hone mepanuu #npeonuzononom™* moorcem

*

nompebogamuvca  003a  #ehnyopokopmuzona**  6onvue, uem Ha one JeyeHus:
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2UOPOKOPMUZOHOM™ ™ 1, mem Oonee, Ha one npuema OekcamemazoHa™*, Komopulil He
obnadaem MUHepaloKOPMuKouoHol akmusHocmoio [26].
Tepanusa #ghnyopokopmuzonom™™* npu 1-HH modcem ne Ha3Hau4amvCs 6 UCKTIOUUMENbHBIX

cayuasx (npu cemetinom uzonuposannom degpuyume I'K u nekomopwoix ghopmax BI{KH).

Komnencanuro nengocrarounocty MK y nanuentoB ¢ 1-HH pekomenayercst onieHuBaTh Mo
KIIMHUYECKUM TpU3HAKaM (TsIra K COJIGHOMY, OPTOCTaTHYeCKas TUIOTEH3HS, OTEKH,
apTepualibHas TUIMEPTCH3MS) U pe3yiabTaTaM HUCCIICIOBAHWS yYPOBHEH HATpUS M Kalus
KkpoBu [26,98,99].

YpoBeHb yO0eaMTEIBLHOCTH PeKOMeHIAluii C (ypoBeHb /10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — 4)

Kommenrapum: [layuenmog Heodx00uUM0 paccnpauusams o0 HAIU4uu msaeu K COleHbiM U
nPed0OMOPOYHBIM COCMOAHUSIM, Usmepsamo AJ] 6 nonrodjicenuy cuos u Cmosi, OCMampueans
Ha Hamuuue nepughepuyeckux omekos (umeem HU3KYIO yygcmeumenbHocms). Obuee
Xopouiee camouyscmeue, HOPMAIbHBIL YPO8eHb daeKkmpoaumos u AJl, omcymcmeue
OpMOCMAMUYEcKoll ~ SUNOMEH3UU  —  NPUBHAKU — AO0eK8AMHOU  KOMNEHCayuu
MUHEPATLOKOPMUKOUOHOU Hedocmamournocmu. Kpome mozo, niasmennas akmuenocms P
8 BepxHem peghepeHcHOM OuanazoHe, mMakdice, SGNAEMCSH NONE3HbIM MAPKEPOM
komnencayuu [26,98,99]. Heobxooumo yuumeieanms, umo iakpuya u cpeindpymoswiii COK
VCUTUBAIOM — MUHEPATOKOPMUKOUOHBIL  d¢hghekm  2uOpokopmuzoHa™** u  0ondicHvl
uckmovamocs  u3z  ynompeonenus [100]. @enumoun™*  ycunusaem memabonuzm

#pryopoxopmusona**, 6 ceszu ¢ uem, 003y npenapama npuxooumcs yeeauduseams [101].

Pexomennyercss ymeHbIINTH 103y #GuyapokopTusoHa** y mnaumentoB ¢ 1-HH u
apTepHaJIbHON TUIEPTEH3UEeH, Tak Kak MoBbllieHue AJ] MOXeT CBUIETENbCTBOBATH O
nepenosuposke npenaparoM. Ecim AJ[ ocTaercsi NOBBIIEHHBIM, PEKOMEHAYETCS
Ha3HAYUTh TMIIOTEH3UBHYIO TEpanuio, a JiedueHue #(PIyapoKopTH30HOM™™ MPOAOIKUTD
[102,103].

YpoBeHb y0eaMTeJbHOCTHM pPeKOMeHAalui C (ypoBeHb /10CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

Kommenrapun: 1-HH moocem couemamvcs ¢ 3CCEHYUANbHOU — aApMepUaibHOU
eunepmenszuetr (A [102]. V nayuenma ¢ I-HH u AI' neobxooumo oyenusamo
A0eK8amHOCMb U MUHEPATOKOPMUKOUOHOU, U 2IIOKOKOPMUKOUOHOU mepanuu, mak Kax

nepeoosuposka 11006020 us npenapamos modxcem nosviuwams AJ. Kpome mozo, nayuenmy
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Modxcem  Oblmb  PEKOMEHOOBAHO OSPAHUYEHUE UPE3MEPHO20 NOmpeDNeHUs COJIeHbIX
npoodykmos u scuokocmu [61].

Ecnmu  nocne  Koppekyuu — 3amecmumenvHOU — mepanuu  (VMeHbulenue — 003bl
#pryopoxopmuzona™*) A  me  Hopmanuzyemcs, — HeoOXOOUMO — HAZHAYAMb
AHMUSUNEPMEH3UBHbIE CPeOCmEd, NPEeUMYUeCMBEeHHO, Cpedcmed, Oelicmeyrwue Ha
PEHUH-AHCUOMEHIUHOBYIO CUCTEMY. AHMA2OHUCTbL peyenmopos aneuomensuna Il unu
uneubumopul aneuomeHzun-npespawjaroujeco pepmenma [102]. Ilpenapamamu emopoeo
pA0a ABNAIOMCS CeleKMUBHble OJIOKAMOPbL KAbYUEBbIX KAHAN08 C NPeUMyUeCmeeHHbIM
Oeticmeuem Ha cocyobl (NPou3800Hble OUSUOPONUPUOUHA). [JuypemuKu HA3HAYAOmcs 6

UCKIIIOYUMENbRbLX  Cydasix, a dAHmMAacOHUCmbl CUZdeCl’I’l@pOHCl npomueonoKa3aHbsvl

nayuenmam ¢ 1-HH [26].

3.3 Jleuenue BO BpeMs 0epeMEeHHOCTH

Jns Bcex 6epemenHbIx ¢ 1-HH pexomenmyercst paccMOTpeTh BOIIPOC O MOBBIICHUH J103bI
THJIPOKOPTU30HA* *, 0COOEHHO B TpeTheM TpumecTpe [26].

YpoBenb  yOenureabHOCTH  pekoMmenaauumii C  (YpoBeHb /I0OCTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTapumn: Bo spems HopmanvbHoU bepemeHHOCmU YPO8eHb KOPMU30.1d NOCHENeHHO
noevluaemcs (6 2-3 pasza) HAYUHASL C NEPBO2O MPUMeECMpa 6C1e0Cmeue NOBbIUEHUS
yposusi KCI' [59,106]. C 22-oit nedenu 6Gepemennocmu HA4uHaem 3HAYUMELbHO
yeenuuusamvcsi  ypoeeHb c80600Ho20 kopmuzona [106,107]. Vposenv xopmuszona
so36pawyaemcst Kk ucxoO0Homy cpazy nocie poooé [59]. Bcreocmeue nexoppexmmot
3amecmumenvHol mepanuu 60 epems bepemennocmu 603modxcHo pazsumue AK [103]. B
Hacmosyee — 6pems  uMeemcs  Maio — O0OKA3amenvHou — 6azvl  OnmMuMu3ayuu
s3amecmumenvro mepanuu 1-HH y bepemennsix, 00HAKO OONLUUHCINEO CNEYUATUCTIO8
pexomenoyiom yeenudenue 003vi euopokopmuzona™* na 20 - 40 % c 24-oui Hedenu
bepemennocmu 8 coomeemcmeuu ¢ usuonocudeckumu usmenenuamu [26].
Ilompebnocmo 6 MK 60 6pemsa 6epemennocmu oyeHums CLOHCHO, 8 C8A3U CO CXOHCECBIO
CUMNMOMO8 (Hanpumep, OmeKu Uiy nocmyparvHas eunomensus). Modcno ucciedosams
VPOBHU HamMpus U Kauus 8 Kposu Ulu 6 Moue, HO uccieoosanue yposHs P e kposu,
KOMOpbIl  PU3UONOSUYECKU — VBETUYUBACMCS 60 6peMs  OepeMeHHOCMU, Helb3s
ucnonv3osams 07 Konmpoas. Mszeecmuno, umo A 8o épems nopmanvholl bepemeHHocmu
yeenuuusaemcs [58], makx xax yeeruuusaemcs u ypogeHv npocecmepoua, KOmMopwlil

umeem HeKomopbili AaHMUMUHEPATOKOPMUKOUOHbulll 3¢ppexm. CnedosamenvHo, 80 8pems
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bepemennocmu nayuenmxam ¢ 1-HH moocem nompebosamuvcs ysenuuenue 0ozvl MK
[108]. Oonaxo, na npaxmuke neobxooumocms 6 smom 6o3HUKaAem peoKo, MAK KaK

yeenuueHue 003bl 2UOPOKOPMUZOHA™™ nepeKpbieaem 0ONOTHUMENbHYIO NOMPEOHOCMb 6

MK [26].

I[Ipu OGepemenHnoctn manueHtkam ¢ 1-HH ans  3amecturenbHOl — Tepanuu
TIIFOKOKOPTUKOUIHON HEAOCTATOYHOCTH PEKOMEHIYETCSI Ha3HAYCHHUE THAPOKOPTU30HA®*
[26].

YpoBeHb yO0eaMTEIBLHOCTH PeKOMeHIAuii C (ypoBeHb /10CTOBEPHOCTH
J10Ka3aTeJIbCTB — D)

KommenTtapuu: Mozym makoice ucnonvsosamscs #xopmuson u #npeonuzonon™*.

[lpu OepemenHoctn manuentkam ¢ 1-HH nHasHauenme pekcamerasoHa*™ s
3aMECTUTEJIBHON TEpanmuy TIIFOKOKOPTUKOMIHOW HEJOCTATOYHOCTH HE PEKOMEHIYETCS
[26].

YpoBeHb Y0eAUTEJHHOCTH PeKOMeHIAluii C (ypoBeHb J/10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

Kommenrapumn: Jexcamemaszon™* npomugonoxaszan npu 6epemeHHoCmu, max Kak OH He
unaxmueupyemcs niayenmapHou 116ema-euopokcucmepoudoezudpozerasou 2 muna u

ModHcem nocmyname uepes niayenmy k niooy [26].

B pomax mnammentkam ¢ 1-HH pexomenayercss Ha3HaueHHE CTPECCOBOM JIO3bI
THIPOKOPTU30HA™* KaK MPpU XHUPYPruveckux BMemarenbcreax [59,109].

YpoBeHb y0eAUTEJBLHOCTH PpPeKOMeHIAlui C (ypoBeHb /0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuu: Bgeoenue cmpeccosoi 0036l UOpOKOpmMuU3oHa™™* 0oaxcno Ovimo
8bINOIHEHO 6 Hauajle AKMUBHbIX pPo008 (pacuiupeHue wietiku Mamku Ha 4 cm u/uiu
cxeamku  Kajxcovle 5 MuHym 6 meueHue duaca): 6/6 Oomocno 6sooam 100 me
euopoxopmuzona™* u oanee Henpepviéno 6/6 6sooumcsa 200 me euopoxopmuzona™* 6
meuenue 24 wuacos [59,109]. I[locre pooos 0oza eudpoxopmuszona™** nocmenenno

CHUMCaemcsi 00 aO3bl, l’lOJZyllaeﬂ/lOlZ 6He 6€p€M€HHOCm1/l.

3.4 JleueHue aJyINCOHUYECKOTO KpHU3a

B pempocnexkmusnom ananuze 444 nayuenmos ¢ HH wacmoma HaoOno4eyHuKo8wix Kpu3os

cocmasnsinia 6 cpeornem 6,6 cayuaes na 100 nayuenmo-rem [110]. Haubonee uacmoii
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npuyunotl kpuzos aensaromces ungexyuu: KKT — 32,6 % u 24,3 % — unoii noxanrusayuu. B
opyeom Habnoodenuu 6onee yem 1000 nayuenmos ¢ I-HH y 8 % nayuenmos edxce2o0Ho
OUACHOCIUPOBANU KPU3, NPU IMOM HCENYOOUHO-KUUEUHAS U OCMPAs PeCRUpamopHas.
BUPYCHAsL UHGeKYUuU ObLIU CAMBIMU PACNPOCMPAHEHHBIMU NYCKOBBIMU (DAKMOopamu
[110]. B npocnexmuesnom uccredosanuu, sxnovarowem 768 nayuenmo-iem, cooowuiu o
8,3 kpuzax na 100 nayuenmo-nem [112]. Taxum ob6pazom, npubauzumenvro kaxcowiii 12-
blll nayuenm nepemecem ONACHBIU O HCUSHU KPU3 8 HACMYnarouem 200y, d 4acmoma
cMepmenvHo20 Kpuza Mmodcem cocmasnsims npubausumenvro 0,5 cayuaes na 100
nayueHmo-yen.

B nepexpecmnom uccnedosanuu, ocnosannom na ankemuom onpoce 122 nayuenmos c 1-
HH u xnaccuueckou B/IKH (sxmouas oemeiti), 3apurcuposaiu 5,8 HAONOUEUHUKOBLIX
kpuzo6 na 100 nayuenmo-nem [113]. V demeii naubonee wacmoii npuuunoti Kpuzoe owvliu
pecnupamopHvle uH@eKyuu, a y 63pocivix — dcery0ouno-kuueunvle. Cpeonee epems om

NpOs6IIEHUS NEPBbIX CUMNNIOMO6 00 518H020 HAONOYEUHUKOBO20 Kpusza — 1 Oenp.

[TaniuenTam B TsKEIIOM COCTOSTHUU ¢ cuMiitomamMu AK, pekoMeH1yeTcst He3aMeITUTEIbHO
HAYMHATH TEPAIHIO, HE J0KUIAsACh PE3YJIbTATOB Jab0paTOPHBIX aHanu30B [27,28].
YpoBeHb y0eAuTEIBHOCTH PEeKOMEHJANUM C (ypoBeHb [0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

Kommenrtapuu: Heceoespemennoe neuenue 3HauumensvHo yseaudusaem aemaibHOCMb,
no3MoMy He OONNCHO OblMb OMCPOYEHO 00 NOJLYYEeHUs pe3yIbmamos aHanu3o8. Y
MANCENbIX NAYUEHMO8 ¢ KIuHudeckumu npusnaxamu HH npedsapumenvno Heobxoo0umo
npogecmu 3a00p Kpo8U 6 OUACHOCMUYECKUX YeNsX U, He 00XHCUOAsACh pe3)lbmamos,
nayunamo nevenue I'K. Ilepeo naznauenuem I'K 6 nepsyro ouepeds ucciedyiom ypoeens
AKTT u xopmusona. [loomeepawcoarowee mecmupogarue mMoxcen Oblms 8bINOIHEHO NOCE
JleyeHus, Ha @QoHe BpPeMEeHHOU OmMeHbl mepanuu, Ko20d COCMOAHUe NayueHma

cmabunusuposano [27,28].

[TaruenTtam ¢ AK pekoMeHyeTcst IpOBOAUTH TePaNuIo THIPOKOPTH30HOM**. B kauecTBe
aIbTepHATHBBl BO3MOXXHO HAa3HAUYEHWE B DKBUBAJCHTHBIX J103aX HMpeaHH30I0HA™* U, B
UCKJIFOUMTEINIbHBIX CIyYasx, qekcamerazoHa** [17,34,61].

YpoBeHb y0eaAMTEJIBLHOCTH PeKOMeHIalui C (ypoBeHb [0CTOBEPHOCTH
0Ka3aTeJbCTB — 4)

Kommenrtapuu: B racmoswee 8pems, 015 6/6 esedenusi npumensiemcs 3 ocHoguwix 'K

2uopokopmuzon™*,  #npeonusonon®*  u  Odexcamemazon™*. Cunmemuyeckue
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KOPMUKOCMEPOUOblL 8 CPABHEHUU ¢ 2UOPOKOPMUZOHOM** MeHee aKMUBHO C8:3b18AIOMCSL C
benkamu niasmol, MmeodjieHHee No08ep2aomcs 0ecpadayuu 8 neyeHu U no3Momy 061a0arm
bonee evipadceHHbIM IPpekmom. Badxcuvim omauvuem Npenapamos AGIAEMmcs Ux
MUHEPATIOKOPMUKOUOHBIU 3ekm (mabn. 5). Tuopokopmuszon™** obnadaem camvim
OOnLWUM — HAMPUUZAOEPIHCUBAIOWUM — OeliCmUeM,  NOIMOMYy  e20  NpUMeHeHue
npeonoumumenvree 015 nayuenmos ¢ OHH. [Ipu 0ozuposke 6onee 40 me 6 cymxu, ymo
akeusanenmuo 100 mxe #payopokopmuzona**, euopoxopmuszon™** cnocoben norHocmoio
obecneyums OpeanusM MUHEPALOKOPMUKOUOHBIM Oeticmeuem [26].

Tabauya 5. I1oKOKOPMUKOUOHBIL U MUHEPATIOKOPMUKOUOHBLI I¢hheKm OCHOBHBIX

npenapamos eniokokopmukouoos [114].

Ilpenapam T'uopoxopmuzon** Ilpeonuszonon™* | Jlexcamemason™
*
(dJIA
HCKIIIOYU-
TEJIBHBIX
CJIVHAEB)
I nroxoxopmuxouo- 1 4 25
HAsl AKMUBHOCHb
Munepanoxopmuxo- 1 0,8 0
UOHAS AKMUBHOCMb
Ilymu egedenus Pacmeop Buympueenno Buympueenno
2UOpOKOpmMuU3oHa™* (8 | unu unu
sude 2UOPOKOPMUZOHA | BHYMPUMbIULEY- | GHYMPUMBIUUEUHO
CyKyunama  Hampus) | HO
(IIPEJIIOYTHUTEJIb-
HO) - esnympusenno
UIU BHYMPUMBIUEUHO
Pacmeop
2UOPOKOPMU3OHA™™ (8
suoe 2UOPOKOPMU3OHA
ayemama) — TOJIPKO
BHYMPUMBLULEYHO
Dxeusanenmuas 20 me S5 me 0,75 me
003a

IIpu omcymcmesuu 8000pacmeopumbvlx Rpenapamos 0 6/ 66e0eHUsl NPOBOOSM leYeHUe

npenapamamu 0Jisl 6/M 86€0eHUsl.

Baowcno nomnums, umo npu AK eeedenue aodpenepeuueckux u oogamunepauyeckux

cpeocms  Heaghghexkmueno,

MaKk Kak 2NOKOKOPMUKOUOHBLU Oeuyum yMeHbudem

cocyoucmylo peakmueHocCms K HOPAOPEHANUHY U OpYeuM B8a30KOHCHPUKINOPHBIM

8030€eUCmMBUAM.
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[Tanmentam ¢ mojo3peHueM Ha AK pexkomenayercs mnapeHTepanbHO BBecTH 100 mr
THJIPOKOPTU30HA™ ™, TpOBECTH THApaTalMio, Janee B mepBble CyTkd BBecTH 200 Mr
THAPOKOPTU30HA™* (HEMpPEepBhIBHO Yepe3 CUCTEMY WIIH Pa3/IeIUTh Ha HHBEKIUU Kaxabie 6
yacoB) [17,26] (Ta6x. 6).

YpoBeHb y0eqUTeIbHOCTH pPeKOMeHJauui C (YpoBeHb [10CTOBEPHOCTH
JA0KA3aTeJIbCTB — 4)

KommenTapuu: Heoocmamounoe ygenuuenue 003vt I' K npu kpuze nomeHyuaibHo OnacHo
ona  ocusnu. (OQouaxo, 6 Hacmoswee 6pems, He NPOoBedeHbl CucmemMamuyecKue
uccnedosanus, onpeoenaouue adekeamuyro 003y npu AK, nosmomy pexomenoyemas
mepanusi 8 3HaYUMeNbHOU cmenenu noooupaemcs smnupudecku [26].

Ilpeonooicennviti 6 mabn. 6 o0b6vem enOKOKOPMUKOUOHOU mepanuu 6 JedeHuu
HAONOYeYHUK0B8020 Kpu3a umeem, 0e3YClO6HO, 0o0jlee B8bICOKYI0 UYEHHOCHb, YeM
nomeHyuaIbHvie n0O6oUHble IPpexmol KPAmKOBPEMEHHOU NePedO3UPOBKIUL.

Tabnuya 6. Koppexyus 3amecmumenvroti mepanuu npu nepeuuHou HAONOYEUHUKOBOU

neoocmamournocmu [17,62,115-117].

Ycnosue ‘ Heiicmeue
T'ochumanu3zayus na ycmompenue ieuauiezo epaya
Cunohbiii amoyuoHanvusli | Kpamxoepemennulti. Koppekyus ne mpedyemcs
cmpecc (603mo0rcer  Oononnumenvhnvlii.  npuem 10 me
auopoxopmuzona™* sa 1 uac 0o cmpeccogoi
cumyayuu,).

JlnumenvHulil 8bIPANCEHHBIN CMpecc: Y8eauyeHue
cymounou 003vl 2udpoxopmuzona™* na 10-20 me

Cmennas paboma Aoanmayus 0036l  2NIOKOKOPMUKOUOOE 8
COOMBEMCMBUU C PEHCUMOM CHA U HOOPCMBOBAHUS
Jluxopaoka, Hemscenvie | Yeenuuenue 003vl cuopoxopmuzona™* ¢ 2 pasa npu
mpaembvi t 38°C, 6 3 pasa npu t 39°C 0o Hopmanuzayuu
(0bviuno 2-3 OHs), nosviuieHHOe YnompebieHue
INEKMPONUN-COOEPAHCAUUX HCUOKOCME.

Bosepawenue x  ucxoowoii mepanuu  nocie
8b1300p0GIIeHUs: 8 meyeHue 1-2 OHell, eciu 0o3a
yosausanacoy, u 6 meueHue 2 OHel, eciu 003d

YMpausaiacs
L'acmposumepum, nuwesas | Pacmsop 2uopoxopmuzona™* (6 suoe
MOKCUKouHgexyus  (0COOEHHO | 2UOPOKOPMU3OHA CyKyuHama Hampusi)
npu peome u noHocax) uau | gHympumviweyno 100 me 6 cymku (Hanpumep,
mpaema ympom 50 me, Onem 25 me u euepom 25 me).

Cmomamonocuyeckue Yeenuuenue 003wl euopoxopmuzona™®* 6 2 paza 3a 2
npoyeoypul yaca 00  NpoGedeHus - CMOMAMONO2UYECKUX

npoyedyp  OIUMEeNbHOCMbIO MeHee Yacd Noo
mecmuou anecmesueu. Co cnedyouwe2o OHA —
8036paljeHue K NpedcHell cxeme JleyeHus npu
OMCYymcmeuu 0CI10HCHEHU.
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Veenuuenue 0o3v1 cuopoxopmuzona™** ¢ 2 paza unu
BHYMPUBEHHOE UIU BHYMPUMbIULEYHOE BBeOeHUe
25-50 me pacmeopa eudpoxopmuzona** (8 euoe
2UOPOKOPMUBOHA CYKYUHAmMa Hampus) 3a 2 yaca 0o
npogedenus — CMoMAamon0cUYecKux  npoyeoyp
OnumenvpHocmoio  Oojee  4aca NoO  MeCMmHOU
anecmesueu. Co  cnedyioweco  OHa — npu
OMCYMCmMeUU OCIONCHEHUIl — 6038paujeHue K
npejicHell  cxeme  JleueHus, eciu  003a  He
yeenuyusanacs boavuie yem 6 2 paza. B npomusnom
cnyuae — CHUMCEHUe 00 CMAHOAPMHOU O003bl
nocmenenHo 6 meuerue 2-3 Ouell.

Manounsasusnvle HecnodicHvie
emewamenscmea  (Hanpumep,
930¢hazoeacmpo0dyo0eHOCKONnUs)

Buympumviieunoe 66edeHue pacmeopa
auopoxopmuzona** (8 eude 2uOpPOKOPMU3OHA
cykyunama Hampus) 6 0oze 25-50 me 6 cymixu
(hanpumep, 25 me 00 eémewamenbcmea u, npu
Heobxooumocmu, 25 Me nocie Meuameibcmea)

Jlobas  orcuzneyepoorcarowast
cumyayus 00 20CNUMAIU3aAyUU

Buympusennoe 6oniocroe (unu enympumviuieyroe)
86edeHue pacmeopa cudpoKopmuzoHa™** (8 euoe
2uopoxopmusona cykyunama wampus) 6 0oze 100
Me

Focnumtmmauuﬂ ooa3amenvHa

Apmepuoepaghusi
(koponapocpagus) u  Opyeue
CLOJCHbIE MAIOUHBA3UBHLE
emeuamenbCmea

Henocpeocmeenno  neped  npoyedypou  —
BHYMPUBECHHOE UIU BHYMPUMbIULEUHOE BBeOeHUe
100 me pacmeopa eudpoxopmuszona™* (8 eude
2uUOpoKopmu3oHa cykyuwama Hampus). Ilocne
uccie0o8anus — 8 meyeHue CYymok
maobemuposanHwlil 2uopoxopmu3on** 8
VOBOEHHOU 003€ C NOCAe0YIOUUM Nepexooom K
NPUBLIYHOU CXeMe JIeYeHUsL.

Iloozomoska x Kononockonuu

Ilepeo nHauanom no02omosKu - HymMpuUeeHHoe UlU
BHYmMpuMblUleUHOe 68edeHue 25 Mme pacmeopa
2uopoxopmuzona** (8 eude 2uOpPOKOPMU3OHA
cykyunama Hampus). Henocpeocmeenno nepeo u
nocie  npoyeoypvl  —  GHYMPUBEHHOe  UIU
BHYmMpumMblUleuHOe 68edeHue 25 Mme pacmeopa

2uopoxopmuzona** (8 eude 2uOpPOKOPMU3OHA
cykyunama uampus). Ilocne uccredosanus — 6
meyeHue Cymok Mabremupo8aHHblll
2uOpokopmu3zon** @  yogoewnou  0oze ¢

NOCAe0VIOWUM Nepexo0oM K HPUBLIYHOU cXeme
JleYeHUsl.

Tsiorcenvie uHexyuu
(nHeéMOHUS, nueloHedpum)

Pacmesop 2uopoxopmuzona™* (6 sude
2UOPOKOPMU3OHA cyKyuHama Hampus)
BHYMPUBEHHO 25 Me Kadicovle 8 4aco8 00 NOJIHO20
8b1300POGICHUSL

Xupypeuueckoe
(HecnooicHoe)

JleyerHue

Brympusennoe 8gedeHue pacmeopa
2uopokopmu3zoHa** (8 eude 2uUOpPoKOpMuU30HA
CyKyuHama uampusi) 6 003e 75 Me 8 CymKu
(Hanpumep, 25 me kadxcovie 8 uacos); 6epHYmMvCs K
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basucHoll 3amecmumenbHol mepanuu 8 meyeHue
1-2 owneu npu omcymcemeuu 0CiodcHeHUll

Fonvuoe Xupypauueckoe
eMeuamenbcmeo noo  oowuUM
HApKo30M,  poobl  (Kecapeso
ceuenue)

Buympusennoe 8gedeHue pacmeopa
auopoxopmuzona** (8 eude 2uUOpPOKOPMuU30HA
cykyunama Hampusi) 6 0oze 100 me 6onocHo
(HenocpeocmeenHo 00  onepayuu/é  Havaue
AKMUBHBIX pO008 (pacuiupenue Weuku Mamrku Ha 4
CM U/UNMU CXBAMKU Kaxcovle 5 MUHYym 8 meueHue
yaca)), oanee HenpepuvigHoe esedenue 200 me 6
cymku (unu no 50 me xasicovie 6 4 6HYMPUBEHHO
unu BHYMPUMBLULEYUHO), HenpepvleHoe
8HYmMpuseHHoe 6gedeHue cuokocmeti (3%-viti
pacmeop oekcmpo3vl ** u 0, 20%-vitt uru 0,45 %-viii
Pacmeop nampus X10puoa™*).

1- Oenv nocne omepayuu — eHympumwviuieuHoe
86edenue pacmeopa cuopokopmuzoHa** (& euode
2UOPOKOPMU3OHA CYyKyuHama Hampusi) 6 0oze 100
Me 6 cymku (25 me kadxcovle 6 uacos), npu nioxom
Camo4yecmeuu, HU3KOM apmepuaibHOM OaeleHuU
003y ModicHo yeeaudums Ha 50-100%.

Manee, npu omcymcmeuu  OClLONHCHEHUU —
nocmenenno (ymenvuienue Ha 30% 6 cymxu)
8epHYMbCsL K 6A3UCHOU 3aMeCcmUumensHol mepanuu
6 meueHue 5-7 Owueu. B 3asucumocmu om
B03MONCHOCIMU SHMEPAILHO20 NUMAHUSL, NePexoo
Ha mabiemupo8aHHyr0 mepanuio.

Hccneoosanue ypoenei kanus, nampusl, 2110K03bl
8 KDOBU.

bonesnu, komopwvie mpebyiom
UHMEHCUBHOU mepanuu
(peanumayuonHule
Meponpusimus),

cenmuy4ecKuil Uox

Hanpumep,

Henpepuvignoe 66edenue pacmesopa
2uopokopmuzoHa** (8 eude 2uopoxopmuzoHa
cykyunama nampus) 200 me ¢ cymxu (uau no 50
Me  Kadcovle 6y GHYMPUBEHHO WU
BHYMPUMbLULEYHO)

Tsicenvle HeuHgheKyuonHble
3a60ne6aHus: ungapkm
Muoxapoa, naHKpeamum,
msidicenas mpasma

Pacmesop 2uopokopmuzoHa** (6 sude
2uopoxopmuzona cykyunama Hampus) 150 me 6
cymiku 6Hympugenno (nanpumep, 50 me kasxicovie 8
4aco8) 00 HOPMATUZAYUU COCTNOSHUSL

AooucoHuueckuii Kpus

Buympueennoe 6oniocnoe 6sedenue pacmeopa
auopoxopmuzona** (8 eude 2uOpPOKOPMU3OHA
cykyunama Hampus) 6 0oze 100 me, Oanee
Henpepvignoe 6eedeHue 200 me 6 cymku, Ha
creoyrouuti detv 100 me 6 cymku;

eéHympugennoe  gsedenue 0,9%-c0 pacmeopa
Hampus xaopuoa** 1000 mn 6 meyeHue nepeoco
yaca unu 5%-o020 pacmeopa oexcmpo3zvi** 6 0,9%-
oM  pacmeope Hampus — Xaopuoa**,  Odanee
HenpepuvlgHoe eHympueeHnoe 6sedenue (),9%-2o
pacmeopa Hampusl xnopuoa** npu
Heobxooumocmu,

KOHMPOIb 2eMOOUHAMUKU

34




Ipunyunvr obezoonusaroweit mepanuu y nayuenmos ¢ 1-HH ne omauuaromes om auy

obueti nonyaiayuu.

4. MequIMHCKAsl peaduaIuTaAlMs U CAHATOPHO-KYPOPTHOeE JieueHue,
MeIMIMHCKUE MOKA3aHUA W NMPOTUBONOKA3aHUA K PUMEHEHUI0 METO/I0B
peadWIMTAIM, B TOM YHCJI€ OCHOBAHHBIX HA MCIOJIb30BAHUM NPUPOIHBIX

JieueOHbIX GaKTOPOB
YV bonvuuncmesa nayuenmos Ha ghone adeKk8amHo20 1eyeHus Kauecmao HCU3HU, C8A3AHHOe
co 300posvem, chudiceno [117]. Kpome moeo, xauecmeo dicusHU, C883aHHOE CO 300pP08beM,
06pamHo NPONOPYUOHANLHO KOTUYECNB)Y 8PEMEHU 3A0ePHCKU YCMAHO8IeHUsL OUA2HO3a (UH020d 8

meuenue psaoa iem) [118].

o Pexomennyercs HeogHokpaTHOoe oOyudeHue mnamueHToB ¢ 1-HH pacnosnaBanuio
IIPU3HAKOB HEAJEKBAaTHOM 3aMECTUTEIBHOM TEPAalMH, CaMOCTOATEIBHOM KOpPPEKLUUU
JICYCHUST B Pa3IUYHBIX CHUTyallMsIX MW TPU HMHTEPKYPPEHTHBIX 3a00JICBaHUSX,
CaMOCTOSITEIbHOMY MapeHTepanbHoMy BBeaeHuio 'K [26].

YpoBenb  yOenurenbHOCTH  pexoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)
KommenTapun: bonvuwuncmeo ucciedosanuii. noomeepicoaiom, 4mo 6 UYeiom )
nayuenmos ¢ 1-HH nemanvHocms eviuie odbwenonyiayuonuou [26]. Bo ecex smux
uUccne008aHusax 0OCHOBHOU NpudUHol cmepmu nayuenmos agisemces AK. Taxum obpazom,
Kpatine HeoOX00uMo oOyueHue nayueHma npoQUIAKMUKe Kpuza U IKCMPEHHOM)
ssedenuio I'K [119]. Iokazano, umo 3nauumenvhas yacme nayuenmos (46 %) ne owviia
00CmamoyHo 06yHeHa 66e0eHUI0 KOPMUKOCmMepouoos & cmpeccosoli cumyayuu [26].
Taxum obpazom, HeoOX00UMO HeOOHOKpamuoe oOyueHue NaAyueHmos 8 X00e KaAHcO020
amoOy1amopHo20 noceujeHus 8paya.
Ilo pesynomamam 6onvwiol 0030pHOU pabomvi, ONpPeoeleHo, YMmo NPUOIUUMENbHO
mpemuv 8cex YpeeHMHublX cocmosHuil y nayuenmog ¢ 1-HH 6o3nukano ene doma. Tonvko
12 % nayuenmos ¢ AK camocmosmenvno 66oounu cedve I'K, a 2/3 nayuenmos
0021CUOANUCH TeHeHUss MeOnepcoHanom. B opyeom uccredosanuu (6 Beruxoopumanuu) us
26 nayuenmos ¢ [-HH, moavko 06éa nayuenma ymeau CAMOCMOSMENbHO 6/M 88eCmiu
pacmeop 2udpokopmuzoHa™*, a 10 nayuenmog ymeepicoanu, ymo HUK020a He 00y4anucsy
svinonHenuro unvekyuu. Ilpu onpoce 254 nayuenmos c 1-HH uz I'epmanuu moavko 63 %
cuumanu ceds Xopouwio UHGOPMUPOBAHHBIMU O OCUCMBUAX 8 YP2eHMHbBLX/CMPEecco8blX
cumyayusix [26].
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Cneyughuueckoti meouyunckou peaburumayuu nayuenmam ¢ 1-HH ne mpebyemcs. B kpye
PeadunumayuoOHHbIX MEPONPUAMULL MONHCEM OblMb GKITOUEHO KIUHUKO-NCUXON0SUUECKOe

KOHCYTbmupoearue.

5. HpO(l)l/IJIaKTl/IKa U JUCITAHCEPHOE HaﬁJIIOIleHl/Ie, MEAUINMNHCKHEC ITOKA3aHUA U

NPOTHUBONOKA3AHUSA K NIPUMEHEHUIO MEeTO10B NPOPUIAKTHKH

e Jlna npodrmraktuku AK manuentam ¢ 1-HH pexomenayercs anekBaTHas KOPPEKITUS 10361
'K B 3aBHCHMOCTH OT TSDKECTH HHTEPKYPPEHTHOTO 3a00JICBAaHUS U CTEIIEHU CTPECCOBOTO
Bo3eiicTBus (Tabu. 6) [120-131].

YpoBenb  yOenuTeqabHOCTH  pekoMeHgauuii C  (ypoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — D)

Kommentapum: MuozouucnenHuiMu uccied08aHuAMU 00KA3AHO yeeauderue (8 pasiuiHoll
cmenetu) ypoeHs IHOO2EHHO020 KOPMU30LA 60 6peMs aHeCme3uu, Xupypeudeckux
emewamenvcms, mpaem u kpumuyeckux cocmosinuil [120-124]. B nacmoswee spems ewye
He npogedeHbl PaHOOMUUPOBAHHbLE UCCIe008AHUS, KOMOpble MO2NU Obl Onpedenums 003y
I'K 6 ycnosusx nosviuienHou nompebHocmu 6 Hux. /[o3a 0ObIYHO paccuumviéaemcs 6
3a8UCUMOCU  OM  MANCECMU U  NPOOOINCUMENbHOCU  CIMPECCOPHO20  hakmopa.
Cuumaemcs, umo 6 u3UOIOSULECKUX YCLOBUAX HAONOYeuyHUKY cekpemupyiom 75-100 me
KOPMU30J1a 8 CYMKU 8 OMEem HA CILONCHOe Xupypauieckoe emewamenscmeo u 50 me 6
CYmMKU NpU He3HAYUMENbHbIX UHBA3UBHLIX npoyedypax. Taxum obpasom, oosa 'K npu
XUPYpULEeCKUX BMeuamenbcmeax 00AHCHA ObiMb He MeHbUle, YeM CeKpeyuss 300P08blX
HAONO4e4YHUKO8 80 8peMsl ONepayuul, ad maxice, O0IHCHA ObIMb MAKOU, YMoObl NepeKpbimb
6He3anHvle OONOTHUMENbHble NOmpeOHocmu npu ociodxcHenusx. Kpome moeo, Hem
o0oKaszamenbcme, Ymo makue 003bl 6e0yM K He2amusHbIM NOCIe0CMBUIM (OCIOHCHEHUSAM)
U, 8 mooice 8pems, Hem UCCIe008aHULl, VKA3bIGAOWUX HA MO, YMO HU3Kue 003vl bojee
bezonacuwvi. B 00Ho1l 0630pHOIl pabome NoKA3aHo, YmMo ceKkpeyusi Kopmu3oaa 6 nepgvie 24
yaca nocie onepayuu peoxo npesviwiana 200 me, a ypogeHv cekpeyuu Kopperuposan ¢
APOOOIACUMENLHOCIIBIO U CLONHCHOCHbIO  eMewamenvemea [127]. [Jokazano, umo
Memaborusm KOpmu3ona 3ameonsiemcs 60 8pems kpumuyeckux cocmosinuii [129]. B
uccneooganuu 158 nayuenmos omoenenus unmeHcunot mepanuu u 64 uz epynni
KOHMPOJIS,, ONpeoeieHo, Ymo Ypo8eHb 00ue2o0 u c80000H020 KOpMU30ia 6vlue )
NAYUeHmos8 omoeneHus UHMeHCUBHOU mepanuu, yem y cyovbekmos us epynnovl KOHMpOJis
scrnedcmesue COKpawjeHuss Kiuperca xopmusona 6onee uem Ha 50 % u cHudwcenus

UHaKmueayuu Kopmusoja 00 KOpmu3oHa. Hput{quz 3ameonenuss memadoauzma
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KOPMU301d 60 6peMs KpUMmuyecko2o cocmosiHus y nayuenmosg ¢ 1-HH, 6 nacmosawee
8pems, euje He U3YUATUCD.

Ipu nuxopaoke cymounyto 003y nepopanvrozo 'K yeenuuusarom 6 0éa uiu mpu pasa, 0o
HOPMAIU3ayuu COCMosHUs, 00bIYHO 6 meyeHue 08yX uau mpex OHeul. Eciu nayuenm He
CNOCOOEH NPUHUMAMb NEPOPATILHBII NPEnapam u3-3a peomsl Ul Mpasmsl, HOKA3AHO 8
meyeHue 3mo20 nepuooa napeHmepanvHoe ggeoenue (6/6, 6/m unu n/k) I'K. Hasnavenue
MK ne mpebyemcs, eciu cymounas 0o3za cuopokopmuszona™** npesviuwaem 40-50 me [26].
B oonoyenmpogom, omkpulmom, paHoOMU3UpOBAHHOM, NePEKPECMHOM UCCLe008AHUU HA
12 nayuenmax c 1-HH nokazarno, umo u npu n/x, u npu 6/m 66edenuu #euopokopmuzona™*
pe3yibmamsl  hpapmakokunemuxu noumu uoenmuyHnvl. Oouaxo, npu n/K 68edeHuu
mpebyemcs 08¢ UHbeKYuU, a He 00HA KAK Npu 6/M 88e0eHuUU, U OJisi OOCMUICEHUS YPOBHSL
kopmusona 1000 Hmonwv/n (36 mxe/on) nompebosanocy borvuie epemenu (22 u 11 munym
coomeemcmeenno) [130-131].

Conymcmsylowas mepanus, Komopas 61usem Hd KOHYEHMpayuio KOpmu3ond, maxdice
Modcem 8v136ams Kpu3. [109momy 8 maxkux cayuasx 00uHceH paccmampueamsbcs 60NPOC O
koppexyuu 0o3zvl K. Hnuyuuposanue 3amecmumenvHou mepanuu 1e80MupOoKCUHOM
Hampusi’**  mooicem  vl36amb  HAONOYEUHUKOBbILL  KPU3  B8CIeOCmEUe  YCKOpeHus
memabonuzma xopmuzona [26]. Veenuuusarom kiupenc Kopmuzona mMeouxkamenmul,
axmusupytowue  epmenm CYP3A4: kapoamazenun™*, mumoman™*, 36epobos
npoovipssiieno2o mpasvl skcmpakm [132].

Hasnauenue oexcamemaszona™* 6ez MK, maxowce moowcem 6viz6amb HAONOYEYHUKOBHLU
Kpu3, mak KaxK 0eKcamemaszon™* ne umeem MuHepaiokopmukouorou akmusnocmu [26].
Ilokazano, ymo y nayuenmos c¢ 1-HH (BJKH) npu ¢usuueckoti Hacpy3ke 6blCOKOU
unmencusHocmu 0o 20  muHym He  mpebyemcs — OONOJIHUMENbHBIU — NpUem
auopokopmuzona™* [26], no npu 6onee onumenvHoll Hazpyske OOROIHUMENbHO K Mepanuu
pexomenoosaro 5 - 10 me cuopoxopmuszona** [93]. Oonaxo, 6 nacmosuwee épems, nem

CYUecmeeHHbIX 00KA3amenbCma 0Jisl 66e0eHUsT MAKOU PeKOMEHOAYUU.

Bcem manmentam ¢ 1-HH pexomenmyercs MMeTh WACHTU(PHUKAIMOHHYIO KapTOUYKY
(METUIIMHCKUN OpacieT WM KyJOH) C YyKa3aHueM 3a00lieBaHHS U HEO0OXOIUMOCTU
BBenieHns ['K [26].

YpoBenb yOeaurenabHocTH  pexkomeHaauuid C  (ypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTtapuu: /layuenmy Heobxooumo ece2oa umems npu cebe MeOUYUHCKUL bpaciem

uiu KyJao0H C MUHUMATTLHOU uuqbopmauueﬁ 0 3abonesanuu u i1e4eHuu (Komopaﬂ 6 mom
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yucne modcem ovimo 3awugpposana npu nomowu QR-kooa) [108]. Kpome moeo, ne 6ce
8payu MO2ym 3HAmMb 0 HeoOXo0uUMocmu HezameonrumenbHozo aederuss AK. I[loamomy

nayuermy aiceianielibHo Umentsb 6cez0a npu cebe «(NAMAMKY» C npoCmusIMu UHCMPYKYUAMU

no neuwenuro AK [133].

Bcem mamumentam ¢ 1-HH pexomenayercs mmersr 'K B mHBEKIMOHHON (opme ms
UCIIOJIb30BAHUSI B YPIeHTHBIX CUTyanusix [26].
YpoBenb  yOenurTeqbHOcTH  pekoMeHaanmuii C  (YpoBeHb  /I0CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

Bcem nammentam ¢ 1-HH pekomennmyeTcsi HaOMIOJEHHE BPauyOM-SHIOKPHHOJIOTOM HE
pexe 1 pasza B TOJ ISl MCKITFOYCHUS IPU3HAKOB HEa/leKBaTHOM Tepanuu [26].

YpoBenb  yOenurTeabHOCTH  pekoMmenaauumii C  (YpoBeHb  /I0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrapum: [Jenv neuenus u HabnooeHus cocmoum 6 mom, 4moovl Y nayueHmos
ObLI0 YOosIemsopumenvHoe obujee Camoyy8cmeue, OHU MO2IU 6eCMU C8OH OOLIUHYIO
npogheccuonanbHyio 0essimenbHOCMb U MAKCUMATLHO NPUOTUNCEHHBIU K 0ObIYHOMY 00pa3
arcusHU. Pecynsipnvle ocmompul no3eonsitom npogecmu OYeHKy Qu3uyeckoeo coCmosiHus,
0COOEHHO, OMHOCUMENbHO NEPeOO3UPOBKU UIU HeOOCMAMOYHOCIIU 3AMEeCTUMeNIbHOU
mepanuu, u Kavecmea oicuznu. Jlooou snuzo0 OHH Oondicen Ovimb mujamenbHO
00CyIHCOEH.

Koumpons 3amecmumensrotl mepanuu, 21agHbIM 00pa3om, NPOEOOUMCS NO KIUHUYECKUM
cumnmomam. Ha ¢one adexeamnoii mepanuu y nayuewma  OmMcymcmeyem
eunepnueMeHmayus, 00IHCHbl OblMb HOPMATbHLIE nokazamenu AJ] u ycmouiuuguwlii gec.
Hanuuue  opmocmamuueckou — cunomeH3uu  yKazoleaem HA — HeOOCMAMOYHYIO
MUHEPATIOKOPMUKOUOHYIO Mepanuio Ui 02panuieHHoe nompeoieHue cou.

Pymunnoe nabopamopnoe ob6cnedoganue 00NHCHO BKIHOUAMb UCCLEO08AHUE VPOBHEU
Hampusi u Kaaus 6 Kpoeu. Onpedenienue pPeHUHOBOU AKMUBHOCMU HAA3MbI KPOGU U
uccnedosanue yposus P 6 kposu HeoOX00umbl 0Jisi MOHUMOPUH2A MUHEPATOKOPMUKOUOHOU
He0OCMAamoyHoOCmu, ypogenb OAHHLIX NOKA3amenel 00NHCeH CMPeMUmvCsi K 8epXHeMy
pepepencromy ouanazony uiu HemHo2o evluie [26].

B nacmoswee epems, omcymcmeyem eouHoe MHeHUe N0 HOB00Y HeoOXO0OUMOCMU
DpecyIspHO20 Nposedenus peHmeenooeHcumomempuu y nayuenmos c¢ 1-HH. Tak, npu
omcymcemeuu nepedosuposku npenapamamu I'K y sxcenwun 6 npemeHonayse u Mys#cyun c

1-HH, cuuocenuss munepanvHou niomuocmu kocmuou mxanu (MIIK) ne obuapyicero
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[105]. B mo orce spems, ysenuuenue doszwi I'K accoyuuposano ¢ ymenvuenuem MITK [134].
Mpvi  npeononazaem, umo pymuHHOe NpOBeOeHUe pPEeHMEeHOOEHCUMOMEMPUU BCEM
nayuenmam c¢ 1-HH ne yenecoobpasno, uccie0o8anue nokasamo moabKo mem JTUYam,
Komopuvle OIumenvbHoe 8pemsi HAxXoOunucy 6 cocmosinuu nepedozuposxku I'K. Oouaro,
nHexomopwle asmopwl [135] He uckmouarom neobxooumocms NPOBOOUMb MOHUMOPUHS
MIIK peeyaspuo (1 pasz 6 2-5 nem) oadxce nayuenmam, noayyaowum I'K 6 neborvuion

oose.

[TaruenTam ¢ ayroummyHHbIM reHe3oM 1-HH pexomennyetcs exxerogHoe odciaenoBanue
Ha MpeaMeT Hanuuus JIpyroid ayroummyHHo# naronoruu: A3IIDK, CJI, runoronaausm,
HeNMaKKsl, ayTOMMMYHHBIH racTpuT u Aeduiut Butamuna B12 [136-141].

YpoBenb  yOenureabHocTH — pekoMenaauuii C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJbCTB — 4)

Kommenrapun: [losviuennblii puck Opyeux aymouMMYHHbIX HApPYuleHull OUuKmyem
HeobXo0UMoCnb MujamenbHo20 HabII00eHUs 8 SMOM HANPAGIeHUU, 0COOEHHO GbIABLEHUS
A3LPK, komopoe ommeueno y nonosumsl dxcenuwyun u 'y 25 % myxcuun ¢ 1-HH. C/HI
svisisnsiemes y 10 - 15 % nayuenmos. Ilosmomy, exnce200H0 He0OX0OUMO UCCLeA08aAHUe
yposuei mupeomponnozo 2opmona (TTI), c60600H020 MUPOKCUHA U 2TUKUPOBAHHO2O
eemoenobuna kposu [136-139]. Credyem ommemumo, umo npu OHH mooxcem 6vime
3aguxcuposano nosviwernue TTI. Ilpu smom nogviuernue oo 10 mME/n exatouumensho,
Kax npasuio, o0ycnosnero, nomepei uneubupyrowezo ewsnus 'K na cexpeyuio TTI u
MeOuKamenmosHou Koppexyuu He mpebdyem [142].

HKenwunam HyxncHo coobwums o pucke (8%) npedxcoespemenHoll 06apuUalIbHOU
nedocmamounocmu [136]. Betterle u Op. noxkazanu, umo npexcoespemenHnas 08apUaiIbHAsL
HedocmamoyHocmy Ovina ouaznocmuposana y 20,2 % uz 258 scenwun ¢ 1-HH, y 20 uz 49
(40,8%) c AIICI1, y 6 uz 18 (33,3 %) c AIIC4, y 26 uz 163 (16 %) ¢ AIIC2, no nu y 0onoi
u3z 28 ¢ uzonuposannou 1-HH [143]. Hecmompsi na mo, umo CYPI11A1 skenpeccupyemcst
80 BCeX CMepoUOO2eHHbIX MKAHAX, OoKazano, umo Hanudue AT Kk OanHomy O6enxy
Koppeaupyem ¢ naauyuem eunozconaousma [144]. Oownako, npocnosupyrowas yenHocmo
CYP11A41 comuumenvua. Tax, Reato u op. [143] onpedenunu, umo monvrko y 3 uz 13
Cepono3umuUEHbIX NAyUeHmox 3a 8 1em HaobaroeHus Obl1 OUASHOCMUPOBAH 2UNO2OHAOU3SM.
B omauuue om nayuenmox ¢ HeaymoumMMyHHbIM 2UNO2OHAOU3MOM, Y nayuenmos ¢ 1-HH

d)OﬂﬂUKyﬂﬂpHClﬂ gbyHKI/ﬂ/l}l COXpanaemcs 6 medyeHue HeCKOJNbKUX jlem nocie yCmaHOoB81eHUA
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ouacrnosa [145]. DOmo Oaem 6o3modCHOCMB  KpUOKOHCEpSayuu  0OUUMos  OJisl
IKCMPAKOPNOPATLHO2O ONI0OO0MEOPEHUS.

Hayuenmam ¢ 1-HH edicec00H0 HeoOX00UMO 8bINONHAMb 00WULL (KIUHUYECKULL) AHATU3
Kposu pazeeprymulil. Bciedcmeue aymouMMyHHO20 2acmpuma 4acmo 6blieisemcs
oepuyum eumamuna B2, nosmomy OOnosHUMENbHO NPOBOOUMCS — edHCe200HOe
onpeodenenue  yposus  eumamuna B2 (yuanoxobanamun) 6  kposu. Ilpu
nooo3penuu/svissnenuu oeuyuma eumamuna B12, maxoice, scenamenvho ucciedosanue
XOOMPAHCKOOANAMUHA, — 2OMOYUCTMEUHd, — MemuimManionogou  kuciomsl, AT K
RAPUEMAIbHBIM KIeMKAM JHCelyOKd u k énympennemy gpaxkmopy Kacmaa [26].
Iockonvky pacnpocmpanennocms yeauaxuu npu 1-HH cocmasnsiem npubausumensro 5%
[137,140-141], neobxo0umo onpederenue cooepiicanus auwmumen K MKAHEBOL
Mpancenomamunase 6 Kpou U ucciedosanue ypoeus obweeo IgA, oadice ecau
cumnmomol omcymcemeyiom [26].

Yacmo 6biA61A10MCsL GUMUIUSO U AIONEYUS], KOMOPble PACCMAMPUBAIOMC KAK MAPKepbl

aymoummyHnou namonozuu [26].

e bepemennsiM ¢ HH pexomenayercs HaO0IeHHE Y Bpaya-3HIOKPUHOJIOTa HE PeXe, YeM
1 pa3 B TpuMecTp, /U MCKIIOYCHUS KIMHUYECKUX CHUMIITOMOB HEaJCKBATHOW TEpaIUH
[26].

YpoBenb  yOenuresbHocTH  pekoMenganmii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

6. Opranu3anusi 0OKa3aHusi MeIUIMHCKOI MOMOIIIH
MenuiHcKast MOMOIIIb, 32 HCKITIOYEHNEM ITOMOIIN B paMKaxX KIMHHYECKOW armpoOaryy, B
COOTBETCTBUM C (eaepasibHbIM 3akoHOM oT 21.11.2011 Ne 323-®3 (pen. Ot 25.05.2019) «O06
OCHOBAX OXpaHbl 3/I0POBbs IpakaH B PD».
[TokazaHust UIA TOCIUTAIM3AINN B METUIIMHCKYIO OopraHu3amnuio (popma — sKcTpeHHas,
YCIIOBUS — CTAllMOHAPHO):
1) AK;
2) nono3penue Ha AK;
3) Brepsbie BoisiBaeHHast 1-HH (npu oTcyreTBun nogo3penuii Ha AK);
4) tsoxenas nepeno3uposka 'K wiun MK.
[Tokazanus Ui rOCOUTAIM3AIMKA B MEIMLMHCKYIO OopraHu3anuio (dpopma — IuiaHoBas,
YCIIOBHS — CTAI[MOHAPHO):

1) HanuuKMe HETSDKENBIX MPU3HAKOB HeanekBaTHoW Tepanuu ['K mwim MK (B ciyuae, ecnu
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KOPPEKIUS Tepanuu B aMOyJIaTOPHBIX YCIOBUAX HE A (PEeKTHBHA).
IToxa3anus K BBITIHNCKE InanucHTa u3 MGHHHHHCKOﬁ opraHusanvunu

1) croiikoe ynydieHue CocTosHUs (YIOBICTBOPUTEIbHOE 00IIEe CAMOYYBCTBHE, OTCYTCTBHE
NPU3HAKOB HEAIeKBATHOM TEPAITNH) U HOPMAJIbHBIE ITOKA3aTeNN AIEKTPOIUTHOTO COCTaBa,
KOT/Ia MalMeHT MOKeT Oe3 ymiepOa A 310pOBbsI MPOAOIDKUTH JICYEHHE B aMOyJIaTOPHO-
MOJIMKIIMHUYCCKOM YUPCIKACHUHN WM JOMAIIHUX YCJIIOBUSX,

2) pu HEOOXOAMMOCTH TIEPEBO/IA TTALMEHTA B APYT'YIO OPraHU3aIHIo 3IPaBOOXPAHCHHS;

3) rpy0oe HapylIeHNE TOCITUTAIBHOTO PEXKUMA;

4) 10 MUCPMEHHOMY TPEOOBAHUIO MALMEHTAa OO €ro 3aKOHHOTO IMPEICTABUTENS, €CIIH
BBINKCKA HE YTPOXKAET KU3HU MAIMEeHTa U He OIacHa Ui OKpyXaromux. B aTom ciyuae
BBIITMCKA MOKET OBITh MMPOU3BCACHA TOJIBKO C pa3pClICHUA I'NTAaBHOI'O Bpada 6OJH)HI/IIH)I NI

€ro 3aMeCTHUTENIS 10 JIeYeOHOH pa60Te.

7. lonosHuTeIbHASA HHPOpManus (B TOM ynciie (paKTOPbI, BJUSIONIAE HA

MCXO0/1 3200J1€BaHNUS] UJIH COCTOSIHUSA)

7.1 KJ'IaCCI/I(l)I/IRallI/IH AVTOMMMYHHOM HAIMOYEYHNKOBOM HETOCTATOYHOCTH

Betterle C. u coaBt. [146] Ha OCHOBaHWM KJIMHUYECKHX U Ja0OPATOPHBIX JTaHHBIX
HPEIUIOKUIN KIacCH(DUKALUIO ayTOMMMYHHOIH HaAMO4YeYHUKOBOW Henocrarounoctd (AHH),
BBIJICJIUB 3 OCHOBHBIE CTaauM 3aboneBanus. Ha HauaneHOM craauu, (T.H. noteHuuanbHas HH) y
JUI] C TEHETHYeCKON IMpelpacnoioKEHHOCThI0O MpPU BO3AECHCTBUM TPUITEPHBIX (HaKTOPOB
okpyxkatomerd cpensl  [21,147] WHHOMUPYIOTCS peakMM HMMMYHHOH ayToarpeccuu ¢
dopmupoBanueM AT k P450c2 1. Knuanueckue nposBlIeHUs] U TOPMOHAIbHBIE H3MEHEHHS Ha ATON
CTaJIn OTCYTCTBYIOT.

Ha cnenyromeit cyOxknmmandeckoit (sarentHoi) craauun HH mpoumcxomut aectpykims
KJIETOK KIIyOOYKOBOH M 3aTe€M My4KOBOH 30HBI KOpPHI [146]. IIpu sTOM 3a00€eBaHne JUIUTENEHOE
BpeMsl UMeeT CYOKIMHMYECKHI XapaKTep: CUMOTOMBI B OCHOBHOM >IM30JIMUYECKHUE, JIETKUE U
Hecrienuguyeckue. OJHAKO, MpPU BO3ACUCTBUM 3HAYMMBIX IMPOBOLUPYIOMUX (HAKTOPOB, B
YaCTHOCTH BO BpeMs ONEpPaTHUBHBIX BMEIIATEIbCTB, POJOPA3PELIEHUH, MPH  OCTPHIX
3a00JIeBaHUAX, TPAaBMax | Mp., JaTeHtHas 1-HH moxer manudectuposath ¢ pa3sutus AK [148-
149]. B 3aBUCHMOCTH OT pe3yJbTaTOB TOPMOHAJIBHBIX HUCCIEIOBAHUH, BBIICISAIOT 3 MOJCTA UM
cyoknuanueckorr HH:

1 — mnHapymeHue MHMHEPATOKOPTUKOUIHOW (YHKIMHM (MOBBILICHHE KOHIEHTpPALUU

P/axtuBHOCTH P 11a3MBI B COUETAHUN C HOPMAJIBHBIM WIJIH CHIKEHHBIM YPOBHEM A);
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2 — TOTIOJTHUTENBHO BBISIBIISETCS HApYLIEHUE TIIIOKOKOPTUKOUIHON QYHKIIUH (CHHKEHUE
KOpTHU30Jia Ha oHE TecTa ¢ nmpenaparamu u3 Gpapmaxonoruueckoii rpynnsl AKTI/UTT; ypoBenb
AKTT B HOpME WU TOBBIILICH);

3 — TmporpeccMpoBaHHE HApPYIICHUS TIIOKOKOPTUKOUTHOW (YHKIUH (CHHXKEHUE
6azanpHOro Koptuzoia; ypoeHb AKTI' B Hopme miu moBbiiieH) [146].

[Tpu pazpymenun 90% anapeHOKOPTUKANBHBIX KJIeToK [147] pa3BuBaeTcs mMaHu(eCcTHas
HH, kortopas mposiBiusgercss Oonee SpKOW KIMHUYECKOH KApTHHOM W  XapaKTEePHBIMH
nabopaTopHbIMU H3MeHEeHHsIMU [146]. B mopamisttonieM OONBIIMHCTBE cliydaeB 3a0ojieBaHUE

JIMAarHOCTUPYETCSI TOJBKO Ha 3TOM CTauu, Hepeako mpu pa3sutuu AK (tabn. 7, puc. 3).

Pucynok 3. Cramuu ayTOMMMYHHOW HaJAMOYCYHHUKOBOW HemoctatouHocTH [144]

(moougpuyuposano asmopamu).

Tabmuma 7. Kiaccudukarys ayToiMMYHHON HaMOYEYHUKOBON HemocTtarouHoCTH [144]

(mooupuyuposaro asmopamu).

Craaun O
= [
2
‘ -5 |2 s | EE
58| (g% |Eg8 = |8 g E
(5]
=% |2 53 |E&¢ s | s : g
A S M = = = = A = 9
z = 8 = = 5 5 &
= = < Z =
Z S
IloTrenuunannHas + N N N N N -
AHH
JlatrenTHAs
AHH + N/t N N 1 N/| -
-noacTaaus 1 + N/t N ! 1 N/ +
-nofcTaaus 2 + N/t l ! 1 N/ +
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-[IOACTAaNS 3

Manudecrnas +/- ™" N ! ™ N/ +
AHH

Coxkpaienus: N — HOpMa; | — CHHKEH; T — HOBBIIIICH.

B mnacrosimee Bpemsi mpencTaBieHHasl KilacCHUpUKalus HE SBISETCS OOUICTPUHSATOM.
Haubonee BeposiTHO, 3T0 00YCIOBIEHO OTCYTCTBHUEM UYETKUX KPUTEPUEB TUATHOCTUKHU (TIPEXKIIEC
BCEro, YPOBHsI TOPMOHOB, oTpaxkatomux pynkuuto [THC) ans onpeneneHus Kaxaoi cTaauu u
noacraguun AHH. Takum o6pasom, Tpedyercs moaudukanus kiaccudukaiuu Betterle C. u coasr.

Onnaxko, 6eccriopHo, BHeApeHue kiaccudukanuu AHH B KTHHUYECKYIO MPAKTUKY KpaiiHe
HEO0OXOUMO, T.K. O3BOJIUT 3HAYUTEIBLHO YMEHBIITUTH CMEPTHOCTh MAIIUEHTOB 3a CYET AaKTUBHOT'O
MOWCKA MOTSHIIMAIILHON U JTATCHTHON (opM 3a0oseBaHus (IIPEXKE BCErO B TPYIIAX PUCKA — Y
JUI] ¢ IPYTUMH ayTOUMMYHHBIMHU 3a00JIEBaHUSIMH) M CBOEBPEMEHHOTO JieueHus. Kpome toro,
1[eJIeCO00Pa3HO MPOBEICHUE JIMUIEMUOIOTUYECKUX HCCIEIOBAaHUM, MOCBSIMIEHHBIX H3YYEHUIO
MOTCHIMATBHBIX W JIAaTeHTHBIX (hopm HH, ¢ menpio OEHKM UCTHHHOW pacipOCTpaHEHHOCTH
3a00J1€BaHUs M OMNpENETICHUsI pUCKa Pa3BUTHS JAHHOW NMATOJIOTMH B KOTOPTE MAI[MEHTOB C

APyruMu ayTOuMMYHHBIMHA 3a00/1€BaHUSIMU.

KpOMe moceo, 6 HacmosAuee epemMsi, ece ewje mpe6yi0m boslee ONMUMANIbHBIX NOOX0008

ouazrocmuka u aeyenue 1-HH.

7.2 JIMarHoCTHKA NEPBUYHOM HAMMOYECYHHKOBOM HETOCTATOYHOCTH

CyiiecTByeT MHOTO HEPEIIEHHBIX BOIPOCOB OTHOCHUTEIBHO OIpeneiaeHus: (QyHKIUU
Ha/IMOYEYHUKOB. B yacTHOCTH, HeT corjacus B HeoOxoaumocTu MoHuTopuHra I'K Bo Bpems
NPUCOETUHEHUS] UHTEPKYPPEHTHBIX 3a00JI€BaHUN U PUEME Pa3IMUHBIX JIEKAPCTBEHHBIX CPEJCTB,
a TaK)Ke B ONPEEIICHUN HAAOYEUHUKOBOM TMCHYHKIIMN BO BPEMSI KPUTUUECKUX COCTOSHUM.

B yactHOCTH, HEKOTOpBIE aBTOPHI MPEANONAraloT KitoueByto poib aucyskiuun ['THC
(umu «otHOcuTenbHOM HH») B matodu3nonoruu moauopraHHoil HeloCTaTOYHOCTH. Tak, OblLia
BbICKa3aHa rumnoTe3a o 6ojee HU3KOM YPOBHE KOPTH30JI1a Y MAIIIEHTOB B KPUTUUYECKOM COCTOSIHUU
C HeOJaronmpUsATHBIM MCXOJIOM IO CPAaBHEHHUIO C MAllM€HTaMHU B KPUTHUECKOM COCTOSIHUM U
OnaronpusaTHBIM Hcxon0M. OfHaKo, pe3yibTaTbl CPaBHUTENbHBIX HCCIEIOBAHUN ONPOBEPIIIN
JTAHHYIO TUIIOTE3Y: YPOBEHb KOPTH30ja Yy MAalMEHTOB ¢ HEOIAarompHusATHBIM MCXOA0M OBbLT Jaxe
BBIILIE, YEM B TIpyNNe KOHTpPoJsid. Takke, BBICKA3bIBAIOCH IPEAINOJIOKEHHE, YTO pa3BUTHE
«otHOocuTenbHOM HH)» sABisercst cnencrBuem pe3ncTeHTHOCTH TKaHed K geictBuio [K y
MAIMEHTOB B KPUTUYECKOM cocTosiHUU. OJIHAKO, B HACTOSIIIEE BPEMS OTCYTCTBYIOT CTaHAApTHBIE

METOABI OICHKHW aKTHUBHOCTHU I'K B Tkansax. Takum o6pa30M, Hajauuue «oTHocuTenbHor HH» umm
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«HH npu KpUTHYECKUX COCTOSHUSX)» OCTAETCS CHOPHBIM, M HEKOTOPBIE aBTOPBI HE PEKOMEHIYIOT
PYTHHHOE HCClIeJoBaHue (PYHKIIUH HAAMMOYCYHUKOB y JaHHOM Kareropuu namuentos [150].

Knuaumuctel Hyknaorcs B Oonee HaaexHOM Onoxumudeckom wmapkepe HH. B
HaCTOsIIee BpeMsl, IEPCIEKTUBHBIMU SBJISIIOTCS JBa HamnpasieHus. [lepBoe — 3T0 uccienoBanme
ypOBHS CBOOOHOTO KOopTH30ia B citoHe [26]. VceienoBanue ypoBHsS CBOOOJIHOTO KOPTH30Ja B
CJIIOHE YTPOM MOKET MPUMEHSATHCS KaK METOJ] BTOPOTO Psiia UM KaK JIOMOJIHUTEIIbHBIA aHATU3 B
CIOXHBIX ciydasx. OIHaKo, HEOOXOIMMO MPOBEICHUE HCCICIOBAHUN ISl TOATBEPIKICHUS
JTAHHBIX BBIBOJIOB.

Bropoe  HampaBieHue = KacaeTcs ~ MacCOBOTO  BHEIPEHHs]  CHEHH(PUYECKOro
JTUATHOCTHYECKOTO  TECTHUPOBAHUS: JKUAKOCTHOW  Xpomarorpaduu/ TaHIEMHOW  macc-
cuektpomerpur  (LC-MS/MS), uto m0omKHO 00€CIeYnTh JIYYIIyI0 CTaHAApTU3AlUI0 B
U3MEPEHUH KOpTu3oja. Takue MeToIbl OTHOCHUTEIbHO CBOOOJHBI OT AHAIUTHYECKUX
BMEUIATEJIbCTB, CBSI3aHHBIX C IEPEKPECTHON PEAKTUBHOCTBIO, CBOMCTBEHHOW HMMYHOJIOTHYECKUM

ananmsam [151].

7.3 IlepcneKTHBLI _3aMECTHTENbLHON _Tepanuu __NEePBHYHOH _HAJANOYEYHHKOBOM

HEAOCTATOYHOCTH

7.3.1 3amecTuTEIbLHAN Tepanus aHaporeHoaepumuTa

VY KEHIUH HAANOYEUHUK SBJIAETCS €AUHCTBEHHBIM MCTOYHUKOM CEKPELHH aHJPOreHOB
(AI'DA u anapoctenanona). CrnenoBaTeIbHO, HAIMOYSUHUKOBASI HEIOCTATOYHOCTD MPOSIBISETCS
Takxke U geguuuroM anaporeHoB. AI'DA aktusupyetcs 1o JAI'DA-C B nepudepruueckux TKaHAX
U B FOHajax MpH ydactuu (epMmeHTa cynbdorpaHcdepasbl. Puznonoruyeckas KOHIEHTpaIUs
HAI'SA-C B cbiBOpOTKE JocTUTAaeT Makcumyma B Bo3pacTe 20 u 30 JIeT ¢ MOCTENEeHHBIM CHUKEHUEM
HE3aBUCHMO OT HacTyIUleHHsT MeHomay3bl. J['DA sBisiercs npeecTBEHHUKOM IOJIOBBIX
TOPMOHOB (3CTPOT€HOB U aHApPOreHoB). Kpome Toro, 1aHHBIN TOPMOH HAINPSIMYIO CBSI3BIBAETCS C
pELENTOPAMH IOJIOBBIX CTEPOUIOB, AKTUBUPYET UX, a TAKXKE YBEIMUUBAET UX 4HCi0. [Ipu aTOM,
pe3ynbTaThl MCCIEAOBAHUN MpPENAINoyiaraloT, YTO B TKaHHU, COJEp’Kalled penenTopsl Kak K
ACTporeHaMm, Tak W K asjaporeHam, JII'DA akTUBHpYeT NPEUMYILECTBEHHO PELENnTOpbl K
sctporeHam [152]. ITDA Taxke akTHBUPYETCS B TOJOBHOM MO3T€, TJE€ €ro MeTabOoJHT yxkKe
IPUYUCISIETCA K HEMPOCTEpOU1aM, TaK KaK BIMSIET HAa PELENTOPHI Y-aMUHOMACIISTHOW KUCIIOTBI U
OKa3bIBAE€T AHTHJIECTIPECCUBHOE JelcTBHE. B nccnenoBannsx Ha rpeisyHax JI'DA, aktuBupys ol-
pLENTOpbl TOJIOBHOTO MO3ra, BOCCTAaHABIMBAJI HapylIeHHWE MaMsITH, HWHIYLIHPOBAHHOE
NEPUHATAIBHBIM BO3JEHCTBUEM KOKaWHa WM TPAH3UTOPHBIM IEPHUHATAIbHBIM JINTUPOBAHUEM

OOIINX COHHBIX apTepuil.
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CornacHo 3KCIIEpUMEHTATbHBIM JJaHHBIM, TTOJIYYEHHBIM Ha XKUBOTHBIX, [[['DA oka3piBaer
MOJIOKUTEIBHOE BIUSHUE HA TOJJIEPKAHHE MBIIICYHOM MACChl, @ TAKXKE YMEHBIIAET PHUCK
pasButus oxupenusi, CII, cucreMHOW KpacHON BOJYAaHKH, OHKOJIOTUYECKHX 3a0oyieBaHuil (Tipu
JNEHCTBUM XMMHYECKHX areHTOB): paka OO0OJOYHOW KHUIIKH, JETKUX, MalUUIOMbl KOXHU.
[Ipeanonaraercs, uro qanubie 3¢ dexTsr JJI'DA onmocpenoBaHbl BIUSHUEM HA YHCIIO PEIIETITOPOB
(meueHouHsIX saepHbIX, PPARa 1 ap.), koTopble perynupyrot Tpanckpumnuuto renoB CYP. Takxe,
Bo3aeiicTBya Ha PPAR, JI'DA ycunuBaeT MeTa00IM3M KUPHBIX KUCIOT. MI3BECTHO, UTO YpOBEHD
JI'SA-C o6paTHO MPOMOPIHOHATIEH CEPACYHO-COCYTUCTOMY PUCKY, a TaK)Ke 3a00J1€Ba€MOCTH U
cmeptHOCTH. [Ipeamonaraercs, 4To qaHHbIi 3G dekT 00ycnonien aktuBaiueir NO-cuaTassl [152].

Kpome Toro, JII'DA yMeHbIIaeT NPOAYKIHMIO PEAKTUBHBIX (OPM KHCIOpOAa B
[JIAJKOMBIIICYHBIX ~ KJIETKaX aOpThl KPBIC, HMHTUOMPYS TaKUM O0pa3oM BOCIAJICHHE,
UHAYIUpOBaHHOE aHTHOoTeH3uHoM 2. Takxke, J[I'DA crnocoOCTByeT yBeIHMUEHUIO MUHEpPaIbHOU
IUIOTHOCTH KOCTHOM TKaHU 3a CYET CTUMYJAUMH Au(PepeHIupoBKH 0CTe00IacTOB (IIyTeM
YCHJICHUSI TPAHCKPUIIIMU TE€HAa WHCYIUHONOAO00HOro (akTopa pocra 1) W HMHTHOMpPOBAHHS
ocTteosin3a (IyTeM yMEHbBIICHUSI CEKPELIMU HHTepIieiikiHa-6) [152].

Taxum 06pazom, puznonorudeckoe 3HaueHue I DA He orpaHMUMBAETCS UCKITIOUUTEIHHO
MpEBpAIllCHUEM B IIOJIOBbIE CTEpoUbl. JlaHHBIE TOPMOH, NPEANOIOKUTEIBHO, SBISAETCS
CUTHAJIbHOW MOJIEKYJION, TaK KaK MOXET HEIOCPEICTBEHHO BO3/ICMCTBOBATh HA KIIETKU.

ExxenneBHbI oqHOKpaTHBIM nepopanbHbiii npueM [AI'DA npu 1-HH BoccranaBnuBaer
YpPOBEHb AaHJIPOT€HAa M €ro MpeAlIeCTBEHHUKAa 10 HOpPMallbHbIX 3HaueHuil. MccnegoBaHus
nokaszanu, yto tepanus AI'9A npu 1-HH Moxer ynaydmaTe KauecTBO XKU3HM M HACTPOEHUE,
CHI)KAaTb YPOBEHb JENPEcCCMM U TPEeBOKHOCTH. Cucremaruyeckuil o0030p M MeTa-aHaIu3
PaHIOMU3MPOBAHHBIX ILIAIE00-KOHTPOJIMPYEMBIX HCCIIEIOBAHHI HE TOKa3al CYIIECTBEHHOM
KJIMHUYECKOW BBITOJIbI TAKOW Te€panuu AJis Beex >keHIuH ¢ 1-HH, Ho umeeTcst ocTaTouyHO MHOTO
HAy4YHBIX paboT, KOTOpBIE 3aPETUCTPUPOBAIM TMOJNOXKHUTENbHBIE 3(h(deKkTsl Ha IUOUA0 U
BOCCTAHOBJICHHE My0apxe y MOJoJbIX JeBylek Ha ¢one Tepanuu AI'DA mpu 1-HH [25,153].
OnHako, T0ATOCPOUHBIX HccaeaoBanuil sxeHmuH ¢ 1-HH, npunumaromux JAI'9A, B HacTosmiee
BpeMsi, KpaliHe MaJo.

IMpuem JHAI'DA (Ouonorumdecku akTUBHas Ao00aBka) B o3¢ 25-50 Mr oOgHOKpATHO
MEepOPATILHO YTPOM pACCMATPUBAETCS TOJIBKO JJISI JKEHIIMH penpoyKTUBHOTO Bo3pacTa ¢ 1-HH u
CHIDKEHHUEM/OTCYTCTBHEM JIMOW0, ACTIPECCHEH, TPEBOKHOCTHIO, BBIPAKEHHOW CIIa0OCTHIO,
HECMOTPSI Ha ONITUMU3UPOBAHHYIO TTIFOKOKOPTUKOMI- U MUHEPATOKOPTUKOUIHYIO Tepanuto. Eciu
MaIUeHTKa He COO0IIaeT 0 CTOWKOM, ONIaronpusaTHOM Bo3neicTBuU Tepanuu I DA B TedeHue 6

MCCAILICB, IpCrnapar pCKOMCHAYIOT OTMCHHUTD. B nmomonneHne k KOHTPOJIIO 3a KJIMHUYECKOH
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3 PEKTUBHOCTHIO M TOTCHITMATBHBIMUA TTOOOYHBIMU () (PEeKTaMu, MHIAUBHUIYATbHBIN TOI00P T03BI
MPOBOAMTCS C TIOMOIIBIO HCCIIEOBaHMs yTpeHHero obOpasiia kpoBu Ha JII'DA-C no mpuema
npenapara. Lenpto Tepanuu SBiIsieTcs JOCTHXKEHUE CPEAHETO YPOBHS pehepeHCHOro Anana3ona

JUISL pEIPOAYKTUBHOTO mepuoa [26].

7.3.2 'K ¢ MoauduIMpPOBAHHLIM BHICBO0OKICHHEM

HecmoTpss Ha ONTUMaNbHYIO 3aMECTUTENIBHYIO TEpPAINI0, 3HAYUTENBHOE KOJIMYECTBO
NAIMEHTOB IPOJOJDKAIOT MPEABSABIATh OOBEKTUBHBIE M CYOBEKTHBHBIC >KaJIOOBI: CHMIITOMBI
NEepeI03UPOBKH U JIEKOMIICHCAIINH, CHIKEHUE paboTOCIIOCOOHOCTH U (PU3HUECKON aKTUBHOCTH,
O0COOEHHO Y KEHILUH, YXYALIEHUE OOIIEro COCTOSIHUSI 3I0POBbS, META0OINYECKHE U CepACUHO-
COCYIUCTBIE OCIOXKHeHHUs, Bkmouas Al. HoBele mpemapatel ¢ MOIUGUIMPOBAHHBIM
BBICBOOOKJICHUEM TUIAPOKOPTU30HA™** B HEKOTOPOM CTENEHUW UMHUTHPYIOT LUPKATHBIA pUTM
CeKpeluH 3HaoreHHoro koprtusona [25,154]. Ilpemaparel ¢ [OBOHHBIM H MEIJICHHBIM
(OTCpPOYEHHBIM) BHICBOOOKACHHEM MaKCUMAIbHO MPHOIHU3UIKCH K 3TOMY [155].

Tak, TUAPOKOPTU30H™* JTBOMHOTO BHICBOOOXICHUS OJOOpEH JUIsi MIPUMEHEHUs B psie
EBpomneiickux crpan ¢ konua 2012 roga. [Ipenapat Bointyckaercst B 103ax 5 1 20 M ¥ COCTOUT U3
Hapy)XHOH O00OJOYKH, CoOJepKallel TUIPOKOPTH3OH™*  OBICTPOTO BHICBOOOXKICHUS U
BHYTPEHHETr0 Spa C THAPOKOPTU30HOM™* 3amemsieHHOro BbIcBOOOXAeHUs. [Ipemapar
NPUHUMAETCS OJHOKPATHO yTpoM [156].

CornacHo JaHHBIM KIMHHYECKOTO HCCienoBaHusi 2 ¢as3bl, npoduiab KOPTH30Ja TPHU
npreMe THAPOKOPTH30HA™* MeIIEHHOTO BbICBOOOX 1eH s (B HadanbHOM 03¢ 10 mMr B 07.00 1 20
mMr B 23.00 c panbHeimelt Tutpaumei) y mnanveHtoB ¢ BJIKH Obut npubnmxkeH k
¢uznonorunueckomy. bonee Toro, Ha GoHE TaHHOH TEpaNuy OTMEUYEHO YMEHbILIEHUE TOTPEOHOCTH
B CYTOUYHOH J103€ THAPOKOpTHU30Ha*™*. B mccienoBaHuM mpenapaTr Ha3Hayalicsd NalMeHTaM B
karcynax 1mo 5, 10 wru 20 mr [154].

B 2019 romy 3aBepmimioch MHOTOLEHTPOBOE OTKPBITOE PaHIOMHU3UPOBAHHOE
uccienoBanre 3 ¢as3pl JaHHOTO Tpenapara (BkiodeHo 122 mamuenta ¢ BJIKH, momydaBmmx
TUAPOKOPTU30H** MEIJIEHHOTO BBICBOOOKICHHUS WM CTAHJIAPTHYIO TEPaNui0 pPa3IUYHBIMU
npenaparamu ['K B Teuenune 6 mecsies). [IpuMedaTensHo, 4To Ha (JOHE CTaHAAPTHON TeparuH B
4,92% cnyuyaeB pa3Bwics AK, Torma kak Ha (oHe mpuema mpenapaTa OTCPOUEHHOTO
BBICBOOOJK/ICHHSI TAHHOE COCTOSIHHE HE Pa3BUIIOCH HU Y OJHOrO manuenTa [157].

Opnako, mpenapatbl C JBOMHBIM M MEIJICHHBIM BBICBOOOXKIEHHEM HE HMUTHPYIOT
(U3UOTIOTHUECKYIO0 IMYJIbCUPYIOIIYIO CEKpeluio KopTuzona. HecMoTps Ha TO, 4TO HMMEIOTCS

J0Ka3aTcjIbCTBa HEOOJIBIIIOTO CHUKCHHUS AI[ U TIMKHPOBAHHOI'O reMOTrJIOONHA Inpu 1Mnpucme
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THIPOKOPTU30HA™* TBOMHOTO BBICBOOOKACHHS [155], Takue pe3ynbTaThl, BO3MOKHO, HE BCET/Ia
OyIyT BOCIIpOM3BOUMEI y nanueHTos ¢ 1-HH.

Taxke, Ha (apMaleBTUYECKOM pBIHKE HEKOTOPBIX CTpaH JOCTYNEH aHajJor
MPEeHU30JI0Ha ¢ MOIU(UIIMPOBAaHHBIM BhICBOOOXKIeHUEM. [Ipuem mpenapara pekoMeHayeTcs B
22.00 (metictBue HaunHaeTcs npubmmsurensHo B 03.00) [156]. ITo manasim Langenheim u coasr.
[158], Ha ¢one nmpuema aHajora MpPeIHU30J0HA ¢ MOAU(DUIIMPOBAHHBIM BBICBOOOXKICHUEM (I10
CPaBHEHMIO C MPEJHU30JIOHOM™*) OTMEUEHO YMEHBUICHHE YCTaJIOCTU M YJIydlleHHE psaa
nokasareseil KadecTBa KU3HH.

Jlis Toro, 4ToObl MOJTHOCTHIO OIEHUTh BO3MOJKHBIE IPEUMYILECTBA IMpenapaToB
MEJJICHHOTO BBICBOOOX/ICHUSI TOTPEOYIOTCS IOMOJHUTENbHBIC, MPEANOYTUTEILHO JIBOMHBIE

CJIETIbIe, UCCIIEA0BaHMsI B CPABHEHUHU C THAPOKOPTU30HOM™™ U #KOPTU3OHOM.

7.3.3 HenpepblBHOE TOAKO0KHOE BBeJIeHHE TJIIOKOKOPTHKOWIOB _TOCPEICTBOM

HMHCYJIMHOBBIX ITOMII

HenpepsiBHoe 11/k BBeaenne 'K mocpecTBOM HHCYTMHOBBIX ITOMIT JTydIie 00eCcTIeYnBaeT
NYJIbCUPYIOLIHMIA U IIUPKaaHbIi puT™ [25,159]. B OTKpBITOM MEPEeKPECTHOM HCCIICAOBAHUN TaKOE
BBEJICHUE H#TUAPOKOPTU30HA™™ acCOIMUPOBATIOCH C YIYyUIIEHUEM KadecTBa >KU3HH, CBA3aHHOTO
co 3mopoBbeM [159]. OgHako B APyrom, TBOWHOM CJIEIIOM HCCIIEIOBAHHMHM HUKAKOTO BIHSHUS HA
Ka4eCTBO JKU3HHU, CBA3aHHOTO CO 3/I0pPOBbeM, oTMedeHO He Obuto [160]. JIeueHue mommoii 6osee
TPYAOEMKO, YeM TPAJUIIMOHHOE M MOXKET OBITh MPEUIOKEHO TOJIBKO HMAIlMeHTaM, KOTOpPHIE HE
OTBEUAIOT Ha TPaJUIMOHHOE JedeHue. I10cKoabKy Mpu TakoM BBEIEHUU HTHIAPOKOPTH30HA™*
MOYTH MOJHOCTbIO UMUTUPYETCSI PUTM SHIOT€HHOTO KOPTU30J1a, B KaueCTBE OMOX UMHYECKOTO
MapKepa ONTUMAJIBHOTO JIO3UPOBAHUS MOXKET UCIOJb30BaThCs uccienopanue yposus AKTI B
kpoBu [159]. [ns yBenudueHus goka3aTeNbHOW 0a3bl A(PPEKTHBHOCTH W 0OE30MACHOCTH
pa3MuYHBIX  cXeM  3aMmecTuTenbHOM — Tepanmuu  |-HH ~ HeoOxomumsl  Oosbliue,

paHIOMHU3HUPOBaHHbBIC KIIMHHYECKUE HccaenoBanus [161].

7.3.4 JIpyrue nepcuneKTuBbI Je4eHU s

B nauane 3a0oneBanus 6onbpmmHCTBO nanueHToB 1-HH emie coxpassioT B pa3inyHOM
o0beMe PHJIOTEHHYIO CEKpelrto KopTuiouna. [IpoieMOHCTpUpOBaHO, 4TO JUIs TAKUX MAallUEHTOB
crumyssinust npenapatamMu u3 ATX-rpynnsl AKTI [162] nnm BBeneHne MMMYHOAETIPECCaHTa
#putykcumaba** [163] MoOXKeT BOCCTAaHOBUTH Ha OIPEACICHHOE BpEeMs JHIOTCHHOE
MIPOM3BOJICTBO KopTH3oia. OHaKo, B HelaBHeM uccienoBannu [164] HazHaueHHEe KOMOMHAIINN

9TUX IIperapaTroB OBLIO HeB(I)(pCKTI/IBHLIM B BOCCTAHOBJICHUHU (IJYHKI_[I/II/I KOpPbI HAAITOYCYHUKOB.
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Kpome Toro, He00X0IMMO YIUTHIBATh PUCK Pa3BUTHS MOOOUHBIX 2 dekToB #purykcumada: OITH,
HeHTporeHus, "HPY3MOHHBIE PEaKIiK (B TOM Yuciie GpaTajabHbIE) U IpYTHE.

Kpome toro, mis nedenuss 1-HH Moryr npuMeHSATbCS COBpEMEHHBIE TEXHOJIOIMH
pEreHepaTuBHOM MEOULMHBL. B uyacTHOCTH, B JMTepaType ONHCAaH OJMH Cly4yall yCIEUIHOU
HAANOYCUHUKOBOM TPAHCIUIAHTAMM OT MAaTepH JO04YEpH, a TaKKe aUIOTPAaHCIUIAHTALUU
KOMIUIEKCOB HA/IMOYCYHHK-TIOYKA U HAJIIOUYCUYHUK-TT0YKa-TI0DKETy10uHast xeme3a [165].

Takke, OIrpOMHBIM IOTEHIMA] IIPEACTABIACT KIETOYHOM Tepamnus, I03BOJIAIOIIAL
CTBOJIOBBIM KJIETKaM TpaHC(hOPMUPOBATHCS B KJIETKU ¢ (PEHOTHIIOM aipEHOKOPTUKAIbHBIX. bonee
Toro, nuddepeHITMpPOBaHHbIC CTICIIHATM3UPOBAHHBIC KIETKH (Hampumep, GuOpoOIacThl) Takxke
MOTyT TpuoOperaTh (EHOTHI aTPEHOKOPTUKAIBHBIX (KaK HAmpsAMyl0, TaK M 4Yepe3 CTaJUI0
IUTFOPUIIOTEHTHBIX KJIETOK). [Ipu 3TOM, B Cilyuae MOHOTEHHBIX HaclieAcTBeHHBIX ¢opm 1-HH nHa
9TOM 3Talle TAKXKE PACCMaTPUBAECTCS BO3MOKHOCTD peAaKTUpoBaHus reHoB. [Ipu TpaHciianTanun
KJIETOK, C LENbI0 MPEAYNPEKICHHUSI OTTOP)KEHUS, IPENIaraeTcsi NpUMEHEHHE YCTPOMCTB AJIs
UHKAICYJISIIUHU, KOTOPbIC 00JaIaf0T OTIIMYHON OMOCOBMECTHMOCTHIO [165].

Heo06xoauMo OTMETUTB, YTO B HACTOSIIEE BpeMsl BCE OMMCaHHbIe MeTOoAb! iedenus 1-HH
HE BHE/IPEHbI B KIIMHUYECKYIO IPAKTUKY; MTpoYasl JONOJHUTENbHAs UH(OpMAIMs, BIUSAIONIAs HA

ucxon npu 1-HH, orcyrctByer.

Kpurepuu oneHkn kauyecTsa MeJUIIMHCKON MOMOIIA

No Yposenn Yposennb
B Kpurepun xkauecrBa y0eauTeIbHOCTH| JOCTOBEPHOCTH
PEKOMEHIALUN | J0KA3aTeNbCTB
1. |BbimosHEHO HcCClIEeOBaHUE YpPOBHEH KOpTH30Jla U B 4
QZPCHOKOPTUKOTPOIIHOIO TOPMOHA B KPOBH YTPOM
[MalleHTaM ¢  KIMHUYECKMMM  CHMIITOMAaMH,
[1O03PUTEIBHBIMU Ha HAaJII0YEYHUKOBYIO
HEI0CTaTOYHOCTh
2. |BbINoONHEHO HCClieoBaHUE YPOBHEH anblocTepoHa U A 2
[PEHUHA B KPOBH YTPOM IALMEHTaM C KIMHUYECKUMMY|
CUMIITOMaMHU, [IO03PUTEIBHBIMU HA
HaIIOY€YHUKOBYIO HEJIOCTaTOYHOCTh
3. |BbimonHeHa mpoOa ¢ JIEKapCTBEHHBIM IpernapaToMm A 1

(mpu OTCYTCTBUU TPOTUBOIOKA3AHUIT) MAIIUCHTAM, Y|
KOTOPBIX Pe3ylbTaThl Ja0OpAaTOPHBIX HCCIIEAOBAHHUM
(mpu 3abope KpPOBU YTPOM) HE COOTBETCTBYIOT
CIICYIOIIMM TOKazaTensiM: 1) ypoBeHb KOPTH30Ja
MeHee 140 HMOdB/N, 2XKpaTHOE MPEBBIIICHUE
BEPXHETO pedepeHcHOrO 3HAYEHUSs]
QJPEHOKOPTUKOTPOITHOTO ~ TOPMOHA,  IOBBIIIEHUE
YPOBHSI p€HHHA B KOMOMHALMU ¢ HU3KOHOPMAJIbHBIM|
VT CHIDKEHHBIM YPOBHEM aJIbJIOCTEPOHA

48



Kpurepun kavecrBa

YpoBeHnb
y0eauTeJbHOCTH
peKoOMeHanuii

YpoBenb
JA0CTOBEPHOCTH
A0KA3aTeJIbCTB

BrIm1oyiHEeHO OnpeACIICHUE JTHUOJIOTHHU HCpBH‘IHOfI
HAAIIOYCYHUKOBOM HEIOCTaTOYHOCTH Yy nmagueHTa C
MOATBCPKACHHBIM JUArHO30M

C

5

BpIroiaHeHo Ha3HA4YCHHE Tepanuy
[IFOKOKOPTUKOMAAMH IMALIMEHTY C IOATBEPKICHHON
[IEPBUYHOM HAAIIOYECUHUKOBOM HETOCTATOYHOCTHIO

BEINIOTHEHO HAa3HAYEHUE MUHEPATOKOPTUKOUIHOM
Tepanuy IMAaUUEHTY C NEPBUYHOU HAAIIOYEYHHKOBOM]
HEI0CTaTOYHOCTBIO

BrimmontHeHO  0o0yueHue
HaAIOYECYHHUKOBOMI

ManueHTa C I[epBUYHON

HE0CTaTOYHOCTBIO
[pacrio3HaBaHUIO MIPU3HAKOB Hea/IeKBaTHOU
3aMeCTUTEIbHON TEpamnuu, CaMOCTOSITENIbHOM
KOPPEKIIUU JICYCHHUS] B CTPECCOBBIX CUTYAIUSIX U MPH
MHTEPKYPPEHTHBIX 3a00JIeBaHUSX,
CaMOCTOSITEIbHOMY ~ HapeHTEpalbHOMY  BBEICHHIO,
CIIFOKOKOPTUKOUIOB

BrinosiHeHa pa3bsCHUTENbHAS Oecesia ¢ MalueHTOoM ¢
[IEPBUYHOM HAIIIOYEUYHUKOBOW HEJOCTATOYHOCTBIO O
HE00X0IMMOCTH UMETh UICHTU(DUKAIIIOHHYIO
KapTOuKy (MEOUIIMHCKUK OpaclieT WM KYyJOH) C
yKa3zaHHeM 3a00J1eBaHUs U HEOOXOIUMOCTH BBEJICHHS
IIFOKOKOPTUKOUI0B

BrinosiHeHa pa3bsCHUTENbHAS Oecesia ¢ MalueHToM ¢
[IEPBUYHOM HAIIIOYEUYHUKOBOW HEJOCTATOYHOCTBIO O
HEOOXOUMOCTH  MMETh  TIJIFOKOKOPTUKOUJABI B
MHBEKIIMOHHON (dopmMe Uil UCIONb30BaHUS B
YPT€HTHBIX CUTYyalusaX

10.

BrinosiHEHA OLIEHKAa KOMITEHCAIMA HEAOCTATOYHOCTH
TITIOKOKOPTUKOWAOB Yy  TMaluMeHTa C IEePBUYHOU
HaJIMOYEYHUKOBOU HEI0CTaTOYHOCTHIO 0|
KIIMHUYECKUM TIpU3HAKaM: U3MEHEHUE MAaccChl Tena U
ApTepUaTbHOMY  JABJICHUIO, HAJIUYUE/OTCYTCTBHE
c1a00CTH, CAMOITOMBI TUTIEPKOPTHUIM3MA

11.

BrimonHeHa OICHKAa KOMIICHCAIlMHU HEAOCTAaTOYHOCTHU
MHUHCPAJIOKOPTUKOUJOB Yy TIIAlIUCHTA C HepBHQHOﬁ
HaI[HO‘-Ie‘-IHI/IKOBOI\/II HEAOCTATOYHOCTBIO 10|
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IIpunoxenne Al. CocraB padoueii rpynnsl o paspadoTke u NepecMoTpy

KINHUYICCKHUX peKOMeHIlaHI/Iﬁ
1. Moxkpsimesa Haraabs ID'eoprueBna, uneH-xoppecnonaent PAH, a.m.H.,
npodeccop, wieH Poccuiickoil acconuanyy H10KPUHOIOTOB.
2. Meabunuenko I'anuna AdanacbeBHa, akageMuk PAH, n.m.1H., mpodeccop, dieH
Poccuiickoii acconnanuy 3HI0KPUHOJIOTOB.
3. Tpoumna Exarepuna AmnHatoabeBHa, uieH-koppecrnonaeHt PAH, n.m.H.,

npodeccop, wien Poccuiickoil acconuanyy H10KPUHOIOTOB.

4, Oxuna Mapuna IpbeBHa, K.M.H., wwieH Poccuiickoii acconuanuu
SHJOKPUHOJIOTOB.
o. ®aneeB Banentun BukropoBuy, wieH-koppecnonaeHt PAH, n.M.H., mpodeccop,

uyieH Poccuiickoi accouranuy 3HI0KPHUHOJIOTOB.
6. BeabueBuu JImutpuii I'epmanoBu4y, 1.M.H., npodeccop, wieH Poccuiickoit

acconyalnuy SHAOKPHUHOJIOI'OB.

1. Ilnatonora Hapexaa MuxailjioBHa, 1.M.H., 4ieH Poccuiicko¥ accolmaiuu
SHJOKPUHOJIOTOB.

8. HypanueBa Hypana @eii3y/uiaeBHa, wieH Poccuiickoii — accouuanuu
9HJOKPUHOJIOTOB.

Koudaukrt nnatepecos:

ABTOpBI IEKIAPUPYIOT OTCYTCTBHE KOH(IMKTA HHTEPECOB.
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Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KJIMHUYECKHX PeKOMEH Al

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIMIA:

1. Bpay-3HJI0KPUHOJIOT;

2. Bpay-TEPAIEBT;

3. Bpad-TEPAIeBT YUACTKOBBIIA,

4. Bpayu-TEPareBT yYaCTKOBBIH 11€XOBOI0 BpaueOHOT0 y4acTKa;
5. Bpady o0IIeil MPaKTUKH (CEMEWHBIN Bpay),

6. Bpau 3paBIyHKTA,

7. Bpa4 CKOPOW MEAHIIMHCKON TOMOIIIY;

8. CTapIlUii Bpay CTaHIMU (OTIACICHUS) CKOPOH MEIUIIMHCKON MTOMOIIIH;
9. Bpay-aHeCTe3N0JI0r-PEaHuMaTOJIOT;

10.  Bpau-akymiep-TMHEKOJIOT;

11.  Bpay-akymep-rHHEKOJIOT I[eXOBOT0 BpayeOHOTO y4acTKa;
12. Bpau-xupypr;

13.  Bpau-mmaberouior;

14.  Bpay-reHeTuK;

15.  Bpay-MH(EKIMOHHUCT;

16.  Bpav-KapaUOJIOT;

17.  Bpau-¢Tusnatp;

18.  Bpau-(TU3MATP YUACTKOBBIN;

19.  Bpa4-3HIOCKOIUCT.

Tabmmna A2.1. Illkana oueHkH ypoBHEH IocTOBEpHOCTH AokazarenbcTB (Y M) mns

METOAO0B AUATrHOCTUKU (I[I/IaFHOCTI/IquKI/IX BMGHI&TCJ'IBCTB)

YA Pacmugposka

1 Cuctematnueckue 00630pbl HCCIEIOBAHUN C KOHTPOJIeM pedepeHCHBIM METOAO0M MU
CUCTEMAaTUYEeCKUN 0030p paHJAOMU3UPOBAHHBIX KIMHUYECKUX HCCIENOBAaHUN C
IMPUMCHCHUCM MCTAa-aHAJIN3a

2 OTtnenpHBIE HCCIEIOBAaHUS C KOHTPOJEM pedepeHCHBIM METOJOM WM OTIENIbHbIE
PAaHAOMH3UPOBAHHBIC KIIMHHUYCCKUC HMCCICAOBAHUA W CHUCTEMATUUYCCKUC O630pI>I
UCClieIoBaHUM  yro0oro  AM3aiiHa, 3a  HMCKIIOYEHHEM  paHJIOMHM3MPOBAHHBIX
KJIIMHUYECKUX UCCIIEOBAaHNM, C IPUMEHEHUEM METa-aHaIN3a

3 HccnenoBanust 06e3 TMOCIENOBATEIBHOTO KOHTPOJS pedepeHCHBIM METOAOM WU
HUCCJIICAOBAHUA C pe(bepeHCHBIM METOJAO0OM, HE ABIAOINUMCA HE3aBHCHMBIM OT
HCCIIETyeMOr0 METO0/1a UJIM HEPaHIOMU3UPOBAHHbIE CPABHUTEIbHBIE NCCIIEIOBAHMS, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HecpaBHuTtenbHbIe Hccie10BaHUS, OMCAHUE KIIMHUYECKOTO Cyvast

5 Nwmeercs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBUS WIIM MHEHHE SKCIIEPTOB

66



Ta6iuma A2.2. [llkana OLEHKH YPOBHEW JOCTOBEPHOCTH aokazatenbcTB (YJ) ans
METOMOB MPO(UIAKTUKH, JIeUeHUs U peadwimTtanmuud (IpopHIaKTHYECKUX, JIe4eOHBIX,

pea6I/IJ'II/ITaI_[I/IOHHBIX BMeH_IaTeJ'IBCTB)

YA Pacungposka

1 Cuctemarnueckuii 0630p PKU ¢ npumeHeHnemM meTta-aHann3za

2 | Ornenpable PKU u cucremaTndeckne 0030pbl HMCCIENOBAaHUUN JHOOOrO Au3aiiHa, 3a
uckimouenneM PKU, ¢ npumenenuem mera-aHanusa

3 HepaHI[OMI/I3I/IpOBaHHBIe CPaBHUTCJIbHBIC HUCCICA0BaHUs, B T.4. KOTOPTHBIC
HCCICOOBaHUA

4 HeCpaBHI/ITeJIBHBIe HCCIICO0BaHUsA, OITMCAHUC KIIMHUYCCKOr'O Cliydas Wi CCprUU CIIydacs,
HCCICOO0BaHUA ((CJ'Iy‘l&ﬁ-KOHTpOJ'IB»

S) Wmeetcst i 000CHOBaHHME MEXaHW3Ma JCHCTBHSI BMEIIATEIHCTBA (JIOKIMHHUYECKUE
WCCJICTOBAHMSI) MJIM MHEHHUE YKCIIEPTOB

Ta6auna A2.3. Illkana onenku ypoBHe#l ybemautenbHocTH pekomeHmaiuii (YVYP) mns
METOJIOB NPO(MUIAKTUKH, JUATHOCTHKH, JICYCHHS U peabuwiauranud (mpodUIaKTHYECKHX,

JTUAarHOCTUYECKUX, JICUEOHBIX, PEaOMINTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacmmgposka

A CunpHas pekoMeHmanus (Bce paccMaTrpuBaeMble KpuTepuu 3(PQeKTHBHOCTH
(ucxofpl) SABISIOTCS Ba)XHBIMU, BCE MCCIEJOBAHUS MMEIOT BBICOKOE WU
YIOBJIETBOPUTEIIBHOE  METOAOJOIMYECKOE  KayecTBO, MX  BBIBOJABI IO
MHTEPECYIOIIUM UCX0/1aM SIBJIIFOTCS] COTJIaCOBAaHHBIMM)
B YcnoBHas pekoMeHIanus (He BCe paccMaTpuBaeMble KpuTepun 3GHEeKTHUBHOCTH
(McxofBl) SIBIAIOTCA BaKHBIMM, HE BCE MCCJIEIOBAHUS HMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEIILHOE METOJI0JIOTMYECKOE KAayeCTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIIMM UCX0JIaM HE SIBJISIFOTCSI COTTIACOBAHHBIMU )
C Crnabas pexomeHaanus (OTCyTCTBUE T0KA3aTEIHCTB HAISKAIIETO KauecTBa (Bce
paccMaTpuBaemMble KpUTEpHH 3(PPEKTUBHOCTU (MCXO/IbI) SBISIOTCS HEBAXKHBIMHU,
BCE MCCIIEZIOBAaHMS UIMEIOT HU3KOE METOJOJIOTHYECKOE KAUYeCTBO U MX BBIBOJIBI 110
MHTEPECYIOMIMM UCX0J1aM HE SIBJISIFOTCS COTJIACOBAHHBIMMU)

ITopsinok 00HOB/ICHHS KIMHUYECKHX PEKOMEHIAIHIA.

MexaHu3M  OOHOBJIEHMS  KIMHUYECKMX  pPEKOMEHJAUMH  MpeaycMaTpuBaeT  MX
CUCTEMATUUYCCKYIO aKTyaJIM3allhui0 — HC PCIKE UCM OJJHMH pa3 B TpH IoAad, a TAKKEC IMPH IMOABJICHUN
HOBBIX JAaHHBIX C IIO3UIIMH )10Ka3aTean0171 MCIUIHHBI 110 BOIpOCaM AMArHOCTUKH, JICUCHUA,
OpopMIAKTUKA M peaOWIMTallMM KOHKPETHBIX 3a00JieBaHMM, HaJIU4YUU OOOCHOBAHHBIX

JIOTIOJTHEHNH/3aMeuanuil Kk paHee yrBepkaEHHBIM KP, HO He yame 1 paza B 6 mecsiies.
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IIpunoxenne A3. CipaBo4Hbie MaTepHAJIbl, BKJIKYas COOTBETCTBHE
MOKA3aHUH K NIPUMEHEHUI0 U MPOTHBONOKA3AHM, CIIOCO00B NMPUMEHEHUA 1
1103 JIeKAPCTBEHHBIX NPeNnapaToB, HHCTPYKIMHU 110 IPUMEHEHUI0

JJEKApPCTBCHHOI'0 IIperiaparTa
AKTyalbHblE MHCTPYKIMM K JIGKAPCTBEHHBIM IIperapaTaM, YIOMHUHAaeMbIM B JIAaHHBIX

KJIMHHYECKMX PEKOMEHIAIMIX, MOKHO HaiiTh Ha caiite http://grls.rosminzdrav.ru.

1. NucTpykiuun o MIPUMEHEHUTO THAPOKOPTH30HA**
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=fbcbdf31-9¢97-4650-8356-
e8fc336729a3&t=.

2. HNucrpyknus 1o HNPUMEHEHUIO #KopTU30HA
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0520e9e1-c416-4083-bd98-
78a453141c12&t=.

3. Wuctpykunn o MPUMEHEHUIO #npenHuzonona™*
http://grls.rosminzdrav.ru/Grls_View v2.aspx?routingGuid=0bae57ed-f795-4cab-ba98-
Oefa31cdacOb&t=; http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-
43d1-ad5a-7171d992c66a&t= .

4. WNucerpykuun 1o MIPUMEHEHHUIO JeKcameTa3zoHa™*
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=.

S, WNHcerpykuus o IIPUMEHEHHUIO #bnyapokopTruzona**
http://arls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=84721278-8107-4f05-afc2-
3f24209faae2&t= .

6. WNucTpykuus 1o IIPUMEHEHHIO #rarokarona™*
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5b735c6c-6854-4f5b-81fd-
cdffbOeaa2c7&t=.

7. WHceTpykuys o npuMeHEeHUI0 #UHCYJIMHA PaCTBOPUMOTO [U€JI0BEUECKOTO FE€HHO-
umxkeHepHoro|**  http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=992ee31f-d426-
48e1-b9cb-2e4chd7b02fc&t=.
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http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-7171d992c66a&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-7171d992c66a&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-98d2dba6d6f8&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-98d2dba6d6f8&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=84721278-8107-4f05-afc2-3f24209faae2&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=84721278-8107-4f05-afc2-3f24209faae2&t

8. [Topsimok okazaHUS MEIUIMHCKOMN MOMOIIM B3pOCIOMY HACEIEHUIO MO MPOodUIio

"suokpunonorus” (IIpukas Munucrepcersa 3npaBooxpanerus PO ot 12 HosOps 2012 . N 8991H)
https://base.garant.ru/70293326/.

9. HoMmeHkiatypa JOJDKHOCTEH MEIMIIMHCKUX PaOOTHUKOB M (papMarieBTUYECKUX
pabotaukoB (Ilpukasz MunzapaBa Poccum ot 20.12.2012 N 1183m (pea. ot 01.08.2014))
https://legalacts.ru/doc/prikaz-minzdrava-rossii-ot-20122012-n-1183n/.

10.  Homenknarypa meauuuuckux ycayr (Ilpukas Munsapasa Poccun ot 13.10.2017
N 804r) https://minjust.consultant.ru/documents/37309?items=1&page=1.
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Ipuioxkenue b. AlropuTmMsl 1eMCTBUI Bpaya

HaL[I/IeHT C HEOOBSICHUMBIMU z[pyroﬁ IMaToJIOTHeH CUMIITOMaMH, IMOAO3PHUTECIbHBIMHA

OTHOCUTCIIBHO HaJIN4YHA HCpBH‘lHOﬁ Ha,HHO‘Ie‘IHHKOBOﬁ HEOOCTAaTOYHOCTHU

Huddepennmanbaas
HET Huarnos Jla6oparopHast
JTMArHOCTHKA C APYTUMH & <
TO/TBEPKICH? JIMArHOCTHKA
3a00JIeBaHUSIMU
na
o Yrounenue OO0yuenue
AyTOUMMYHHBIN v Hasnauenue

ATHOJIOTUN nanueHTa 3aMECTHTEIBHOMN Teparuu

O6cnenoBanue (€XKEroIHOE)
Ha MpeIMET HaTu4us
ApYro ayTOMMMYyHHOU

IaToOJIOrnu

Habnronenue,
KOPpPEKIUS TEPAIIUU 110

IIOKa3aHUusAIM

Tepanus
aIIMCOHUYECKOTO KpHU3a

B ClIy4ac €ro pa3BuTu:d
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Hpuinoxenue B. Undopmauus 1/ manueHra

HanmoveuHuk — 3T0 MapHbIi OpraH, CHHTE3UPYIOIIHI TOPMOHBI: TIIIOKOKOPTHKOUABI (I'K),
MuHepanokoptukounbl (MK), HanmodeuHwkoBbie aHaporeHsl W karexosamuHbl. ['K m MK
BBITOJIHSIOT HauOoJiee KU3HEHHO BAaXKHBbIC (DYHKIMHM: BBDKMBAHHUE OPraHM3Ma B CTPECCOBBIX
CUTyallUsiX M TMOJJIep’KaHWE HOPMAJIbHOTO YPOBHSI HATpuUs, Kallis, BOJbI, apTePUATBLHOIO
nasnenus (Al). [Ipu nepBuvHOM HagnmoyeyHukoBor HepoctarouHoctH (1-HH) cuaTe3 ropMoHOB
HAAMOYEUHUKOB HapymaeTcs. B OOJBIIMHCTBE CiIy4aeB NPUYMHON 3a00JeBaHUS SBISETCS
pa3pylieHre HAAMOYCUHUKOB BCIICICTBUE ayTOMMMYHHOTO MTOpaKeHUs (IIPU HApYIICHUH PaboThI
UMMYHHOU cuctembl), korna 1-HH moxer coueraTbes ¢ Apyroi ayrTOMMMYHHOM MaTOJOTHUEH.
Paznmuuaror xponundeckyro u octpyro 1-HH. Octpas 1-HH, wim apgmuconmdeckuii kxpus (AK),
ABIIIETCS KPUTHYECKUM COCTOSHHUEM, MpPU KOTOPOM CHUMIITOMBI 3a00JieBaHUS BBIPAKEHBI B
3HaUMTENbHOU cTeneHr. AK MoKeT NpUBECTH K JeTAJIbHOMY HCXOTY!

[Ipy moarBepx’AcHHOM Auar"os3e Bpad HasHayaeT npenapartel [' K u MK u onpenenser
03y, PeXUM U KpaTHOCTh mnpuema. VHAMBUAyalbHBI MOAOOp Tepanmuu MPOBOJUTCS Ha
OCHOBaHUU HH(OpMaIu o Bamem camouyBcTBUM B TeueHUE JHS, Mokazarensx AJl, nuHamuke
Beca, MOTPEOHOCTH B COJICHOM THIIE, HATMYUN OTEKOB, TOJIOBOKPYKESHHUS TIPU PE3KOM M3MEHEHHH
MI0JIO’KEHUS Tea.

Bpau Bam pa3picHUT OCOOCHHOCTHM CAaMOCTOSITEBHOW KOPPEKIMH JICYCHHS Ha
HENPOAODKUTEIbHOE  BpeMs TpPU  ONPEAETCHHBIX  OOCTOSTENbCTBAX:  HMH(EKIMOHHBIX
3a00JIeBaHUAX, TpPaBMax, JUArHOCTHUECKUX Tporenypax ¢ nenbio npodmmaktuka AK. Kpome
TOro, Bpau oO0yuut Bac m Bamumx Onm3kux oka3zaHuio nepBoi momomu npu paszsutuun AK:
HE3aMe/UINTEIbHOMY BBEJIEHUIO JIEKAPCTBEHHOTO CpEACTBa (BHYTPUMBILIEYHO) A0 MpHUe3aa
Opurazsl ckopoit MenuIMHCKOM nomouy. Heo6xonumo, uto0sl y Bac Bceraa nmpu cede O6butn 311
MEANKAMEHTHI, a TaKXkKe UACHTU(UKAIIMOHHAS KapTouka (Opacier uin KyJloH) ¢ uHdopmaimeii o
Hanmnunu 1-HH u nepBoit nomonu B cinydae pazsutus AK.

Pamvion nuranus manueHtoB ¢ 1-HH 1nomkeH cOOTBETCTBOBATH pPALIMOHY ITHTAHMS
3I0POBBIX JIOJe (cOamaHCHPOBAaHHOMY 10 KAJIOPUWHOCTHM M COACPNKAHHIO OCHOBHBIX
MUTATeNbHBIX BEIIeCTB). PekoMeHayeTcs He OrpaHHuYMBaTh MOTpediieHHe conu (0COOEHHO B
KapKOe BpPeMsI T0[a) U UCKITIOYUTh U3 YIIOTPEOJICHHS JIAKPUITY U TPEHTIPPYTOBBINA COK.

B cnydae amekBaTHOWM Tepanuu JOMOJHUTEIbHBIX OTPAHUYEHUN B OTHOUIEHUM 3aHSATHN
CIIOPTOM, KOCMETOJIOTUYECKUX M 03JOPOBUTEIBHBIX MPOLEAYp, CBA3aHHbIX ¢ HanmuuueM 1-HH,

HCT. Ha6J'IIOI[CHI/IC Bpavya-oHAOKPUHOJIOTA ABJIACTCA 00s13aTeNbHBIM JJIA BCEX MAalTMCHTOB C 1-HH.
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Ipuioxkenue I'. IlIkanbl OLeHKH, BONPOCHUKH U APyrue OLeHOYHbIe
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIIMHUYECKHX

PEKOMECHIAIUAX

He npexgycmorpeno.
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