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BpoxpaeHHas AMCOYHKUMA Kopbl HagnoyeuHukoB (BOKH) — 3To rpynna ayTOCOMHO-peLieccuMBHbIX 3abofieBaHuUin,
XapaKTepU3YyOLWNXCs AePEKTOM OLHOro U3 GpEepMEHTOB WM TPAHCMOPTHBLIX GENIKOB, MPUHMMAIWUX YYacTUe B CUHTE3e
KOpTM30/a B Kope Hagnoye4yHnkoB. Hanbonee yactas popma BAKH, BcTpeyartowwasnca 6onee uem B 90% cnyyaeB, 06ycnoBeHa
feduuntom pepmeHTa 2 1-rngpokcmnasbl. B cBoto ouepeap, BAKH Bcnepcteue geduunta 21-rugpokcmnasol nogpasgenderca
Ha HEKNacCMYeCcKylo 1 Kiaccmyeckme (BMpWbHaa U conbTepsolwan) ¢opmbl. PacnpocTpaHeHHOCTb Knaccuyeckux dpopm
Aedununta 21-rmpgpokcmnnasbl coctaBnset oT 1:14000 go 1:18000 XKMBbIX HOBOPOXAEHHbIX B MUpPE. [10 AaHHbIM HEOHATaNbHOTO
CKpUHUHra B PO pacnpocTpaHeHHOCTb 3aboneBaHnsA B OTAENbHbIX permoHax coctasnseT ot 1:5000 go 1:12000, B uenom no
cTpaHe — 1:9638 XMBbIXx HOBOPOXKAEHHbIX. Heknaccuyeckas ¢opma BOKH BcTpeyaeTcs yalie — ot 1:500 go 1:1000 cpean
obuien nonynsauun. Ha BTOpoM MecTe HaxoauTcA runepToHnyeckasa popma BOKH — pedpuunt 11p- rugpokcnnasbl, Kotopas
BCTpeyaeTca rno AaHHbIM nuTtepaTtypbl npumepHo Y 1 Ha 100000 HOBOPOXAEHHbIX.

HacTosilyme KnuHUYECKMEe pPeKOMEeHZALMM COCTaB/ieHbl MNPOGECCUOHANbHBIM COOOLWECTBOM  Y3KUX CMELMAIUCTOB,
0006peHbl SKCMEPTHbIM COBETOM MUHMCTEPCTBA 3apaBooxpaHeHust PO u ABNAOTCA OOHOBIEHNEM NpeabIayLLen Bepcuy,
onybnukoBaHHo B 2016 rogy. B OCHOBY KAMHMYECKUX PEKOMEHAALUNA MOJNIOXKEHbI CUCTeMaTuyeckre o630pbl, MeTa-
aHanM3bl Y OpUrMHasibHble CTAaTbU, a TAaKXKe Hay4Hble paboTbl Mo AaHHOW NpobnemaTturke B Poccuinckon Oegepaumm u gpyrux
cTpaHax. Lenbio aHHOro JokymeHTa ABAsAeTcA npefocTaBieHne KINHULMCTaM MaKCMMaibHO COBPEMEHHbIX OCHOBAaHHbIX
Ha NPUHUUNaxX JoKa3aTenbHOW MeAuLVHbl PeKOMEHAALUMI NO ANArHOCTUKE U JIEYEHUIO BPOXKAEHHOW AUCPYHKLNN KOpbI
HaAMnoOYeYHNKOB.
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Congenital adrenal hyperplasia (CAH) is a group of autosomal recessive diseases characterized by a defect in one of the en-
zymes or transport proteins involved in the cortisol synthesis in the adrenal cortex. The most common form of CAH, which
occurs in more than 90% of cases, is a 21-hydroxylase enzyme deficiency. The latter is subdivided into nonclassical and clas-
sic (salt-losing and virilizing) forms. The prevalence of classic forms of 21-hydroxylase deficiency ranges from 1: 14,000 to 1:
18,000 live births worldwide. According to the data of neonatal screening in the Russian Federation, the prevalence of the
disease in some regions ranges from 1: 5000 to 1: 12000, in the country as a whole - 1: 9638 live newborns. The non-classical
form of CAH occurs more often - from 1: 500 to 1: 1000 among the general population. In second place is the hypertensive
form of CAH - a deficiency of 11B-hydroxylase, which, according to the literature, occurs in about 1 per 100,000 newborns.
These clinical guidelines were compiled by a professional community of narrow specialists, approved by the expert council
of the Ministry of Health of the Russian Federation, and updated the previous version published in 2016. The clinical guide-
lines are based on systematic reviews, meta-analyses and original articles, and scientific work on this issue in the Russian Fed-
eration and other countries. The purpose of this document is to provide clinicians with the most up-to-date, evidence-based
guidelines for the CAH diagnosis and treatment.
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CMUCOK COKPALLEEHUI

170HP —17-rngpokcmnporectepoH
HLA-komnnekc — Human Leucocyte Antigens (cuctema reHOB TKaHEBOW COBMECTMMOCTY YESIOBEKA)

TART  — Testicular Adrenal Rest Tumors (06pa3oBaHUA B ANYKaX 13 OCTAaTOUYHON HaANOUYEeYHNKOBOW TKAHW)
Al — ApTepuanbHaa runepTeH3ns

AKTI  — AZpeHOKOPTUKOTPOMHbIA TOPMOH

APTI — PeHVHOBasA aKTUBHOCTb Mna3mbl KPOBM

BOKH — BpoxaeHHasa anchyHKUMA KOPbl HAAMOYEYHMKOB

K — [MioKokopTnKOoMAb

I® BOKH— TuneptoHnueckaa dopma BAKH

OOK  — [1e30KCMKOPTUKOCTEPOH

KKT  — MenyaouHo-KuULLEYHbIN TPaKT

MUMT  — NHpekc maccobl Tena

KOK — KomO6rHUpoBaHHble opanbHble KOHTPaLEenTMBbI

JINBM  — JlunonpoTengbl BbICOKOW NMAOTHOCTU

MK — MwuHepanokopTkounabl

HBOKH — Heknaccuueckaa dpopma BpoxgeHHON ANCOYHKLMN KOPbl HAAMOUYEUHNKOB
HMO  — Hapy»Hble nonoBbie opraHbl

HTT — HapyLweHne TonepaHTHOCTY K rIl0KO3€e

OITT  — OpanbHbI rNIOKO30TONEPAHTHbIN TECT

OXC — O6WwuI xonectepuH

ca — CaxapHbli Anabet

TEPMWHbI MW ONPEAENEHUNE

CekBeHMpoOBaHMe - onpegeneHrie NocsiefoBaTeIbHOCTY HYKNeoTMAOB B Mosniekyne [IHK unn nocnegosatenbHOCTU aMu-
HOKMCNOT B MoneKyne 6enka.

KomnayHA-reTepo3mnroTHOCTb - COCTOSHME OPraHn3Ma, NPU KOTOPOM OAVH Y TOT e JIOKYC Ha FOMOJIOMMUYHbIX XPOMOCOMAX
npefcTaBneH pasHbIMN MyTaHTHbIMY annenamu.

MyTauuna (naToreHHbIil BapuaHT) - U3MeHeHMe B HacNeACTBEHHbIX CTPYKTypax (AHK, reH, xpomocoma, reHom):

+  CO CABUIOM PaMKM - MPUBOAALLAA K HaPYLLEHNI0 HOPMasIbHOro oTcYeTa KOANPYIOLWNX TPUMNNETOB (Aeneunn nnm BCTaBKM
yuyacTtkoB Monekynbl [JHK, pa3mepbl KOTOpbIX He KpaTHbI TPEM OCHOBAHMAM); 06bIUHO MPUBOAUT K U3MEHEHWI0 aMUHOKIC-
JIOTHOW NocnenoBaTeNlbHOCTU 6enka;

+  CNNaniCUHroBas - 3aTparvBaloLLaa CanT CniacrHra v NpMBOAALLAA K HeNpaBUIIbHOMY Bblpe3aHuio MHTPOHa Nnbo K yaa-
neHuio n3 monekynbl PHK nHbopmaumoHHO 3HauUMMO 3K30HHOW NoCnef0BaTeNbHOCTU.

HeoHaTanbHbI cKpMHUHI Ha 170HP - no3BonAeT ANarHOCTUPOBATb KNnaccmyeckune popmbl gedurumTa 21-rngpokcmnasbl.
Ha BTOpOM 3Tane CKpuHMHra (petecTnpoBaHre) NpeanoyuTUTENIbHO onpeaesieHne MynbTUCTEPOUAHOrO CNekTpa MeToAoMm
TaHAEMHOW MacC-CNeKTPoOMeTpUumn.

B PO HeoHaTanbHbI CKPUHUHT Ha BbiABeHWe feduumnta 21-rugpokcmnasbl NPoBoAUTCA COrnacHo npukasy MuH3gpas-
coupa3zsutua PO ot 22.03.2006 N 185. CKPUHMHI HaUMHAETCA B POAWUIbHOM [IOME: Yy KaX[J0oro HoBOpoXAEHHOro 6epeTca
HeCKOJbKO Karnesnb KPOBY Ha cneLunanbHbli TeCcT-6/1aHK, KOTOpbI HanpaBRsaeTca B Cneumanm3npoBaHHyto nabopatoputio Ans
npoBeAeHUA nccnefoBaHnA. Y AOHOLWEHHbIX AieTel KpoBb ANA NcciefoBaHna 6epyT Ha 4 AeHb XNU3HU, Y HeJOHOLIEHHbIX —
Ha 7 AeHb Xn3HW. icnonb3yioTca pa3Hble noporosble ypoBHU 170HP B 3aBUCMMOCTY OT MacCbl Tena npu poxKAeHnn, KoTopble
onpepesneHbl AnA Kaxkaow nabopatopun. CBeieHNA 0 NONOXKUTENIbHOM pe3yfbTaTe CKPMHUHIA COOOLLAOTCA B MONNKINHUKY
Mo MecTy XuUTeNbCcTBa pebeHKa, Mocsie Yero NPoNCcXoanT NOBTOPHBIN 3a00p KPOBY AN peTecTUPOBaHUA.

UHTpouTonnacTuka - popmMmpoBaHue NpeaaBepus Bxoda BO Bnaraaumile.

1. KPATKAA UHOOPMALIA NO 3ABOJIEBAHUIO U1 COCTOAHUIO
(TPYNNE 3ABONIEBAHUIA NN COCTOAHWIA)

1.1 ONPEAENIEHUE 3ABONNEBAHUA NN COCTOAHUA
(rPynnbl 3ABOJIEBAHUIA UNTIU COCTOAHUN)

BpoxaeHHasa gauchyHKLuA Kopbl HagnoyeuHukos (BOKH) — 31o rpynna ayTocomMmHo-peLieccmBHbIX 3aboneBaHuUii, Xxapak-
Tepusyowuxca gedpekTom oiHOro U3 GepMeHTOB UM TPAHCMOPTHBIX OEIKOB, MPUHVMAIOLLMUX yYacTe B CUHTE3e KOPTM30/a
B KOp€ HaANnOYeYHNKOB.
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1.23TNONOTUA U NATONEHE3 3ABOJIEBAHUA NN COCTOAHUA
(rPynnbl 3ABOJIEBAHUIA TN COCTOAHUN)

MpuuunHon pa3suTra noboi popmbl BIKH aBnsioTcA naTtoreHHble BapuaHTbl FEHOB, OTBEYAKOLKX 38 CUHTE3 GepMEHTOB
WNV TPAHCMOPTHbIX 6EMKOB, YYaCTBYIOLWMNX B OMOCUHTE3e KOPTM30fa.

BIKH Bcnepctere peduunta 21-rugpokcrnasbl oOycsioBneHa NaToreHHbIMU BapuaHTamu B reHe CYP21 (CYP21A2), Ha-
xopsawemcs B HLA-KOMMNeKce Ha KOPOTKOM mjieye 6-i1 XxpoMocombl (6p21.3). OnucaHo 6onee 200 NaToreHHbIX BapMaHTOB
CYP21A2. bonbwmnHcTBO (75-80%) 13 HAX MPUXOAUTCA Ha TOYEYHbIE MUKPOKOHBEPCMM Mexay reHoM CYP21 1 rOMONOTMYHbIM
emy ncesgoreHom CYP21P (CYP21A1PR, CYP21A), B TO Bpema Kak Bcero 20-25% npuxoamnTca Ha KpymnHble MyTauumn — geneumm
1 KOHBepcuu, npusogsaLme K 6onee Taxenoim popmam BIKH. Kpome Toro, cywectyioT 6onee pefkue crnopagnyeckue na-
TOreHHbIe BapuaHTbl.

B 6onblwmHcTBeE Cyyaes fedurumta 2 1-rugpokcniasbl OTMeYaeTcs Hanmure GeHoTUN-reHOTUNMYEeCKol Koppensaumu. Tak
naToreHHble BapyaHTbl, COMPOBOXAAKLMNECS COXPaHeHeM 6onee 5% akTUBHOCTM GepMEHTA, MPUBOAAT K HEKNAaCCUYECKON
dopme 3aboneBaHnA; KPynHble Aeneuun u CrnancuHr-MmyTaumum, Npu KOTOPbIX akTMBHOCTb GepMeHTa CHXeHa o 0-2% -
K Knaccryeckum popmam. OfHako He06XOLMMO MOMHUTD, YTO Of{HW U Te XKe NaTOreHHbIE BAPMaHTbl MOTYT MPUBOAMTb K Pa3HbIM
deHoTUNnUecknm nposeneHusm (taon. 1) [1,2,3,41.

Tabnuua 1. PeHoTHNMYecKasa KoppenaLnsa Hanbonee YacTbix NaTtoreHHbIX BapraHTos reHa CYP21 npu pasnnuHbix dopmax BAKH.

Conbrepsawowasn popma BupunbHasa popma Heknaccnueckas popma

- E3del - P453S -V281L

- 12spl -P30L -P30L

1172N -1172N P453S

-R356W P105L

-Q318X R339H
-Knacmep E6 V304M
-V237E G375S

B cnyuyae kKoMnayHA-reTepo3nroTHbIX COCTOAHUI KIMHUYECKAs KapTrHa onpepenseTca 6onee «1erkumy» naToreHHbIM
BapriaHTOM. B oTnivume oT eTCKoro BO3pacTa, Y B3POCJIbiX HECKONbKO 60Jiee BbICOKa YyBCTBUTENIbHOCTb MUHEPaNIOKOPTUKO-
WAHbIX PeLenTopoB, MO3TOMY Te MaTOreHHbl BapMaHTbl, YTO B AETCTBE Yalle AaBanu KNMHUYECKYIO KapTUHY, XapaKTepHYIo AN
conbrepsaoLLe GopMbl, y B3POCIIbIX MOTYT NPOABAATHCA B BUAE NPOCTON BUpUbHOW Gopmbl (Tabn. 2).

Tabnuua 2. PeHoTUNMYECKME NMPOABIEHNA Pa3IYHbBIX FEHOTVMOB Y B3POC/bIX MALMEHTOB C Aeduuutom 21-rugpokcmnassl B PO [4].

MaToreHHbIN BApNaHT KnuHnuyeckne npusHaku 3a6onesaHus (%)
Conbtepstowan 85%
12spl/i2spl BupunbHasa 15%
Conbtepsatowan 21%
1172N/1172N BupunibHan 78%
E3del/E3del Conbtepsatowan 100%
R356W/R356W Conbtepstowan 100%

lMnepToHnyeckan ¢popma BIAKH passuBaeTca BcneacTBmMe naToreHHbIX BapuaHToB reHa CYP11B, nokannsoBaHHOM
Ha 8 xpomocome (8g21-g22). B opraHm3me yenoseka GyHKLMOHMPYIOT 2 n3opopmbl depmeHTa, obnapatowne 93% maeH-
TuyHocTblo. 113-rmgpokcunasa 1 Tmna (CYP11B1) BbipabaTbiBaeTcA B NyYKOBOW 30HE KOPbl HaAMOYEYHUKOB, OTBEYaeT
3a 6rocnHTe3 Koptusona u perynupyetcs AKTI no mexaHnM3my oTpuuaTesibHoM obpaTHoW ¢BA3W. imeHHO aednunt dep-
MeHTa 11B-rugpokcunasel 1 TNa NPUBOAUT K Pa3BUTUIO rnnepToHnyeckor ¢opmbl BAKH. Hanbonee yacTbiin naToreHHbIN
BapuaHT B reHe CYPT1B1 — R448H.

M3onnpoBaHHbIl aedeKT BTopol nsodopmbl 113-rngpokcmnasbl (anbaocTepoH-cnHTeTasbl) K BKH He oTHocuTCA.

HapylueHune crHTe3a KOpT13ona BC/IeACTBYIE HELOCTAaTOYHOCTU depmeHTa 21-rngpoKcmnasbl BeeT K TOMy, U4To Mo me-
XaHM3My OTpuLaTENbHOM 06paTHOW CBA3U U36bITOK AKTI CTUMynpyeT KOPKOBbIV CNOM HaAMOYeYHUKOB, YTO Bbi3blBaeT
ee runepnnasuio. Mpy 3Tom M3-3a cyulecTByiolero ¢bepmeHTaTUBHOrO 6510Ka Ha NyTW CTEPOMOreHe3a HaKarnivBaloTCs
npeplwecTBEHHUKN KOPTU30/a 1 aHAPOreHOB, NyTU 06pa30BaHKA KOTOPbIX He 3abnoknpoBaHbl (puc.1a, 16, 18).[1,2,4]
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PucyHok 1a. Cxema cTepongoreHesa

Npumeuanus. P450scc (CYP11A1) - 20,22-gecmonasa, nnu «bepmeHT, pacliennsiowmin 60KoByio Lienb XonecTeprHay (scc - ot aHr. side chain cleavage);
StAR - cTeponaoreHHbIN OCTPbIN perynaTopHblin 6enok; P450c17 (CYP17A1) - 17a-rugpokcunasa; P450c17 + b5 - 17,20-nna3za (CYP17A1) + cytochrome b5;
3BHSD2 - 3-6eTa-ruppoKcucTepouaaervaporeHasa, mn 2; 17BHSD5 - 17-6eTa-rugpokcnuctepovaaernaporedasa, tun 5; P450c21 (CYP21A2) - 21-rugpok-

cunasa; P450c11B (CYP11B1) - 113 -rugpokcnnasa; 11BHSD2 - 11-6eTa-rugpokcuctepongaerngporerasa, un 2; P450c11AS (CYP11B2) - anbgoCTepOHCUH-
Ta3a; Al3A - pernapoannanapocTepoH; 50R2 - 5-anbda-pepykrasa 2.

P450scc + P450c17 +
STaR P450c17 170H- bs 17BHSD5
XonectepuH »| [lperHeHonoH NPETHEHONOH > OM2A »| AHOpOCTeHANON
3BHSD2 3BHSD2 3BHSD2 3BHSD2
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A
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PucyHok 16. MatoreHes BAKH Bcneacteue geduuuta 21-rugpokcunasol (P450c21).

Npumeuanua. P450scc (CYPT1A1) — 20,22-pecmonasa, nnu «bepmeHT, pacliennsatowmin 60KoByio Lierb XonecteprHay (scc - oT aHr. side chain cleavage);
StAR - cTepounforeHHbl OCTPbI perynatopHblii 6enok; P450c17 (CYP17A1) - 17a-rugpokcunasa; P450c17 + b5 - 17,20-nmaza (CYP17A1) + cytochrome b5;
3BHSD2 - 3-6eTa-rugpokcucrepovagernaporerasa, tun 2; 3aHSD - 3-anbda-rugpokcucteponagerugporeHasa; 17fHSD5 - 17-6eTa-ruagpokcmuctepovage-
ruaporeHasa, Tun 5; P450c21 (CYP21A2) — 21-rupgpokcmnasa; P450c11B (CYP11B1) — 113 -rugpokcunasa; 11BHSD2 - 11-6eTa-rugpoKkcuctepongaerngpore-
Has3a, Tin 2; P450c11AS (CYP11B2) - anbpgocTtepoHcnHTasa; IMNA — gernpgposnmanfpoctepoH; 5aR1 - 5-anbda-pepykrasa 1; 50R2 - 5-anbda-pepykrasa 2.
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XonectepuH
A4
MperHeHonoH > 17-OH-nperHeHonoH > [lernaposnuaHapoCTepoH
A4 A4 \d
MporectepoH > 17-OH-nporectepon T > AHAPOCTEHANOH
AKTF 1 H
A 21-rmapoKcunasa
AP Tectoctepon T
[ e30KCMKOPTUKOCTEPOH 11-0e30KCcnKopTU30n
\d
KopTtnkoctepoH
v v
AnbpaocTepoH | KopTtuson |
|

PucyHok 1B. MatoreHes BLKH Bcneactaue gedurumta 21-ruppokcunassl (B COKpaLleHHOM BUAE).

Mpu O BOKH (gednuunt 11B-rugpokcunassl, P450c11B) natoreHes aHanorndyeH aepuunty 21-rugpokcunasbl. [MaBHbIM
oTAnymem AnaeTca 1o, uto npu IO 610K pacnonaraeTca HUXe, NPY STOM HapyLUAeTCA KOHBEPCUA Ae30KCMKOPTUKOCTEPOHA
(OOK) B kOpTMKOCTEPOH. IMeHHO 136bIToK 10K, 06nagatoLero MMHEPanoKoOPTUKOUAHON akTUBHOCTbIO, CUMTAETCA OCHOBHOW
NPUYNHON NOBbILIEHUA apTepuranbHoro AasneHua npu BAKH (puc. 2). Takxke obcyxgaeTca BO3MOXKHas ponb 18- rugpokcu-
n 19-okco- meTabonutoB [1OK, koTopble Toxe 06nagatoT MUHEPanoKOPTUKOUAHbIMY CBONCTBaMM.

XonectepuH
A4
MperHeHonoH > 17-OH-nperHeHonoH > [lernaposnvuaHapoCTepoH
A4 \ A
[MporectepoH > 17-OH-nporectepoH > AHOpOCTEHAVIOH
AKTT T ;
y A J
A [esoKcn-
KOPTMKOCTEPOH 0 11-pe3okcnKopTn3Oon ) TecTtocTepoH )
11B-rnapokcunasa X
KopTtnkoctepoH
A4 \4
AnbfoCTEPOH KopTtuson 2
|

PucyHok 2. MatoreHe3 BAKH Bcneacteue geduunta 11B-rugpokcmnassl.

OxwupeHwne n metabonusm. — 2021. - T. 18. - N23. - C. 345-382 doi: https://doi.org/10.14341/omet12787 Obesity and metabolism. 2021;18(3):345-382



CLINICAL PRACTICE GUIDELINES OxvipeHue 1 metabonmnam / Obesity and metabolism | 351

1.3 3NMUAEMNONIOINA 3ABOJIEBAHUA U COCTOAHUA
(rPynnbl 3ABOJIEBAHUIA TN COCTOAHUN)

PacnpocTpaHeHHOCTb Knaccmyecknx popm geduunta 21-rugpokcmnasel coctaBnset ot 1:14000 go 1:18000 KuBbIx
HOBOPOX[AEHHbIX B Mupe. [0 faHHbIM HEOHaTaNIbHOrO CKpMHUHTIa B PO pacnpocTpaHeHHOCTb 3aboneBaHnsA B OTAENbHbIX
pervioHax coctaBnsieT ot 1:5000 go 1:12000, B uenom no cTpaHe — 1:9638 XMBbIX HOBOPOXKAEHHBIX. Heknaccuueckas dopma
B KH BcTpeyaetcs vawe —ot1 1:500 o 1:1000 cpeam obLeit nonynsALmm, a B HEKOTOPbIX N30/IMPOBAHHBIX STHUYECKUX FPYMMaXx,
XapaKTepu3yLLUXCA BbICOKMM MPOLLEHTOM 6/1M3KOPOACTBEHHbIX 6pakoB (Hanpumep, eBpen ALLIKEHa3W), PacipOCTPaHEHHOCTb
MoxeT goxoauTb go 1:50 go 1:100 [2,3,5].

Ha BTopom mecTe HaxoauTtcsa runeptoHnyeckasn dopma BOKH (MO BOKH) — peduruut 11f3- ruapokcmnasbl, KoTopas BCTpe-
YyaeTcA No JaHHbIM nuTepaTypbl NnpuMmepHOo y 1 Ha 100000 HoBOpOXAEHHbIX, a cpeamn eBpee MapokKKko - 1 Ha 5000-7000 Ho-
BOpoOXAeHHbIX. B Poccmm pacnpoctpaHeHHocTs O BAKH He n3yueHa.

OcTanbHble GOpMbI ONUCaHbI NNLLb B BUAE OTAENbHbBIX KIIMHUYECKX HAabNIoaeHUn 1 He nognexat cucTemaTusaumm ans
BbIPABOTKM KIIMHUYECKMX PEKOMEHZALNIA.

1.4 OCOBEHHOCTU KOANPOBAHUA 3ABOJIEBAHUA U COCTOAHUA
(rPynnbl 3ABOJIEBAHUIA UNN COCTOAHUIA) NO MEXXAYHAPOAHOW CTATUCTUYECKOI KNACCUDUKALUN
BOJIE3HE U NPOBJNIEM, CBA3AHHbIX CO 31O0POBbEM

AppeHoreHuTanbHble paccTpoicTea (E25):

E25.0 - BpoxxaeHHble aipeHoreHnTanbHble HapyLleHus, CBA3aHHble ¢ AedpnumTom bepmMeHTOB;
E25.8 [ipyrne agpeHoreHnTanbHble HapyLIeHNs;

E25.9 AppeHoreHuTanbHoe HapyLleHne HeyTOYHEHHOe.

1.5 KNACCUOUKALINA 3ABOJIEBAHNA NN COCTOAHUA
(rPynnbl 3ABOJIEBAHUIA TN COCTOAHUN)

B HacTosALWee Bpema onucaHo 7 popm BOKH:

« JIMnowpHas rmnepnnasuns Kopbl HagnoyYeyHnKkos (gepuunt StAR-npoTepuHa);
«  peduunt 20,22-gecmonassbl;

« pednunt 17a-rmpapokcunasol/17,20-nmasbl;

«  geduunt 3B-rmapokcucTeponaaernaporeHasbl;

«  pebuuut 21-rngpokcunassl;

«  peduuut 11B-rngpokcnnasbl;

«  geduunt okcnpgopenykTasbl.

Hanbonee vactas ¢dopma BOKH, BcTpeuvatowancs 6onee uem B 90% cnyuaes, obycnosneHa gednuntom depmeHTa
21-rupgpokcunassbl. B cBoto ouepepnb, BAKH Bcnepctene geduumta 21-rugpokcnnasbl noapasfenseTca Ha HEKAacCUYeCcKyto
W Knaccmueckme (BUpwuibHas 1 conbTepstolasn) Gopmbl.

1.6 KIIMHNYECKAA KAPTUHA 3ABOJIEBAHNA NN COCTOAHUA
(rPynnbl 3ABOJIEBAHUIA UNTU COCTOAHUN)

KnnHnueckas KaptuHa gedurumTa 21-rugpoKcunasbl CKNablBaeTcs U3 ByX OCHOBHbIX COCTaBAALMX: HANOYeYHNKO-
BOW HeJOCTaTOYHOCTU, BO3HMKaoLWen BcheacTere gedurLmTa CUHTE3a KOPTN30/a 1 anboCTEPOHA, U TNepaHiporeHmny,
BO3HVKaWLWEN 13-3a N3ObITOUHON NPOAYKLMM HE3abNOKMPOBaHHbIX MOJIOBbIX CTEPOUAOB. B 3aBUCMMOCTY OT CTeneHu
COXPAHHOCTW aKTUBHOCTU pepMeHTa 21-rnpoKcunassl BbigenawT Ase Knaccuyeckme ¢opmbl BAKH: conbtepsaiouyio
N BUPWIbHYIO.

Mpu conbTepaowen popme nmeetca fednUUT KaKk MUHEPANOKOPTUKOUAOB, Tak U FMIOKOKOPTMKOUAoB. MNpruem
pedbnunT nocnefHUX, NpyU OTCYTCTBMY KOMMEHcaumu, NpUBOANT K Pa3BUTUIO CMePTeNbHO-0MacHOro COCTOAHUA —
conbTepAwLero Kpunsa, 06ycioBNeHHOro CHXeHnem peabcopbLumm HaTpUA B KaHanbLaX Noyek, CHUXeHreM obbem
LUPKYNMpPYIOLWEeNn KPOBW, apTepuanbHOro faBleHuns, pa3BUTUEM Bblpa)keHHOro obe3poxunBaHua. Hanbonee taxeno
conbTepAwlMe KpM3bl NPOTeKaloT B JeTCKOM BO3pacTe, C BO3PACTOM UX YacToTa CHUXaeTcA, OJHAKO B CTPECCOBbIX
CMTyaumax, HanpumMep, Npu onepayusx, TpaBmax, MUHTEPKYPPEHTHbIX 3ab051ieBaHUAX, OHU MOTYT OCNIOXHUTb TeueHne
3aboneBaHunA 1y B3pOCHbIX.

Mpwu BUpUnbHON popme 0TMeUaeTcA TONbKO AebULNT KOPTU30S1a, YTO NPU OTCYTCTBUM JIeUEHMA NPOABNAETCA MbILLIEYHON
CnaboCTbio, yTOMIAEMOCTbIO, MOTEMHEHUEM KOXKHbIX MOKPOBOB Ha GOHE CMNTOMOB rMnepaHaporeHnu.

Mpwu Heknaccuueckol dopme 3aboneBaHUA BefyLLMMM }anobaMm NaLmMeHTOK ABAAIOTCA U30ObITOYHOE OBOSIOCEHME, HAPY-
LIeHNA MEHCTPYanbHOro UuKna, becnnosne unm HeBblHalWVBaHWe 6epemeHHocTH [1,2,4,6].
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2. AMATHOCTUKA 3ABOJIEBAHUA WU COCTOAHUA (TPYNMNbl 3ABOJIEBAHUN
WM COCTOAHNN), MEAULUHCKUE NOKA3AHUA U MPOTUBOMNOKA3AHUA
KNMPUMEHEHUNIO METOAO0B ANATHOCTUKU

Kputepun yctaHoBneHua gnarHosa knaccuyeckux ¢opm geduuurta 21-rugpoKcunabl: MarH0o3 ycTaHaB/uBa-
€TCA C POXKAEHNA Ha OCHOBAHMM Pe3ysbTaToB JIAbOPATOPHbIX NCCIIefOBaHUI: HEOHATANIBHOTO CKPUHWHIA (onpefesneHre
17-rngpoKcunporecTepoHa y HOBOPOXAEHHbIX), B MOC/EAYIOLLEM NMOATBEPKAEHHOIO NMOBTOPHbIM IabopaTOpHbIM 0OCe-
[loBaHue C onpejesieHNeM B KPOBY MOBbIEHHOTO YPoBHA 17 OHP, fononHNTeNbHO TeCTOCTePOHa, aHAPOCTEHANOHA, NpKY
conbrepsaLei dopme 3a6oneBaHNA — NOBbILIEHHBIM YPOBHEM PEHUHA U PEHMHOBOW aKTMBHOCTY Mi1a3Mbl KPOBU, rMnepKa-
NIMeMUU, TUMOHATPUEMUU; Pe3yNibTaTaMyi FeHeTMYeCKoro obcnenoBaHus (BbisiBneHne Mytaunii B reHe CYP21A2); paHHbIMU
¢dusrkanbHoOro obcneoBaHMsA: HapyLleHre GOPMU1POBAHA HAaPY>KHbIX MONTOBbIX OPraHOB Y HOBOPOXAEHHbIX >KEHCKOTO MOosa,
NPU3HaKOB NPEXXAEBPEMEHHOIO NMOJIOBOrO Pa3BUTUSA Y fieTel 060MX NMONOB. B HeMarHoCTMpoBaHHbIX CyYasnx KnacCuUecKnx
¢dopm BIOKH NaLMeHTKN C XKEHCKUM KaprOTUMOM UMEIOT MY>KCKOWN GeHOTUMN, MPUHLMIMbI TabopaTOPHOI 1 reHETUYECKON an-
arHOCTMKM 3ab60neBaHNA Y B3POCIIbIX TaKMe Xe, Kak B IeTCKoM Bo3pacTe [1,2,4-15].

YpoeeHb y6edumenbHocmu pekomeHdayuli A (yposeHb docmosepHocmu 0oKasamesibcme — 2)

Kputepun yctaHoBneHnsa guarHosa Heknaccnveckon ¢opmoi gepuuynta 21-rugpoKcunabl: AUarH03 ycTaHaBNvBa-
€TCA HAa OCHOBAHNY aHaMHECTMYECKNX AaHHBIX: MALMEHTKN NPeAbABAIOT Xanobbl HA HAPYLUEHWNA MEHCTPYANIbHOTO LIUKIA,
NPVBbIYHOE HEBbIHALLVBAHWE UK 6ecnioare, n36bITOUYHbIN POCT BOSIOC B aHAPOreH3aBNCUMMbIX 30HAX; AaHHbIX GU3UKaIbHOMO
06CnefoBaHUsA: y XEHLUVIH BbISIBMIATCA MPU3HAKU TMPCYTN3Ma, akHe; 1abopaTopHOro 1 reHeTUYeCKoro o6cesoBaHuiA: no-
BblleHWA ypoBHA 170HP, BbiaBneHne MyTauui B reHe CYP21A2.Y My>KUnH npuLenbHan AnarHocTrka 3aboneBaHuna He nNpo-
BOAWTCA, BCNIEACTBME OTCYTCTBUA KIMHUYECKUX NposBieHnil. UcknioueHne cocTaBnaloT nayueHTbl ¢ 6ecnnoguem, TART,
ONyXONAMU HaANOYEYHNKOB U1 C pe3yNbTaTaMy reHeTUYeCcKoro 06cneoBaHNA, KOTOpble ABAAIOTCA MPOMEXXYTOUHbIMU
MeXxAy KnaccuyecKumm n Heknaccuyeckumm peHorunamm [17,19, 21,24-31,45,81,82].

YpoeeHb y6edumenbHocmu pekomeHdayuli A (yposeHb docmosepHocmu 0oKasamesibcme — 2)

Kputepun ycraHoBneHus guarHosa runeproHuyeckoin popmbi BOKH Bcnepgcteue gedpuuuta 113-rugpokcunasnoi:
[VarHo3 yCTaHaB/MBAETCA C POXKAEHUA HAa OCHOBaHUW onpegeneHus 11-0e30KCMKOPTN3011a, TeHETUYECKOro 06Ce0BaHMSA:
uccnepgoBaHue myTtaumi B reHe CYP11B1. Kak npaBuno, npu 31oli dopme 3aboneBaHus onpegensercs nosbiweHne 170HP,
MO3TOMY MO pe3ysibTaTaM HEOHaTalIbHOrO CKPUHMHIA 1 NocsiefyoLero nabopatopHoro o6cnefoBaHus naLueHTam yctaHaBs-
NMBAETCA NEPBOHAYANbHO AMarHo3 BUpUIbHON Gopmbl feduruuTta 21 ruipoKcuiasbl, O4HaKo B MOCNEAYIOLLEM, YUNTbIBas Kn-
HUYeCKYI0 KapTVHY 3a001eBaHMsA: BbIABNIEHVA apTePUaNbHOM T’MNePTEH3MM Y MALUEHTOB, H3KOM YPOBHE Kasliifl U aKTUBHOCTU
peHnHa nna3mbl (API1) BHE Npriema M1MHepanoKopTUKOMAHbIA NpenapaTtos (MK) nnv nepego3npoBKM MOKOKOPTUKONAHBIMA
(TK), npoBopguTca 6onee yrny6neHHoe obcnefoBaHue C onpeaeneHneMm BbllleyKa3aHHbIX 1abopaTopHbIX NapaMeTPOB 1 yCTa-
HaBNMBaeTCA ANarHo3s runeptoHnyeckon ¢opmol BAKH [1,4,6].

YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 4)

2.1 XAN106bl U AHAMHE3

»Kano6bl naumeHToB onpeaenaoTca Gpopmol 3aboneBaHns (BUpUanbHas, conbTepsiowas, Heknaccmyeckas) [1,2,4,6].
YKano6bl NaUMeHTOB ONpeaenaTCA KITMHNYECKOWN KapTrHon aeduunta 21-rugpokcunasbl (cm n 1.5).

2.2 ®U3NKANTbHOE OBCJIEAOBAHUE

» (QusnKanbHoe obcnefgoBaHMe NALMEHTOB peKOMEeHA0BaHO NPOBOAMTb MO CTaHAAPTHLIM MPVHLUUMNAM NPONeaeBTUKM.
Heob6xoanmo NpoBecT OLEHKY aHTPOMOMETPUYECKNX NMAaPaMETPOB, CTEMEHV TMPCYTMU3MA Y XEHLUMH, OLeHUTb Hanmure
KIMMHNYECKMX NPU3HAKOB HAaANOUYeYHNKOBOW HegocTaTouHoCTH [1,2,4,6].

YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 5)

KommeHnmapuu: Mpu3sHaKkn runepaHAporeHnm y >KeHLWH € Knaccuyeckumm popmamu geduriymTa 21-rmgpokcunnassl oobiy-
HO APKO BbIpaXeHbl 1 MPW OTCYTCTBUW NIeYeHUA NPOABAAITCA BUPUIM3aALMEN HAPYXKHbIX NMOJIOBbIX OPraHOB, aMeHopeel,
Bblpa>KeHHOW anoneyven n rmupcyTnsmom. B HegmarHoctupoBaHHbix cnyyasax BAKH naumeHTKM € KEHCKMM KapuoTUMnoMm
UMEIOT MYXCKOWN GpeHOTUMN. Y MY>UUH NPU3HAKU HaZNOYEeYHNKOBOW rMnepaHApPOreHnn NPOsABASIOTCA B MEHbLUEN CTEMEHMN,
yem B IETCKOM BO3PacCTe, K HUM MOXHO OTHECTU aKHe 1 becnnogue.

Hepenko y nauneHTOB OTMEYaeTCA HU3KUN KOHEUYHbIA POCT, YTO MOXET ABNATbCA CNeACTBMEM KakK He[OCTaTOYHOro
(n3-3a 136bITKa aHAPOreHOB), TaK 1 N3ObITOYHOTO (13-3a U3ObITKA MTIOKOKOPTUKOUAOB) NIeYeHA B AETCTBE.

Heknaccnueckas dopma BKH He conpoBoxaaeTca nprsHakamm HafroYeYHKOBOW HEOCTAaTOUHOCTY 1 POABIAETCA JOBOSIbHO
MO34HO — 0ObIYHO NOC/e MybepTaTHOro BO3pacTa. Y My»KUmH 3TO 3a001eBaHNe NPAKTUYECKN HUKOTAA He ANArHOCTUPYETCSA U He Tpe-
OyeT neyeHns B CBA3M C OTCYTCTBUEM XapaKTePHbIX MPU3HAKOB. Y XKEHLLMH OTMEYAIOTCA MPU3HaK/ YMepPeHHON rmnepaHaporeHnm:
aKHe, T’MpPCyT13M, aNoNeLVs; YacTo HabNMIOAAETCA HAPYLLEHVIE MEHCTPYaTbHOTO LIMKIIA, 6eCcrniofme U HEBbIHALLMBAHVE GepPeMEHHOCTU.

Y nauueHToB ¢ gedputom 11B-rugpoKcunnasbl, Kak v npv BUpWIIbHON dopme 2 1-rmapoKcmsiasbl, pasBUBaOTCA KIMHUYECKME
NPU3HaKK, CBA3aHHblE C AeNCcTBMEM M30bITKa aHAPOreHoB 1 AeduunTta Koptusona. Nostomy B 4ETCKOM BO3pacTe HepeaKo
nauveHTam onbOYHO YCTaHaBNMBAETCA ANArHo3 aedpuumTa 2 1-rmapoKcunasbl, Tem 6onee Yto yposeHb 17-OH-nporectepoHa
(170HP) y HVx O6GBIYHO MOBBILLEH, KaK U NPU BUPWIbHOM Gpopme. 3anofo3prTb rMNePTOHUYECKYO GOPMY MOXHO B Cllyyasx
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NOBbILEHUA apTePUanbHOro AaBfeHNA Y NaLMeHTOB Ha MMIOKOKOPTUKONAHOW Tepanumn B OTCYTCTBME NPU3HAKOB nepeno-
3upoBku Tepanuu. Al, KoTopas BcTpedaeTca y 2/3 nauneHToB ¢ geduruymtom 11B-rmgpoKkcunasbl, HAUMHAET NPOSBAATHCA
B Pa3HOM BO3pacTe, valle B 4eTCTBE, MOXKET HOCUTb KaK YMePEHHbIN, TaK 1 BbIPAXKEHHbIV XapaKTep C Ppa3BUTUEM OC/TOKHEHWI:
runepTpodus NeEBOro Xenyaouka, PeTMHOMNATASA, MAaKPOBACKYAPHbIE OCNIOXKHeHUs [1,2,4,6].

2.3 JIABOPATOPHbBIE AUATHOCTUYECKUE UCCJIEAOBAHUA

HOunarHocTuka Knaccuueckux popm gedunumnra 21-rugpokcmunasbl

» BKauecTBe OCHOBHOIO METO/ia BbIsIBIEHUA KNacchyecknx popm aedryuta 21-rmgpokunciasbl peKoMmeHAYeTcs NpoBOANTb
BCEM HOBOPOXAEHHbIM HEOHATaNbHbIM CKPUHUHT € nccnegoBaHuem yposHa 170HP B kposwu [5,7-15].
YpoeeHb y6edumenbHocmu pekomeHdayuli A (yposeHb docmosepHocmu 0oKasamesibcme — 2)

Kommenmapuu: 6narogapsa Tomy, uto BAKH sBnseTca reHeTMYeCKNM, NOTEHUMANIBHO JIETASIbHBIM U UMEIOLLUM YETKIN
[AVArHOCTMYeCKnin Mapkep 3aboneBaHrem, onTUManbHbIM MeToAoM BbisiBnieHnA BIKH Bo Bcem mype B HacTosLlee Bpems
CUMTAeTCs NpoBefeHre HeOHaTalbHOro CKpuHUHIa. C cepeanHbl 2006 T. oH 6611 BHepeH 1 B Poccuy, Uto no3BonseT nocTa-
BWTb IMArHO3 1 HauaTb JIeyeHye eLle B paHHEM AETCKOM Bo3pacTe. [103ToMy AnarHoCTrKa Knaccmyecknx ¢opm BO B3POC/IOM
BO3pacTe 0ObIYHO y>ke He TpebyeTcs. OfHaKo NHorfa 3aboneBaHUe He [MarHoCTUPYETCs BOBPEMS, 1 YCTaHOBJIEHME fMarHo3a
TpebyeTcs B cTapLuem Bo3pacTte. O6bIYHO 3Ta CMTYyaLMA BOZHUKAET Y B3POC/IbIX NPV COYETAHMM HECOOTBETCTBUA MACMOPTHOMO
W reHeTUYEeCKOro nona Unv Npu AnnMTeNbHO CYLLeCTBYIOLIEN Taxenon supunnsaumm [5,7,8,9,10,11,12,13,14,15].

« PekomeHpgyeTca 1Cnonb3oBaTb NCCNeAoBaHNE YPOBHA 17-rmapoKcunporecTepoHa B KPOBY B PaHHME YTPEHHWE Yachl
KaK rMaBHOro ArarHoCThYeckoro Mapkepa BKH B Tex cnyyasx, korga AMarHo3 paHee He 6bin YCTaHOB/EH B XOfie HEOHa-
TaNbHOrO CKPUHWHra [16-19,21-28].

YpoeeHb y6edumenbHocmu pekomeHdayuli A (yposeHb docmosepHocmu 0oKasamesibcme — 2)

Kommernmapuu: narHoctrka fgeduumTa 2 1-rufpokcinasbl OCHOBaHa Ha onpefeneHnn yposHa 170HP — npepluectBeHHUKa
KOPTM30/1a, HAXOAALLErOCA HENMOCPEACTBEHHO Hag depMeHTaTMBHbBIM 6r10koM. [pu Knaccuueckux popmMax ero ypoBeHb 00bIYHO
3HauMTENbHO NpeBbilleH — 6onee 300 HMonb/n unu 6onee 100 Hr/mn. Kpome TOro, oTMeuaeTcs 3HauMTeNbHOE MOBbILLEHNE
YPOBHEW TECTOCTEPOHA, aHAPOCTEHANOHA U APYrX NPeALLIeCTBEHHNKOB MONOBbIX CTeponaoB. [py Taknx Nnokasatensax ana-
rHO3 He BbI3bIBAET COMHEHWIA, [OMOHUTENIbHOTO NOATBEPKAEHMSA He TpebyeTcs. [pegnouTnTenbHbI 1abopaTopHbIN MeToq
onpepesnieHns ropMOHasbHbIX MOKa3aTesnen — X1AKOCTHasA TaHgeMHasA MaccnekTpomeTpus, metog MDA paet 6onbluee uncno
JIOXXHOMOJOXUTENbHBIX pe3ynbTaTtos [16,17,18,19,21,22,23,24,25,26,27,28].

AnarHocTnka Heknaccnyeckom ¢popmbi 21-rugpokcunasbl

» [JnarHoctuky HBJIKH pekomeHayeTcA NpoBOANTD Y KEHLUMH C MPU3HaKaMU TMPCYyTU3Ma, anoneunn, akHe, HapyLeHnAMn
MEHCTPYaNbHOrO UMKNa, becnnogmem n/unv nprBbIYHbIM HEBbIHALLVBaHEM bepemeHHoCTU [16-19,21,29-31].
YpoeeHb y6edumenbHocmu pekomeHndayuli A (yposeHb docmosepHocmu 0oKkasamesibcme — 3)

Kommenmapuu: InarHocTrKa Heknaccuyeckon popmbl BAKH siBnsietca 6onee yactoli 3agaveit u pyTUHHO BCTPeYaeTcs
B NpPaKTVKe SHOOKPUHOOIOB U aKyLIepOB-TMHEKOIOrOB, TaK KaK Mo KAVHMYECKUM NPOABAEHUSM 3TO 3a00NEeBaHNE CXOXeE
C CUHOPOMOM MOJSIMKUCTO3HBIX AUYHUKOB. IMEHHO € 3TUM 3ab6onieBaHUEM U NMPOBOAMTCA Yalle Bcero audbdepeHumanbHas
anarHoctmuka HBKH [16,17,18,19,21,29,30,31]

o [na gnarHoctukm HBOKH pekomeHnpyetca nccnefnosatb ypoeHb 170HP B KpOBY Y KEHLLWH B PaHHIOW0 GONUKYNAPHYIO
¢da3y B yTpeHHue vacol [16-19,21,29-31].
YpoeeHb y6edumenbHocmu pekomeHdayuli A (yposeHb docmosepHocmu 0oKasamesibcme — 2)

Kommenmapuu: ins gnarHOCTUKN HeKknaccudyeckon ¢opmbl 3a60p Kposu Ha 170HP nposogAT paHo yTpom B GONNNKY-
napHyto dasy umkna (He nosgHee 5-7 fHA), Npu ameHopee — B Nl0OON AieHb, CTPOro BHe HbepemeHHOCTU. Hopmol cunTatoTca
nokasartenu MeHee 6 HMOMb/N UM MeHee 2 HI/MA, HUKe 3TUX ypoBHel HBIKH npakTryecku He BcTpeyaeTca. CnelyeT MOMHUTD,
uTo pedepeHCHbIe 3HAYEHUS], KOTOPbIE MPUBOAATCA PA3NIMUYHBIMM TA6OPATOPUAMM, OOIYHO OTANYAKOTCA 1 MOTYT ObITb 3HaUN-
TeSIbHO HUXKe YKa3aHHbIX «OTPEe3HbIX TOUeK» AnA AMarHOCTMKU Heknaccuyecko BOKH. B cnyyae 3HauyeHumn 6aszanbHoro 170HP
6onee 30 HMonb/N unun 10 Hr/mn, gruarHo3 BKH cunTaeTca noateep>KaeHHbIM, U JONOMHUTENIbHON ANArHOCTUKIM He TpebyeTcs.

Mpwu norpaHnyHbIx 3HauYeHKAx 170HP (6-30 HMonb/n nnm 2-10 HI/MN — TaK Ha3biBaeMas «Cepast 30Ha), BbIABNEHHbIX MUHUMYM
npwv AByKPaTHOM onpeaeneHny, B Mmpe pekoMmeHayeTcA NpoBoANTb AOMONHUTENbHBIN CTUMYNMPYIOLWNIA TeCT C NpenapaTamm
n3 ATX-rpynnbl AKTT (HOTAAQ2), uTo ABNAETCA 30M10TbIM CTaHAAPTOM AnarHocTnky BKH B mupe. [16,17,18,19,21,29,30,31].

o [lpu comHuTenbHbIX pesynbratax onpepeneHua 170HP, a Takxe B LenAX reHeTUYeCKoro KOHCYNnbTMpPOBaHMA Janee
peKomeHAyeTcA NpoBOANTb reHeTuYeckoe nccnegosaHune reHa CYP21A2 [1-4,32-40, 177].
ANropuyTM AMarHocTukmM Heknaccudyeckon BAKH B PO npexcTaeneH B 1abn. 3
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Tabnuua 3. Anroputm grarHoctnkn HBKH B PO Bcnegcteue gedurumta 21-rugpokcmnassbl

BbasanbHbI ypoBeHb 170HP

< 6 HMONb/N 6-30 Hmonb/n > 30 HmMonb/n
(<2 Hr/mn) (2-10 Hr/mn) (> 10 Hr/mn)
Oeduuynt 21-rupgpokcunasnbi PekomeHpyeTcA reHeTNUYECKOE

MCKnIoYaeTca nccneposaHme reHa CYP21A2 Aepuunt 21-ruppokcunasel

YposeHb y6edumenbHocmu pekomeHoayuli B (ypoeeHb docmoeepHocmu dokazamesnbcme - 2)

Kommermapuu:B cnyyasx, Korga npoBefeHne CTUMYTPYIOLLETO TeCTa C TETPAKO3aKTAOM HEBO3MOXKHO, MO0 B LiENIAX reHeTUYe-
CKOTrO KOHCY/IBTUPOBaHWA MPOBOAUTCA reHETUYECKOE UCCIEA0BaHNE Ha HanMuKMe NaToreHHbIX BAPUAHTOB B reHe 2 1-rapoKciasbl —
CYP21A2. MNpw nHTepnpeTaLmm NonyyYeHHbIX pPe3yribTaToB HEOOXOAUMO YUMTbIBATb HECKOSIBKO (haKTopoB. Bo-nepBbix, HEKOTOpble
nabopatopun B PO NpoBOAAT ANArHOCTUKY NWLWb 2-3 Hanbonee TAXKeNbIX NMaTOreHHbIX BapraHTa, XapaKTePHbIX /15 KIMacCMYecKnx
dopm 21-rngpokrcunnasbl. [lostomy nepes HanpaseHVeM Ha UCCTIe0BaHNE HEOOXOAMMO YTOUHATL, MPOBOAMTCA N UCCTiefoBaHNe
MaToreHHbIX BapUAHTOB, CNeLpUUHBIX AnA HEKaccuyeckon popmbl (cm. Tabn. 1). Cnegyet NpoBoavTb aHav3 MakCManbHO BO3MOX-
HbIX 11 KaXK0W JIabopaTopuriv MaToreHHbIX BapraHToB B reHe CYP21A2 npu ntoboii popme 3aboneBaHus. Tak, Npy HEKNAcCMYecKnx
¢dopmax BAKH Bo3moKHa MaeHTUMKALIMA Kak NaTOreHHbIX BapUAHTOB, MPYBOASALLMX K HE3HaUMTeNIbHOW noTepe GyHKLMM 6ernKa, Tak
1 BapVaHTOB, OTBETCTBEHHbIX 3a MOJIHYO MHAKTUBALMIO 6efka. OTMeUeHO, YTo NpU Hanmuun y naureHTta ¢ HO ogHoro «taxénoro»
1 OHOTO WIErkoro» NaToreHHOro BapuaHTa HabntogaeTcsa 6onee BbICOKasA CTeNeHb MMpCyTr3Ma U YBeSIMYEHHbIE 3HAUeHVA 17-rapokK-
CYNPOrecTePOHa, YemM NP NAeHTUOMKaLMKN ABYX WIErkux» BapuaHToB. OcobeHHOCTU cTpoeHus reHa CYP21A2, a UMeHHO Hanmuue
B HENOCPeaCTBeHHOM 6nr3ocTy nceBgoreHa CYP21AT, npuBogaAT K Tomy, UTo 0Komno 90% MyTaHTHbIX annienei ABAATCA ClefCcTBrEM
PEKOMOVHALIV MEXAY STUMM FEHaMI 1 HECYT B cebe OfIH MIIN HECKOSBKO YacTbIX MAaTOreHHbIX BapyaHToB. C OHOM CTOPOHbI, Hanmume
YacTbIX MyTaLMI YCKOPAET 1 yAELIEBAET reHeTUYECKYI0 AUarHOCTUKY. C Apyrol CTOPOHbI, CIOXKHbIE PEKOMOVHALII MeXY reHaMu
MPUBOAAT K TOMY, YUTO Ha OQHOM aliesie MOXET ObITb HECKOJIbKO NMAaTOreHHbIX BAPUAHTOB, Y ONpPefevTb, HAXOAATCA M OHY B Pa3HbIX
annensax um B Npeaenax ofHoro, HEBO3MOXHO 6e3 reHOTUNUPOBaHUA poguTeneit. TOMUMO 3TOrO, CyLLEECTBYET BEPOATHOCTb HANMYMA
Yy MaLMeHTa HOBbIX HEOMMCAHHBIX MyTaLIA UV FeTEPO3UrOTHBI HOCUTENb <Harbosee YacTo MyTaL» MOXKET IMETb HE OMNMCAHHbBIN
namoeeHHbIlU 8apuaHm B gpyrom annerne. [eHeTnyeckaa amarHocTvika npv BKH ABnsaeTca BaxkHbIM 3Tarnom B npoLecce NoCTaHOBKM
[1arHo3a 1 npu NiaHMpPoBaHNY 6epeMeHHOCTU B CEMbSX, MetoLLIMX pebéHKa, 6onbHoro BAKH mnu B cembsix, BKNoYatoLLyx retepo-
W FOMO3UIOTHbIX HOCKTENE NaToreHHbIX BapuaHToB B reHe CYP21A2. Ho, BaXKHO OTMETUTb, YTO HEBbIABNEHME MyTaLluiA B JAHHOM
reHe He CJTY>KUT MPUYUHON ANnA cHATUA anarHosa BAKH [1,2,4,5,32,33,34,35,36,37,38,39 ,40].

AunarHocTuka gedpuymta 11B-rugpokcunasnoi

e Y NaumeHTOB C HETUNUYHbIM TeyeHnem BJKH mnnu passutnem Al pekomeHgyeTtca npoBoauTb anarHoctuky O BOKH
nyTem KOMMJIEKCHOTO ornpejesieHne KOHLEeHTpauumn CTeporaHbIX FOPMOHOB METOAOM TaHAEMHON MacC-CNeKTPOMETPUM
C ccnefnoBaHvem YpoBHA 11-ge3okcmkopTnsona B Kposu [1,4,6,178].
YpoeeHb y6edumenbHocmu pekomenoayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 4)

KommeHmapuu: OcHoBHbIM Mapkepom anarHoctukn O BKH asnaetca onpegeneHue 11-Ae30KCMKOPTN30Ma — OCHOB-
HOro NpefLecTBEHHUKA KOPTU30/1a, HaxoaALleroca Haf depMeHTATUBHbIM 6T0KOM, KOTOPBIN NPU KNacCUYeckom BapraHTe
3aboneBaHNA NpeBbillaeT HOpMy 6oee Yem B 5-10 pa3. OfHAKO B PYTUHHOW MPAKTUKE 3TO BO3MOXKHO CAeNaThb TOSbKO B XOfe
nposeAeHUA MybTUCTEPOUAHOIO aHanm3a. lostomy npu nogo3peHun Ha IO BAKH, Hanprmep, Npy HU3KOM YPOBHE Kanus
M aKTMBHOCTU peHKrHa nna3mbl (API1) BHe npnema M1HepanoKopTUkougHbIn npenapatos (MK) nnmn nepeo3npoBKU FoKo-
KopTukougHbimu (FK), Npy NOBbILEHUN apTepUaNbHOro AaBNEHMA Y NALMEHTOB C paHee BbiBIEHHON BUPUIbHON GOpMOi
3aboneBaHNA, a TakXKe NPY OTCYTCTBUM TUMNYHBIX NMATOreHHbIX BapuaHToB B reHe CYP21-ryagpokcunasbl, nayneHTa Heobxogmmo
HanpaeuTb B CNeLmMann3mpoBaHHble LIEHTPbI 4f1A YTOYHEHWA ArarHo3a 1 nogbopa Tepanuu.

WccnepgoBaHne myTaumii B reHe CYP11B1 npoBoaunTca KpaliHe pefko, No3ToMy B Poccum reHeTnyeckyio guarHoCTuky
MO>XHO NPOBECTU TOJSIbKO C MOMOLLbIO CEKBEHUPOBaHKA reHa. B HeKoTopbix cTpaHax (Hanp. B MI3pavne) nccnegoBaHue ogHOro
13 Hanbosee YacTbiXx NAaMo2eHHbIx 8apuaHmos - His R448H - npumeHsieTca B pyTUHHOW NPaKTUKe.

B nutepatype onucaHbl ciyyan Heknaccuyeckom popmbl gedpuunta 113-rugpokcrnasbl. B KnMHUYECKON KapTUHe JoMu-
HUPYIOT MPU3HAKN MMNepPaHaPOreHn N HapyLLeHWs MEHCTPYaNbHOMO LUMKNA Y XeHLWuH, npy 3ToM Al npu 310 dopme 3abo-
neBaHWA HeT, MO0 OHa HOCUT He3HaAYMTENbHbIN XapaKTep. [narHoCcTMpoBaTb Heknaccudyeckyto opmy 11B-rugpokcmnasbl
MO>HO Ha OCHOBaHM NOBbIWEHUA 11-4€30KCMKOPTN30/1a NPY NPOBEAEHUN TaHAEMHOW Macc-cnekTpomeTpuu. [1,4,6]

2.4 UHCTPYMEHTAJIbHbIE AUATHOCTUYECKUE NUCCJIEAOBAHUA

o Cuenbio ANMarHOCTMKKN ocnoxHeHnn BOKH n gnutenbHom 3amectutenbHom Tepanum NKC y nauneHTOB peKomeHAayeTcA
NCMNO/b30BaTb Takue MeTOAbl MHCTPYMEHTAIbHOWM AMAarHOCTUKM, KaK: PeHTreHOAeHCUTOMETPMA BCeM NauMeHTaM BHe 3a-
BUCUMOCTW OT cTeneHun komneHcaumu, Y3U/MCKT nnn MPT HagnoyeuyHMKOB Npu 3nNn3o4ax 4INTENbHON KOMMeHcaummn,
Y3 opraHOB MOLLOHKU BCeM My>KUmHaMm, Y3/ manoro tasa Bcem xeHwwmHam (npu nogo3speHnn Ha OAPT — gononHuTebHO
npoeegeHne MPT manoro Ta3a [1,4].

YpoeeHb y6edumenbHocmu pekomeHdayuli A (yposeHb docmosepHocmu dokazamesibcma — 3)
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Komenmapuu: IHCTpymeHTanbHasA AnarHocTrKa y B3pocbix nauneHTos ¢ BAKH HanpaBneHa Ha BbiABNeHNE BTOPUYHbIX
006pa3oBaHNI1 B HAAMOYEYHMKAxX, 0COOEHHO NP ANn3o4ax AJINTeNIbHON AeKomneHcaumm B aHamHese (Y3, KT HagnoyeuHrKoB).
Heobxofmmblii 3Tan — OLleHKa COCTOSIHWUA PENPOAYKTUBHON CUCTEMbI, UCMOJIb3yeMble CKPYHUHIOBbIE MeToarKy — Y3/ opraHoB
MaJioro Tasa y *KeHLLUH, OPraHOB MOLLIOHKU Y My>UH. [py nepBMYHOM 06paLLeHMM NaLueHTa MPOBOANTCA MHCTPYMEHTaNIbHasA
OLEHKa COCTOAHNA MUHEPANIbHOW NIOTHOCTU KOCTHOW TKaHW (MpoBefeHne PeHTreHO4EHCUTOMETPUN MUHUMYM 2 OTAENO0B —
NMOACHMYHOrO OTAEsNa NO3BOHOYHMKA Y NPOKCMArbHOro oTaena 6egpeHHoN KocTu). bonee nogpo6HO 06 MHCTPYMEHTaNbHOM
anarHocTurke npuv BOKH n3noxeHo B pasgene «ucnaHcepHoe HabnoaeHne» [1,4,41-63].

2.5 UHbIE ANATHOCTUYECKME UCCNEQOBAHUA

OtcyTBY!IOT.

3. JIEYEHUE, BK/TIOYAA MEAUKAMEHTO3HYIO U HEMEAWKAMEHTO3HYIO
TEPANMUN, AUETOTEPANMWIO, OBE3BOJIMBAHUE, MEAULUHCKUE MOKA3AHUA
M NPOTUBOMNOKA3AHUA KNMPUMEHEHUIO METOAOB JIEYEHUA

3.1 KOHCEPBATMBHOE JIEMEHUE

JleyueHe naumeHTOB ¢ Knaccnyeckumm popmamu geduynrta 21-rugpokKcunasbi

+ PekomeHAOBaHO fleunTb B3POC/bIX NALMUEHTOB C Knaccuyeckumm ¢opmamu BAKH rugpoKopTU3oHOM Unu AnmTenbHO
pencreytowmmn MK [1-6,64-75].
YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 5)

KommeHmapuu: Neuenne knaccnyecknx ¢opm BAKH cBoanTcs K NOXM3HEHHOMY MPUMEHEHUIO TTIOKOKOPTUKONLOB
N MUHepanokopTukonaos (Mpu conbrepsitowen popme). OCHOBHAA CNIOXKHOCTb NeveHns BAKH 3aknioyaeTcs B TOM, UTO B Ha-
cTOsLIee Bpems He pa3paboTaHbl MpenapaTbl, MOSHOCTbIO UMUTUPYHIOLLME COOCTBEHHYIO CEKPELIMIO KOPTM30J1a 1 CNOCOOHbIe
B $GU3MONornyecknx fo3ax noHOCTbIO NOAABUTb U3OLITOYHBIN CUHTE3 HAAMOYEYHUKOBbBIX aHAPOreHOB, MO3TOMY BefieHue
MaumveHTOB CBOAUTCA K 6anaHCPOBaHMIO MeXAY NPY3HaKaMu rMnepKopTMLU3Ma Y TMnepaHaporeHnm.

B oTnnume ot geTckoro Bo3pacTa, Korga pekoMeHayeTca BeCTU NauneHTOB TO/IbKO Ha MIOKOKOPTUKOWAHbIX NpenapaTtax
KOPOTKOro AeCTBUA, Y B3POC/IbIX MALMEHTOB BO3MOXHO NCMONb30BaHME KaK NpenapaTtoB KOPOTKOro (rMapoKOPTU30H**),
TaK U ONUTENbHOro AeNCTBUA (NpefHM30NoH**, nekcameTasoH**, meTunnpegHU3onoH**). 3T1o B page cyiyyaes NpuBOAUT
K YNyJllEeHMI0 KOMMIAaeHTHOCTU nauuneHToB. Hanbonee yacto ucnonb3yercs cnegyrollas Cxema nepeBofa C OAHOro ro-
KOKOPTMKOWAHOrO npenapata Ha apyron: 20 Mr rugpokopTnusoHa** = 5 mr npegHnsonoHa** = 4 mr metunnpegHn3onoHa**
= 0,375-0,5 mr pekcameTaszoHa**.

Bpema Ha3zHaueHMA rNIOKOKOPTUKOMAHbIX Npenapatos npu BAKH octaetca B mupe guckytnpyembim Bonpocom. Ectb
CTOPOHHWKN Ha3HauYeHUsi 6ONbLUNX [03 YTPOM, KOTOPbIE CUMTAIOT TaKOWN pPexxum 6ornee GM3NONOTMYHbBIM, TaK Kak OH Jiyylue
UMWUTUPYET UMPKaAUAHHbBINA PUTM BbIPaboTKM KopTr3ona. [lpyrue e oTMevatoT JOCTMKEHME NyULIe KOMMNeHcauum npu npu-
MeHEeHMM 6ONbLUNX O3 HA HOYb 3a CYET NoAaBIeHUs HOYHoro Bbibpoca AKTI. B Poccru yalle npriMeHAETCst BTOPOU BapUaHT,
O[HAKO CTPOrmx peKoMeHAaumin No faHHOMY BOMPOCY HET, U peLleHne MOXKeT OCTaTbCA 3a Sleyalmm Bpayom [1-6,64-75].

» [pwn conbTepaowen dopme gedpuyuta 21-rmgpoKCcuasbl peKoMeHAYeTCA A0NonHuTeNbHO K [K nprumenats MK
(dnynpokopTunzoH**) [1-6,64-75].
YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 5)

KommeHnmapuu: nns KoMneHcaLumm MUHEPANIOKOPTUKOMAHOW GYHKLUMM ncnonb3yetca GdnyapokopTru3oH. CpegHre go-
3UPOBKM 1 CXEMbI MPYMEHEHNA NPenapaToB s feyeHns Knaccuyeckux ¢opm BKH npepctaBneHbl B 1abn. 4 [1-6,64-75].

Ta6bnuua 4. MpenapaTbl MMIOKO- U MHEPATOKOPTUKOULO0B, UCMOMb3yeMble B leueHUn Knaccuyeckmx popm BAKH y B3pocnbix, ** -npena-
paTtbl, BxogAwwme B cnncok MKHBJIM

fmapokopTnsoH**, ATX kog HO2AB09 15-25 mr/cyT (MakcumanbHo o 40 mr/cyT) pa3gennTb Ha 2-3 npuema
MpepgHnsonon**, ATX kog HO2AB06 5-7,5 mr/cyT (MakcmmanbHoO go 10 mr/cyT) Ha 2 nprema
LekcameTazoH**, ATX koa: HO2AB02 0,25-0,5 mr/cyT (MakcmasnbHO Ao 1 Mr/cyT) Ha HOYb

MeTtunnpegHunsonon**, ATX koa: HO2AB04 4-6 Mr/cyT Ha HOYb NN B 2 Nprema
OnynpokopTtmson**, ATX kog: HO2AA02 50-200 mkr/cyT

» PekomeHpoBaHoO yBenunyeHvie fo3bl [K nnm nepexod Ha napeHTtepanbHoe BBefeHne ['K B OCTpbIX CUTyaUmaX, TakUX Kak
bebpunbHas Temnepatypa (>38,5°C), racTpo3HTEPUT C AerngpaTaurein, onepauun nog obLien aHecTe3nen U MacCrBHbIe
TpaBMbl [1-6,76-80].

YposeHb y6edumenbHocmu pekomerndayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 5)
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KommeHnmapuu: y naumeHToB ¢ Knaccnyeckumm popmamm BAKH B opraHn3me He MPOUCXOAUT afieKBaTHOWN BbIPpaboTKM
KOpTM30/a B OTBET Ha GU3UYECKMI CTPECC, HAaNPUMep, NpY 3ab0NeBaHNAX, COMPOBOXKAAIOLIMXCA BbICOKOW TeMNepaTypoi,
racTposHTepuTe C gerngpatayuein, onepaumax n Tpasmax. MMeHHo noatomy Bcem naumeHTam ¢ BOKH pekomeHngyeTca HOCUTb
npwu cebe naeHTMPUKaLNOHHbIE JOKYMEHTbI UM HpacneTsl, yKa3blBaloLLMe, YTO Y HAX UMEEeTCA JaHHOoe 3aboeBaHue, 1 B CI1y-
yae ypreHTHbIX CUTYyaLuii UM HEOOXOAUMO He3aMenTeNIbHOe BBEAEHME MMAPOKOPTM30HA. Tak Kak 3aboneBaHme aBseTcA
pedKkMM 1 He 3HaKOMO MHOMMM cheLuManncTam nepBUYHOro 3BeHa, NpeanoXeHo YKasbiBaTb Yy TakMX MauVeHTOB Hanunuve
XPOHUNYECKOW HAZNMOYEUYHKOBOW HeIOCTaTOYHOCTH, UTO OOMeryaeT NprHATNE PeLIEeHNA B JaHHbIX CUTYaLMSAX.

B cnyvyae MHTEPKYppPeHTHbIX 3ab0neBaHnil, MPU KOTOPbIX COXPaHEHa BO3MOMXHOCTb MPOAOIKEHUA NEPOPASIbHOMO
npuema K, Heo6xoMo yBennUeHue Jo3bl MIOKOKOPTUKOUZOB B 2-3 pa3a. Mpu HeadpdeKTMBHOCTY BBOAMTCA TMAPOKOP-
TU30H (TMAPOKOPTM3OH CyKLMHAT HaTpursa) 50-100 Mr BHYTPUMBILLEYHO, Aajiee NPy HEOOXOAMMOCTY BBeeHNE NOBTOPSAET-
ca no 50 Mr Kaxkable 4-6 yacoB. B cnyyae oTCyTCTBMA yNyylleHA CaMOYyBCTBUA B TeyeHne 24-48 yacoB peKomeHayeTcA
rocnuTanuM3aumsa B CTalMoHap, rae NpoOBOAUTCS BHYTPUBEHHAA UHPY3KA rMAPOKOPT30Ha Ha GOoHe perngpataloHHON
Tepanuu. [pu NpYMeHeHUN NapeHTEPaNbHOTO FMMAPOKOPTN30HA, A03a GpIYAPOKOPTN30HA He MeHsaeTcA, nubo paxe MK
OTMEHSAI0TCS NMOJIHOCTBI0. Kak TONbKO COCTOsIHME NauneHTa cTabunusnpyeTcs, cnegyeT NoCTeNeHHO BEPHYTHCA K 0ObIUHbIM
[o3aM npenapatos [1-6,76-80].

» [lpy 3MOLUMOHANBHOM Y HEPBHOM HaMpsXXeHWK, NPU NErknx BUPYCHbIX 3aboneBaHusx n npegactoswenn pusnyeckon
Harpyske ysenmuneatb fo3y K He pekomeHpayeTca [1-6, 76-80].
YpoeeHb y6edumenbHocmu pekomerndayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 5)

KommeHnmapuu: npu ¢pr3myeckmnx Harpyskax v NCrxosiormyeckom cTpecce HeobxoanmocTy B ysenuueHmm gossl K Het
[1-6, 76-80].

JleueHe nauneHTOB ¢ HeKNnaccuyeckumm popmamu gedpuuunTa 21-rugpokKcrnasbl

e JleyeHune naumeHToK ¢ HBJKH c nomoLwybio K pekomeHgoBaHO NPOBOANTb NPU BbIABAEHUW Bblpa>KeHHOW runepangpore-
HuK, becnnoans NN HeBblHAWMBaHMA 6epemeHHocTH [17,75,81-89].
YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 5)

KommeHmapuu: y *eHLLMH C BbIpaXKeHHbIMU CMNTOMAMU T’MMNepaHaporeHMmn BO3MOXKHO HasHaveHue K (tabn. 5). Momrmo
3TOro, Tepanmio MOXHO NPOBOAUTb KOMOUHUPOBAHHO C NMPMOHAJIbHBIMU KOHTPaUEeNTUBaMMU A1 CUCTEMHOIO NPUMEHEHNS
(ATX kog GO3A) n/vnu aHtTnaHgporeHamm (ATX kog GO3H), a TakXKe peKOMEHA0BATb XKEHLLMHAM Pa3fINYHbIe MeTOAbI SNUAALUN
[17,75,81,82,83,84,85,86].

Ta6nuua 5. MNpenapatbl 'K, ncnonb3yemble B le4eHnn Heknaccuyeckomn ¢opmbl BOKH

lmppokoptnsoH**, ATX kog HO2AB09 10-15 Mr Ha 2-3 npuema B fieHb
MpepgHnsonon**, ATX kog HO2AB06 2,5-7,5 Mr Ha 1-2 nprema
[ekcameTa3oH** (TonbKo BHe 6epemeHHocTM), ATX kop: HO2AB02 0,25-0,5 Mr Ha HOYb
MeTtunnpegHusonon**, ATX kog: HO2AB04 2-6 Mr Ha HOUb

HecmoTps Ha To, UTo y 68% XeHLWWH C Heknaccnyeckol BOKH camonpounsBonbHble 6epeMeHHOCT MOryT HacTynuTb
1 6e3 NprMeHeHNA MIKOKOPTUKOWIOB, CMOHTaHHbIE BbIKUABILIM HA PAHHMX CPOKaX MNpuY OTCYTCTBUM JIeYEHMA BCTPEYaloTCA
[OCTAaTOYHO YacTo. [lo3ToMy paccMmaTpmBaTtbh Borpoc o [K Tepanuu Heobxogumo, Npexxae BCero, Ha 3Tare niaHMpoBaHWsA
6epemMeHHOCTN, OCOOEHHO Y XeHLUH ¢ becnnoanem Unn NprBbIYHLIM HEBbIHALIMBaHMEM H6epemeHHoCTU. Heobxoammo
OTMETUTb, UTO B C/lyyae, KOrfa peLuaeTcs BONpoc B nosb3y K Tepanum oyeHb BaXKHO HauviHaTb ee ¢ 3Tana niaHUupPoBaHUA
6epeMeHHOCTY, a He Korga 6epemMeHHOCTb YKe HAaCTyMnna, Tak Kak MMEHHO 3Tan uMmnnaHtauum Ha goHe MK Hanbonee BaxkeH
[N yny4ylleHMs NPOrHO30B BbIHALLMBAHMSA.

bepemeHHble XeHWWHbI ¢ BAKH gomkHbl HabnoaaTbCa BpauoM-3HAOKPUHOMOIOM, MMEIOLLM ONbIT BEAEHWA NaLMEeHTOB
C laHHbIM 3ab0oneBaHMEM, U Ha3HAYEHME MTIKOKOPTUKOMAOB AO/IKHO MPOBOANTLCA NOCIIE OLEHKM BEPOATHOIO MNOJIOXKMNTENb-
Horo 3¢ ¢deKTa npenaparta B CPaBHEHMU C MOTEHLUASIbHBIM PUCKOM, C MHGOPMMPOBaHHOTO OOPOBONIBHOIO COrNacua NaLueHT-
Ku. JleueHrie MOXET NPOBOANTHCSA C MOMOLLbIO 110600 MMIOKOKOPTUKOVMAHOIO Mpenapara, 3a UCK/YeHeM ieKcamMmeTa3oHa.
[lo3bl NpenapaToB ¢ HacTynneHnem 6epeMeHHOCTN 0ObIYHO He MEHSAIOTCS, NleYeHne NPOBOAUTCA NNOO B NepBOM-BTOPOM
TPUMeCTpax C nocsiesyoLeint OTMEHON, MO0 [0 POAOB B 3aBUCMMOCTU OT TeYeHNA 6epeMeHHOCTM.

Kak npasuno, npu Heknaccmyeckor BOKH oTcyTcTByOT AedULUT KOPTU30Ma 1 CONbTEPAIOLLME KPK3bl, MOSTOMY HET He-
06xoaMmMocTy noBbiwaTtb o3y K BO BpeMsa CTPeccopHbIX COCTOSHMI, ONepaTUBHbIX BMELLATENbCTB UN OCTPbIX BUPYCHbBIX
3aboneBaHuni. IcknoueHnem ABRAETCA BbIABEHME HEQOCTAaTOYHON BbIPabOTKM KOPTM30/1a BO BPeMsi CTUMYMPYIOLLEro TecTa
(meHee 500 Hmonb/n) [1,87,88,89].

o YIKEeHLUWH C yMepeHHOW runepaHaporeHnein u AncyHKUMeNn AMYHNKOB BHE NMIaHNPOBaHUA 6epeMeHHOCT peKOMeHAYeTCA
npumeHeHune Bmecto K cumntoMaTyeckon Tepanum: NporectareHbl 1 3CTPOreHbl (GUKCMPOBaHHbIE KOMOUHaLMNK), KOA
ATX GO3AA n/vinn aHTnaHgporetsl, kog ATX GO3H [17,75,83,84].

YpoeeHb y6edumenbHocmu pekomeHoayuli B (ypoeeHb docmoeepHocmu dokazamenbcme - 3)
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KommeHmapuu: HecMOTpA Ha TO, UTO NMaTOreHeTMYECKOe NleyeHne Heknaccuyeckom ¢opmbl BAKH gonxHo nposoauTbes
Mo TeM >Ke NpUHUMNaM, YTO 1 NPU Kaccnyeckmx opmax (mytem BosmelleHusa gedpuumnta Koptrsona), Heob6xoanmocTb
Ha3HauyeHua MK Tepannn abconoTHO BCEM XKeHLMHAM C Heknaccmyeckon BAKH Bbi3biBaeT 6onbline cnopsl y cneyua-
NMCTOB BO BCeM Mupe. [leno B ToM, uto fo3bl MK, Heobxogmmble AnA nogaBneHUsa 3bbITOYHON NPOAYKLUM aHAPOTEHOB,
HepeaKo ABNATCA CynpaduU3nonormyecknmm, 4to, C y4eToM MArKOro TeueHra gaHHol ¢opmbl 3abonieBaHusA, Bbi3biBaeT
onpepeneHHble COMHEHNA B HEOOXOAMMOCTM NX NOXKM3HEHHOTO nNprema. [lo3Tomy Bce 6onblie CneLmanvcToB BO BPeM
MUpPe NPUXOAAT K MHEHUIO, YTO BHE MNIAHUPOBAHUA 6EPEMEHHOCTY 1 BbIPaXXeHHOW runepaHaporeHum npumeHenme MK
He ABnsAeTcA 06s3aTeNIbHbIM I MOXET ObITb 3aMeHEHO cMMITOMaTUYeckom Tepanuei B Buae KOK n/vnm aHtmaHgporeHos
[17,75,83,84].

o Jleuntb 6eccumnTomHble dopmbl HBIIKH y xeHWwnH He pekomeHpayetcs [17,45,81,82].

YpoeseHb y6edumenbHocmu pekomeHdayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 5)
o Jleuntb my>kuuH ¢ HBJKH He pekomeHnpayetca [17,45,81,82].

YpoeseHb y6edumenbHocmu pekomerndayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 5)

Kommernmapuu: B cnyyae 6ecCMMNTOMHOMO TeueHrA 3a60neBaHnA Y XeHLWWH Tepanua He npoBoanTca. JleueHne HBOKH
Y My>KUMH B GONbLUMHCTBE CllyyaeB He NPOBOAUTCA. icknioueHne cocTaBnaloT nauneHTbl ¢ 6ecnnogmem, TART, onyxonamu
HafNoOYeYHUKOB U C pe3ynibTaTaMu reHeTUYecKoro obcneoBaHNA, KOTOpble ABAATCA NPOMEXYTOUHbIMU MeXIy Knaccuue-
CKMMM U HeKNaccnyecknmmn peHotmnamm [17,45,81,82].

JleyeHne ro BOKH

» Jleuenuvie IO BOKH pekomeHayeTcs NpoBOAWTL MO TEM XKe NPUHLUMAM, YTO U JIeYeHne BUPUIbHON GopMbl, 06yCnoBeH-
How pgedpuunTtom 21-rmapokcunassl. B Tepanvm moryt npumeHatbcs MK npenapatbl KOPOTKOro Y A/IMTENbHOIO AENCTBUA
[1,4,6,90-92].

YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 5)

Kommenmapuu: MauneHTbl ¢ Knaccudyeckon dopmon geduunta 11B-rugpokcunasel, Kak 1 npu apyrux popmax BOKH,
MOXM3HEHHO nonyyvatoT npenapatbl [K ¢ Lenbo KoppeKkuun CMMNTOMOB HaAMoO4YeUYHNKOBOW HEeAOCTaTOYHOCTH, rMnepaH-
OpOreHnmn 1 apTepuanbHoi runepTeHsmun. Ecin npenapatom Bbibopa y AeTei ABAAETCA MMAPOKOPTU3OH, Y B3POCIbIX MOXKHO
MCMOJb30BaThb 1 NpenapaTtbl 4ANTeNbHOro aencTeuns. Heobxogmmoctu B HazHauyeHn MK y Takux nauueHTOB HET, Tak Kak
HEeAoCTaTOYHOCTb aNbAOoCTePOHa C N36bITKOB Bo3melaetca AOK [1,4,6,90,91,92].

o [Maumentam c IO BOKH B kauecTBe JOMNONHUTENBHONW Tepan PeKOMEeHAYeTCA Ha3HauyaTb aHTUTMNepPTeH3UBHbIE Npe-
napatbl (ATX kog C02), npegnoututenbHO Kanuicbeperawowme anypetmkn (ATX kog CO3D) v gurugponnpugrMHoBbie
NPOW3BOAHbIE CENEKTUBHbIX 6/TOKAaTOPOB KanbLeBbiX KaHanos (ATX kog CO8CA) [1,4,6, 90-92].

YpoeeHb y6edumenbHocmu pekomerndayuli C (ypoeeHb docmosepHocmu dokazamesibcme -5)

KommeHnmapuu: ecnv Ha poHe moHoTepanum K He yaaeTca ckoppermpoBaTb Al, MOXXHO AOMOIHUTENIbHO NCMOJIb30BaTh
aHTUrMNepPTEeH3MBHbIE MPenapaThl, U3 KOTOPbIX NPEeANOUYTUTENbHBIMU ABMAITCA Kanuncbeperaowme anypetuku (ATX Kog
C03D) 1 AurnaponMpUANHOBbIE MPOU3BOAHbIE CENEKTUBHbIX 65I0KaTOPOB KasibLueBbix KaHanos (ATX kog CO8CA) (Hudbean-
nuH, ATX kog: CO8CAO05) [1,4,6, 90,91,92].

3.2 XUPYPTMYECKOE NEYEHUE

+ PekomeHpayeTcAa NpoOBOAUTbL NEPBLIN 3Tan GeMUHU3UPYIOLLEN MAACTUKA HAPYXHBIX MOJIOBbIX OPraHOB B MepBble rofpl
XM3HU pebeHKa 1 3aBepLUaTb BCE 3Tarnbl XMPYPruyeckoro iedeHus y naumeHTok ¢ BOKH B nybeptaTtHom Bo3pacTe [93-98].
YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 4)

KommeHnmapuu: Ha CerogHAWHNN AeHb He NPOBeAEeHO PaHAOMU3MPOBAHHbIX KOHTPONMPYEMbIX NCCIedOBaHNI, NO3BO-
NALLWKMX CTaHAAPTU3MPOBATb NMOAXOAb! K XMPYPruyeckomy fieyeHuio naumeHTok ¢ BKH. 3T1oi npobneme fomkHO 6b1Tb
yaeneHo ocoboe BHUMaHMe: CBOEBPEMEHHOCTU NPOBEAEHNA GEeMUHU3NPYIOLLEN NNAaCTUKN HaPY>KHbIX FEHUTaNNNA, OLeH-
K& COCTOATENIbHOCTU ONEePaTMBHOIO BMELLATENIbCTBA M OTCYTCTBMA Pa3BUTUA NOCTONEPALMOHHbBIX OCIIOXHEHUN (py6Lbl,
CTPUKTYpbI 1 T.4.) Bupnnunsaumsa reHuTanuin HabnogaeTca y naLMeHToK ¢ poxaeHus. Mpy BbICOKOW CTeNeHn BUPUIM3aLmm
dbemrHM3npyoLWan NnacT1ka NPOBOAMTCA B [iBa Tana: NepPBbI 3Tar, BKYAOLWMA KINTOPOMNIACTUKY 1 pacceyeHune ypo-
reHWTaNIbHOrO CUHYCa, MPOBOANTCA B NEPBbIE rofbl XN3HU pebeHKa, BTOPOU 3Tan — UHTPOUTONIACTUKY — peKOMeHAyeTcA
NPOBOANTb NOCNEe HACTYMNIeHNA MeHapXe N [OCTUKEeHUA JOCTaTOYHOW 3CTPOreHn3aummn reHuTanuim. B npaktnke yacto
BCTpeYaloTCA Cnyyan, Korga BTOpoW 3Tan NAacTMKyM He NPOBOAUTCA BMIOTb 4O B3POC/IOro BO3pacTa. TaknX XeHLWWH He-
06XxoanMO HanpaenATb B deaepanbHblie Cneunan3npoBaHHbIe LEHTPbI TMHEKOIOTMYECKOro Npoduns, rae UMeeTcs onbiT
TaKMX ONepauui, a TakxKe KOMaHAa 3KCNepToB B 3TOW 06nacTu: XUPYpPru, aHeCTE3NONOr, NCUXOSIOMU U SHAOKPUHONOTM
[93,94,95,96,97,98].
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3.3 UHOE NNEMEHUE

[BYCTOPOHHASA afpeHaNSIKTOMUA.

o B peakux cnyyasx y nayMeHTOB C HEKOHTPONMPYEMOW rMNepaHapPOoreHen Npy ycoBUM OCTaTOYHON NPUBEPXKEH-
HOCTM K JIeYeHUNI0 MOXKeT ObITb peKOMEeHAO0BAHO NpoBejeHVe ABYCTOPOHHEN agpeHanakTomum [99-1011.
YpoeeHb y6edumenbHocmu pekomerndayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 4)

Kommernmapuu: He6onblwol NpoLeHT NauneHToB C TSXeNol conbTepstowen popmon BAKH ¢ npakTuueckn non-
HbIM OTCYTCTBMEM aKTUBHOCTM 21-rmgpoKcunasbl He nogaatoTca neveHuio [K: ga)ke npym MCNonb30BaHUMN BbICOKNX J03
npenapaToB He CHMXAeTcs BblpabOTKa aHAPOreHOB 1 OCTalOTCA Npu3Haky Bupunusayum. OCO6eHHO 3TO aKTyanbHO
npu peleHnn BONpoca 0 BOCCTaHOBAEHUA GpepTUNbHOCTM. B Taknx cnyvyasax psgom aBTOPOB NpeanaraeTcs anbrep-
HaTUBHbIN MmeToa neyeHunda BAKH - oBycTopoHHAA agpeHanaktomua. OgHaKo 3TOT MeToA neyeHus Bbi3blBaeT MHOTO
BonpocoB. C 04HOW CTOPOHbI, ee MPOBefeHMe YMeHbLIaeT BUPUAN3aALNIO U MO3BONAET MPUMEHATb MeHbLne Ao3bl [K.
C opyrou — UMeloTCA MHTpaonepauoOHHble PUCKMW, PUCK aPeHanoBbIX KPM30B NocTonepaunoHHo. [NpoTneBonokasaHo
NpoBOAUTb ABYCTOPOHHIOI afpeHaNdaKTOMUIO HEKOMMJIAeHTHbIM NauMeHTaMm, T.K. B MocneonepaynoHHOM nepuoge
HeperynapHbIN npruem npenapaToB 3amMecTuTenbHon Tepanum K moxeT oka3atbca daTanbHbIM. IMeHHO nosTomy
pelleHne o NPoOBefeHNY CTOMb PafMKanbHOIO eYeHna He JONIXKHO NPOBOANTLCA PYTUHHO B obLlen ambynaTopHOM
npakTuke. Mpu BOSHUKHOBEHUM MOLOOHbIX CUTYaLUUIA, KOTAa NaLyeHTbl He JOCTUrAlT KOMMEeHcauum faxe npu npume-
HeHuU cynpadmsnonorunyeckux o3 MK v pasBuTUmM ATPOreHHOro rMNepKopPTULIM3Ma, OHU JAOJIKHbI ObITb HanpaB/ieHbI
B deaepanbHbI LEHTP SHAOKPUHONOIMYECKOro npoduna Ans peweHunsa Bonpoca o6 onTumMarbHOM MeToe fievyeHns
[99,100,101].

HPEHaTaﬂ bHaA TepanuAa

+ He pekomeHAyeTca NpoBOAUTDL fleyeHre 6epeMeHHbIX MpenapaTtaMy feKCameTa3oHa C Liefiblo YMEHbLUEHNA CTEMNEHM
BYpUNM3auuu nnoga (npeHatanbHyto Tepanuio). OHa foMKHA paccMaTprBaTbCA Kak SKCMeprMeHTallbHaa MeToANKa,
NpoBOANMAaNA UCKNIOUYNTENBHO B CMELMan3MpoBaHHbIX LeHTPaX, MMELMX COOTBETCTBYIOLNIN NPOTOKON NleyeHunn
n KomuTteT no 3tuke [10,103-113].

YpoeeHb y6eoumenbHocmu pekomeroayuli C (ypoeeHb 0ocmosepHocmu doKkazamesnbcme - 2)

Kommernmapuu: MpeHaTanbHas Tepanus — 310 neyeHue off label gekcametazoHom 6epeMeHHbIX XeHLMH, Y KOTOPbIX
Mo pe3ynbTaTaM reHeTNYeCKOro KOHCYNbTUPOBaHNA MMEEeTCA BbICOKNI PUCK POXAEHUA pebeHKa ¢ Knaccuyeckom pop-
Mol geduunTa 21-rugpokcunasel (HanprmMep, B ciyvae yxe nmetownxca geten ¢ BAKH B cembe 1 noaTBepXaeHHbIM
HOCMTENbCTBOM MyTaUumn y 060ux poanteneil, Korga puck poxaeHus nocnegytouwero 601bHOro pebeHka coctaBnseT
25%). Tak Kak lekcaMmeTa3oH — eAMHCTBEHHbIN [K npenapart, NpoHMKaWwmMn yepes nNnaueHTy U CNocobHbIN NogaBuTb
NpPoayKUMIo aHAPOreHOB HaANoOYeYHNKaMM Nnoja, NPy ero Ha3HayeHUmM C CaMbIX PaHHUX CPOKOB recTauunm cyuecTsyer
BO3MOXHOCTb CHU3UTb cTeneHb Bupunusaumm HIMO y HoBopoxaeHHbIx geBouyek ¢ BAKH. Pekomegyembie B MnpoBoi
nuTepatype fo3bl #aekcameTtasoHa 20 MKI/Kr Beca 6epeMeHHON XeHLWMHbI, MakrncmanbHo 1,5 mr/geHb. Ha doHe ne-
YeHUA, YPOBEHb IMMIOKOKOPTNOKNAOB NNofa MOXKeT NpeBblwaTb CpefiHMe 3HaueHnA nokasaTenen B 60 pas.

OcHoBHas Npobniema 3aK/oYaeTca B TOM, YTO OS5t AOCTMXKeHUs dpPpeKTa HauMHaTb Tepanmio HeOOXOAMMO KaK MOXXHO
paHblle — He No3aHee 6 Hegenu rectaunun. B To e Bpema npoBefeHne NnpeHaTanbHOW ANAarHOCTUKN ANA YTOUYHEHUNA
nona v Hanuuua BAKH y nnoga Bo3mMo»xHo TonbKo Ha 9-10 Hegiene 6epemeHHOCTI. [103TOMY neyeHune BbICOKMN JO3aMu
[leKkcameTa30Ha Ha dTafnax 3aKflafKkuy opraHoB HanpacHo 6yayT nonyyatb 7 n3 8 geteit. B HacTosee BpeMsa Ha KOMMep-
Yyeckol OCHOBE JOCTYNeH MeToj onpefAeneHnsa B KPOBU BepemMeHHoOM XeHwWwuHbl yyactka OHK nnopa, xapaktepHoro
ana Y-xpomocombl ¢ 6osiee paHHUX CPOKOB recTalmu, HO NOKa 3Ta METOAMKA He BBejeHa B MOBCEMECTHYIO NPaKTUKY.

BnusHne gekcameTasoHa Ha BHYTPpUYyTpOOHOe 1 flanbHelnwee pa3BuTre pebeHKa 0 CUX NOpP [0 KOHLA He N3YYeHo,
HO npepanonaralTCcs ero HeratueHble 3dpdekTol Ha LUHC, pacnpegeneHune XupoBown Knetyatky, GyHKLMIO Hagnoyey-
HUKOB 1 NOAXKeNy[LOYHON Xenesbl B pamkax ¢beTanbHOro nporpammmpoBaHma. Kpome Toro, oueBUAHbI HEFraTUBHbIE
3 PeKTbl Ha OpraHM3M MaTepm No TUMY ATPOreHHOro FrMNepPKoPTULU3MA.

Heobxoaumo oTmeTutb, UTo B PoCccum cyuectByeT MHeEHME, UTO AeKCaMeTa3oH CNocobeH NpefoTBpaTUTb BUPU-
nnsauuio HMNO y peBoueKk B pesynbTaTe HMBENMPOBAHUA AENCTBUA MAaTEPUHCKNX aHAPOreHOB, MO3TOMY Hepeako
[eKCaMeTa30oH Ha3HayaeTcs 6epeMeHHbIM XeHLWHaM C HekNlaccuyeckon BAKH. OgHako gaHHble nccnenoBaHuii
He NOATBEPKAAIOT BO3MOXXHOCTb NMPOXOXKAEHNA MAaTEPUHCKMX aHAPOreHOB Yepes NnaueHTy U NX HeraTuBHoe BAAHNE
Ha nnopg. Mo3Tomy fekcaMeTa3oH AONYCTUM K NMPUMEHEHMI0 Y 6epeMeHHbIX XEeHLUH NUWb ANA TeX pefKnux clyyaes,
KOraa nofo3peBaeTca Hanmuue Taxenblx Knaccuveckmnx dopm BOKH y camoro pebeHka. IMeHHO No3ToMy B HacTosLiee
BpemsA He peKoOMeHAyeTCA NPOBOAUTbL NPeHaTallbHY0 Tepanuio ieKCaMeTa3oOHOM B PYTMHHON NpakKTuKe, a fekcaMeTa-
30H OTHOCUTCA K HeXenaTesNlbHbIM NpenapaTtam ans nedyeHus niobon ¢opmbl BAKH Bo Bpema 6epemeHHocTn [103-113].
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4. MEAUUNHCKAA PEABUJINTALUA U CAHATOPHO-KYPOPTHOE JIEYMEHUE,
MEAVNUMVHCKUE MOKA3AHUA U NPOTUBONOKA3AHUA K MPUMEHEHIO METO4 OB
MEAULWHCKON PEABUJIUTALLUA, B TOM YUCJIE OCHOBAHHbIX HA UCMNOJIb3OBAHUN
MPUPOAHBIX NEYEBHbIX ®DAKTOPOB

o [pepnaraetca nauneHTam ¢ BOKH, nmetowmm ncmxocoumanbHble Npo6nemMbl BCIEACTBME NATONONM NOJIOBOrO Pa3BUTKA,
obpallaTbca K SKCNepTam, CneLMann3npyowmmMca Ha JaHHOW Ho3onoruu [114-140].
YpoeeHb y6edumenbHocmu pekomeHdayuli A (yposeHb docmosepHocmu 0oKasamesibcme — 3)

KommeHmapuu: OcHoBHOW BONPOC peabunutauum B3pocibix naumeHTos ¢ BOKH cBa3aH ¢ nx ncuxocoumanbHeimu npobie-
Mamu, Kak npu nto6om 3aboneBaHUK, CBA3aHHOM C NaTOJMIOTVE NMOOBOro Pa3BUTKA. B naeane, KOHCYNbTYPOBaHKE [OMKHO
NMPOBOAWTLCA OMbITHBIMU B AHHOW 0611acTX CneuuancTamu.

46 XX nauyuneHTam ¢ BOKH 1 nx cembam MOXeT NOTPeb0oBaTbCA MOMOLLb B PELLUEHNN TaKUX cneunduUHbIX 4ns naTonornm
MOMOBOro Pa3BnUTUA NPobem, Kak: 1) MeanLMHCKOe 0byUYeHe CeMbU, KOHCYNBTUPOBaHUE MO BOMPOCaM NCUXOCOLMANbHOMO
NPOrHO3a; 2) yCTaHOB/EHME MOJIA B CJyYae BbIPaXXEHHOW BUPUAM3aLuy; 3) TPUHATYE PELLEHMSA MO NPOBEAEHUNIO GEeMUHN3NPY-
IOLLeN MNACTUKM FeHUTANNIA B paHHEM AETCTBE; 4) NCXOCoLMarnbHaA SKCNepTn3a ANd YCTaHOBNEHWA MONa M KOHCYNbTUPOBaHMe
Mo BOMPOCY CMeHbI NoJia B JI060M BO3pacTe NPU HANMUMK KeaHUsA NaLmMeHTa KaK C >KeHCKOTO Ha MY>KCKOW, TaK U C MY>KCKOro
Ha »KeHCKUI, XOTA Takne CUTyauumn KpamHe peaku.

JononHutenbHble BONPOCHI, cnelrduyHbie 4fiA NaToNorny nNojaoBoro PasBuTKA, BKIOYAIOT NMOLIOTOBKY K onepauuu,
OLIEHKY He TUMUYHOTO A1 AAHHOMO MOoJia NOBefeHNA, CoLMarbHyo aganTtauuio, 6u-  roMoCceKCyasbHY HarnpaBieHHOCTb
(KkoTOpasi HECKOJbKO BblLLe y XeHLuH ¢ BIKH, Ho Bce paBHO BCTpeyaeTcs pefko), BOMPOChl CeKCYyanbHOM GyHKLMUN 1 0bLiero
KauyecTBa KM3HY, TAaKXKe, KaK 1 MOMOLLb B afjanTaLlum NaLueHTOB Npwv NPOosBIeHUN N0H6O0MbITCTBA CO CTOPOHbI POLCTBEHHVIKOB,
CBEPCTHMKOB UM NONOBbIX MAPTHEPOB M3-32 HETUMNYHOIO CTPOEHUA Tena.

MauvenTbl ¢ BOKH MoryT Takke nMeTb NcrxocoLmanbHble U NCUXUATPUYecKme npobnemMbl, He CBA3aHHbIE C OCHOBHbIM
3aboneBaHNeM, KOTOpble MOTYT peLllaTbcs B obLiem nopsagke ncuxmatpamu [114-140].

5.MPOOUNAKTUKA N ANCNTAHCEPHOE HABJTIOAEHUE, MEAULUVHCKUE NOKA3AHUA
M NPOTUBONOKA3AHMA K NMPUMEHEHWUIO METOAOB MNPOOUJIAKTUKH

5.1 TIPOOUNAKTUKA N ANCNAHCEPHOE HABJIIOAEHUE Y B3POCJ1bIX NTALMEHTOB C KIACCUMECKUMU
OOPMAMU AEOULINTA 21-TUAPOKCUJIA3DI

» PekomeHpayeTca He pexe 1 pasa B rof BCeM NauyieHTam NPoBoAUTb 06ciefoBaHe 418 YTOUHEHWS CTEMNEHN KOMIMEHCALMM
3abonesaHuA [1,2,42,43,71].
YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 5)

o C Uenbio OLEHKMN CTeNeHN KOMMEHCaL My peKoOMeHAYeTCA NPOoBOAUTb MCCIefOBaHe YPOBHEN aHAPOCTEHAMOHA,
17-rngpoKcunporecTepoHa, TeCTOCTEPOHa B KPOBM BCEM MaLMEHTaM C BUPUIIbHOW 1 conbTepstowen dopmamu BIOKH,
a TaKXKe aKTUBHOCTY PeHVHA NJ1a3Mbl (TONIbKO NaumeHTaM C conbrepsitowen popmon) [1,2,42,43,71,141-143].
YpoeeHb y6edumenbHocmu pekomerdayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 5)

Kommenmapuu: nns oueHku 3¢heKTMBHOCTU roKOKopTUKongHom Tepanum BAKH B HacToswlee Bpems Hanbonee 4acto
B MUPE UCMONb3YIOTCA TPU NOKasaTens: aHapocTeHAnoH, 170HP 1 TecTocTepoH, KOTopble HEOOXOAMMO UCCNIeiOBaTh PaHO
YyTPOM HaToLWaK, o0 Npuema npenapatos. [lonycTMO TakXe nposedeHne aHanmsa yepes 2 4 nocne npuema npenapaTos.
MpeanoyTUTENbHbIN NTabOPaTOPHbIN METOA ONPEAENEHUS TOPMOHAJIbHbIX MOKa3aTenen — XNAKOCTHAA TaHAEMHaA MacCMeKTPO-
meTpua, metog DA faet 60sbLue UMCIIO NIOXKHOMONOXUTENbHBIX pe3ynbTaToB. V3meperne AKTT He aBnAeTcs HeobxoarMbIM
NS onpefeneHns ANarHoCTUYECKON Un nevebHo TakTKK y naumneHTos ¢ BAKH.

Y KEHLLMH C COXpPaHEHHbIM MEHCTPYabHbIM LIMKJIOM UCCIIeAOBaHUE »KenaTefibHO MPOBOAUTb B PAHHIOK GONINKYISPHYHO
a3y, npy Nnprieme KOMOMHVMPOBAHHbBIX OPanbHbIX KOHTpauenTnsoB (KOK) — Ha 3-4 geHb uMKna (40 Hayana HOBOW YNakoBKM
KOK ans ncknioueHusi nepekpectHom peakuum), Ha G¢oHe ameHopeu — B Nitoboi aeHb [1,2].

Y My>KUUH UHAMUYeCKoe HabniogeHne OCNIOXKHAETCA TeM, YTO YPOBEHb TECTOCTEPOHA, B OCHOBHOM, OTPaXKaeT rOHAAHY!O,
a He HaAMOYeYHKOBYIO MPOAYKLMIO M MO3TOMY He MO3BOJIAET afieKBAaTHO OLIEHUTb KOMMEHCALMIO 3aboneBaHus. My>KumnHbl ¢ -
TEeNbHOWN feKoMMeHcalren nnM o6bemMHbIMY 06pa30BaHMAMI B IMUKaX M3 OCTAaTOYHOW Hagno4yeyHnkoBow TkaHu (TART), moryT
UMETb HU3KUIA YPOBEHb TECTOCTEPOHA U3-3a CHIPKEHNA GYHKLMM KneTok Jlerigura. Mo3TomMy rmaBHbIMM MapKepamy CTaHOBSTCA
YPOBHU aHApocTeHAnoHa 1 170HP, a Tak»ke COOTHOLLEHWE YPOBHEN aHAPOCTEHANOHA 1 TecTocTepoHa. OTHOLLEHMe aHAPOCTEH-
[MOH/TecToCTepOH MeHee 0,5 XapaKTepHO [/A 300POBbIX My>KUMH, COOTHOLLEHKE Gofee 2 rOBOPUT O HEYAOBNETBOPUTENIbHOW
KomneHcaumv BOKH v runepnpoayKuym HagnoYyeYHNKOBbIX aHAPOreHOB [42,43,141]. lononHuUTeNbHbIM METOLOM 00C/IeA0BaHNA
ABNAETCA OnpefeneHne roHafOTPOMNMHOB. Y MyXUMH CHUXXEHHDBIV YPOBEHb FOHAOTPOMNVHOB MOXET CBUAETENIbCTBOBATL O bec-
NI0ANN Y MALEHTOB, NOBbILLEHHDIN ypoBeHb OCI roBOPUT O HEAOCTAaTOYHOCTY GYHKLIM ANYEK, 0COBeHHO npur Hanuumm TART.

Mo MHeHMI0 6ONBLIMHCTBA CNELMANNUCTOB B MMPE B HACTOsALLEE BPEMA OTCYTCTBYIOT UeTKre nabopaTopHbIe Kputepun
KomneHcaumm 3aboneBaHus. CunTaeTcs HelenecoobpasHbiM NosiHoe nofasneHune yposHs 170HP, T.K. ana atoro TpebyeTcs
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npuem cynpadursnonormyeckunx o3 rokoKOPTUKOMAHbBIX MPEenapaToBs, KOTOPbIE Bbi3biBAOT NO60UHbIe 3¢ dekTbl. KomneH-

CcupoBaHHble nayueHTbl ¢ BAKH 06biuHO nmetoT yposeHb 170HP Ha BepxHel rpaHuLe HOPMb UM YMEPEHHO MOBbILLEHHOE

3HaueHue. YpoBeHb aHAPOCTEHUAMOHA JOMKEH ObITb B Npefdenax pepepeHCHbIX 3HaUYeHWn AN nona u Bo3pacta. B ot-

JesibHbIX CNlyYanx (Hanpumep, Npy NaaHMpPOBaHUN 6epeMeHHOCTU unu B ciiydae Hanmuma TART y my»KumH) BbiGupatoTca

VHAVBUAYaNbHble LieneBble nokasaTtenu. [1ns xeHwwuH ¢ BOKH, koTopble nnaHupyoT 6epeMeHHOCTb, Ha GOHe NPOBOAMMON

Tepanuu uenecoobpasHo JOCTMXKEHME YPOBHA NporectepoHa B GonnukynsapHyto ¢asy umkna meHee 0,6 Hr/mn (MeHee

2 Hmonb/n) [73,142,143].

Mpu Heo6XO0AUMOCTY NPUMEHEHUS MUHEPANTOKOPTUKOUAOB NpK conbTepsollen dopme 3aboneBaHnsa Heobxoammo
nogaepmBatb ypoBeHb API, peHrHa Ha BepXHel FpaHuLLe HOPMbI UV MOBbILEHHBIM, HO He 6onee uem B 2 pa3a. [1pu 3Tom,
noKasaTenv Kanus, HaTprs KPOBM JOJIXKHbI ObITb B Npefaenax pedepHCHoro nHtepaana. Cegyet NOMHWTb, YTO C BO3PacTOM
notpebHocTb B MK CHMXKaeTcA, 1 1o3a NpenapaTta MOXeT KoppeKkTupoBaTbcs (Tabn.8) [73,142,143].

o [lpun BbiABNEHUN JeKOMMNEHCaUnM i nepenosnpoBkn MK, nomumo Koppekumnmn Tepannn, peKOMeHAYeTCA TakxXe
npoBecTu JoobcneoBaHNe Ha NPeAMEeT OC/IOKHEHWI, XapaKTEPHBIX ANiA TMNepPaHAPOreHUn Uan rmnepKopTmLm3ama
[18,73,74,144-153].

YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 5)

KommeHnmapuu: cm pasgen [lucnaHcepHoe HabniogeHne 1 MOHUTOPUHT OCJIOXKHEHWI

Tabnuua 8. JTabopaTopHble NoKasaTenu, MCNoNib3yemble A JUHAMUYeCKoro HabnogeHus 3a nauveHTamm ¢ BOKH.

MaumnenTbl ¢ BAKH JlabopaTopHble MeToAbl NCCIef0BaHNA LieneBble ypoBHM

Onpe,qeneHme pEHI/IHOBOVI adKTUBHOCTN

nna3smbl Kposu A09.05.120.001 Mosbiluenme meree 2-x Hopm

WccnepoBaHue ypoBHA Kanus B KPOBU

A09.05.031 ad

WNccnepoBaHue ypoBHA HAaTPUA B KPOBY PU

A09.05.030

WccnepoBaHue ypoBHA obLero TecToctepoHa PY
06a nona B Kposu A09.05.078

WccnepoBaHue ypoBHA aHAPOCTEHAMOHA U

B Kposu A09.05.146

WccnenoBaHue ypoBHA rnobynuHa,
CBA3bIBAIOLLErO MOIOBbIE FTOPMOHbI, B KPOBU
A09.05.160

Heobxoaunm ana pacuérta ceobogHom dpakumm
TeCcToCcTepoHa

WccnepoBaHve ypoBHA
17-rngpokcnnporectepoHa B KPoBu
A09.05.139

MNoka3satenb B PU, Kak npaBuno,
cBugeTenbcTByeT 0 nepeno3unposke NKC

Mpw 3HaueHmAx BHe PU LenecoobpasHa
oLeHKa coBmecTHo ¢ yposHamu JIT, OCT,
aHAPOCTEHAMOHA

WccnepoBaHue ypoBHaA obLero TectToctepoHa
B KpoBu A09.05.078

WccnepoBaHme ypoBHA NIOTEMHU3NPYIOLLEro

rOpMOHa B CbIBOPOTKE KPOBU

A09.05.131 UccnepoBaHme ypoBHA
My>kuriHbl bonNMKynocTMmMynmpytoLero ropMoHa

B cbiBOpOTKe Kposu A09.05.132

BHe P/ cBupeTenbCcTBYIOT O NIOXOM KOHTpONe
3aboneBaHuna

CooTHoLeHre YpOBHeN aHAPOCTEHANOH/

>2 - fekoMneHcayms 3abonesaHua
TECTOCTEPOH

MokazaTtenu gonmxHbl 661Tb B Npeaenax PU

Cnepmorpamma B03.053.002
LA 3I0POBbIX MYXUUNH

WccnepoBaHue ypoBHA nporectepoHa B KpoBu  LleneBol ypoBeHb < 0,6 HI/mn (2 HMonb/n)

PREHLMHbI (bonnukynapHasa ¢asza) A09.05.153 npu NIaHMPOBAHUN GePEMEHHOCTY
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5.2 AUCNAHCEPHOE HABJIIOAEHVUE U MOHUTOPUHT OC/IOXXHEHUIA

BegeHue naumeHToB ¢ Knaccuyeckummn dopmamu gedpuunta 21-rugpokcunasbl TpebyeT HeMPepbIBHOIO NoAAEPKaHNA
paBHOBECUs MeXY M3ObITKOM aHAPOrEHOB U N30bITKOM 3K30reHHbIX 'K, 106UTbCsi KOTOPOTO B KMHMYECKOW NMPAKTUKe ObiBaeT
Z10BOJIbHO HENPOCTO. [03TOMY HEOOXOAUM TLIATESNIbHBIA MOHUTOPUWHT OCIIOMHEHWIA U MOCNIeACTBUIN Kak Camoro 3aboneBaHus,
TaK 1 €ro nevyeHus.

+ PekomeHayeTCcs MPOBOAWNTb CO BCEMU MaLMeHTaMK C Knaccmyeckumm popmamu geduumnta 21-rugpokcmnassl
npodunakTuyeckme becefbl 0 310pPOBOM 0bOpasze XKM3HU, C Liefbio MOTUBUPOBKN NOAAEPKAHNSA HOPMAJIbHOTO
WMHAEeKCa Macchbl TeNa, BO U3bexaHue pa3BuUTUA MeTabonmyeckoro CUHAPOMa M CBA3AHHbIX C HUM OCIOXHEHUN
[18,73,74,144-148].

YpoeeHb y6edumenbHocmu pekomerndayuli C (ypoeeHb docmosepHocmu dokazamenbcme - 4)

Kommernmapuu: Komnnekc metabonuyeckunx HapyweHuii npv BOKH BecbMa winpok. [oMnmo 0CHOBHbIX MOBOYHbIX ABJE-
HUI, BO3HMKAOLWMX Npy nepefo3unposke MK, Taknx Kak oXxXnpeHue, aptepuanbHasa runepTeH3ns, QUCINNUAEMNA, UHCYSIMHO-
PEe3UCTEHTHOCTb U HapYyLUEHUs YrNeBOgHOro obmeHa, npu BAKH Ha opraHu3m naumeHTa BAUAIOT TaKXKe 1 JOMONHUTENbHbIE
daKTopbl: TMNepaHapOreHns, MMNOroHaAn3M, a TakKe agpeHoMeayApHas He[OCTaTOYHOCTb (puc. 4). No3Tomy B pamkax
€XXerofHoro ANCnaHcepHoro o6cnefoBaHNs BCE NALMIEHTbl HYXAATCA B 00yYeHUM NpUHLUNaM 340POBOro NUTaHWA
1 300poBOro 06pasa »Ku3Hu ¢ Knaccnyeckumm dopmamm geduyuta 21-rugpokcunasbl, KoHTpone ALl 1 maccol Tena (puc. 3)
[18,73,74,144,145,146,147,148].

AppeHomeaynnAapHas
HefoCTaTOYHOCTb
MMnoroHagmnsm MnepkopTULK3M lMnepaHaporeHus
CrKA
A
\
Al
A4 v

TnnepuHcynuHemmnsa/
WNHCYNIMHOPE3NCTEHTHOCTb

SHaoTenvanbHasn
AncyHKLMA

OxunpeHne

A

[vnepnunuagemna HIH/HTT/CA 2 Tvina

PucyHok 3. [NaToreHes meTabonnyeckrx HapyLeHuin Npu Knaccuueckux popmax gedpuymta 21-rugpokcunassbl.

+ PekomeHAayeTcAa NpoBOAUNTb PEHTIEHOAEHCUTOMETPUIO BCEM MaUMeEHTaM C Knaccuyeckumn dopmamu gedpuumta
21-rngpoKcmnasbl BHE 3aBUCMMOCTY OT CTEMEHV KOMMEHCaLUmM Npu NepBnYHOM obpalleHnm, oba3aTenbHO ee nposese-
HMe — NPV aHaMHeCTUYECKIX AaHHbIX O Neproaax nepepo3nposki NKC nnu nepeHeceHHbIX aTpaBMaTMYeCKUX Nepenomax
[4,73,74,149-153].

YpoeeHb y6eoumenbHocmu pekomendayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 4)

Kommenmapuu: NpoBefeHHble peTpOCneKTUBHbIE K KOTOPTHbIe UCCef0BaHNA B MPe MOoKasan, Yto y B3pOC/bIX Na-
umeHnToB ¢ BJKH no pesynbratam geHCMTOMETPpUM BbIABAANUCH CHUXeHne MIK, B OCHOBHOM, 4O CTeNeHn OCTeONeHnun u,
B MEHbLLEW YacToTe CilyyaeB, 4O CTEMEHU OCTEONOPO3a. B yacTu paboT 6bino NOKa3aHo, UTo CTeMNeHb NOTEPY KOCTHOM Macchbl
3aBUICUT OT CyMMapHo fo3bl [KC B TeueHmm xu3Hu. Mo gaHHbiM OI'BY SHL| 6bin10 noKa3aHo, UTo pa3BrTHE OCTEONEHNYECKOrO
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CUHOPOMaA He 3aBMCENO OT CTENEHU KOMMeHcaLun 3aboneBaHma 1 o3 npuHumMaembix K npenapatos, nostomy peHTre-
HOAEHCUTOMETPUIO KeflaTesbHO MPOBOANTb BCEM NALMEHTAM C Knaccnyeckumm popmamm geduunta 21-rugpokcunasbl
BHE 3aBNCUMOCTM OT CTEMEHN KOMMEHCAUMK Npu NepBUYHOM 0OpaLLeHNM, eC/IN PaHee OHa He NPOBOAMNACD, a Aasiee
pewaTtb BONPOC O YaCTOTE MOHUTOPUHIa KOCTHOWM MIOTHOCTU B 3aBMCMMOCTU OT MOMYUYEHHbIX pe3ynbTaToB (He pexxe
1 pasa B 5-7 net npu oTCyTCTBUU CHUXeHuA MIK n yawe npn BbiIABAEHUM OCTEONEHMYECKOro cuHgpoma) [4,73,74,
149,150,151, 152,153].

« PekomeHAyeTcA NpoBOAUTb MHCTPYMEHTaNbHbIE BU3yanu3upyowme obcnegosanmsa (Y3, MCKT unn MPT) Hagnoueu-
HVKOB C LieNblo NCKIYEHNA HOBOOOPa3oBaHMI NaumeHTaM ¢ kKnaccmyeckumm dopmamu geduumta 21-ruapoKcunnassl,
Y KOTOPbIX He yAaeTcA AOCTUYb LiefIeBbIX NOKa3aTenel aHaporeHoB Ha poHe perynapHOro npuema TepaneBTMyeckux o3
MKC, a Takxe y NaunMeHToB C ANUTENIbHLIMW 3MM30AaMM OTMEHbI Tepanuy UNx HeynoBeTBOPUTENIbLHOWN KOoMMeHcauuen
3abonesaHusa [4,154-157].
YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 5)

KommeHnmapuu: y B3pocnbix NaLMeHTOB C Knaccuyeckumu dopmamm geduumta 21-rugpokcunassl no gaHHoim KT
[OCTaTOYHO YacTOo BbIABATCA OQHO- UM ABYCTOPOHHME f06poKayecTBEHHble 0O0pa3oBaHUA HaanoyeyHnKoB. LleneHa-
NpaBneHHbIN CKPVHMHT NOJO0OHbIX 06pa3oBaHNin 0ObIYHO TpebyeTcs TONbKO NPY HaNNYMKW ANUTENIbHOW AeKOMMNEeHcaLmu,
Tak Kak OHW MOTYT fOCTUraTb 3HaUUTENbHbIX pa3mepos. [pn HasHaueHUn agekBaTHbIX o3 K oTMevaeTcA ymeHblleHne
pa3mMepoB ONyXoJen, XMpypruyeckoe neveHre o6blYHO He npoeoanTcs. MNpu yaoBneTBOpUTENIbHOM KOMMEHCaL MM B NPO-
BeeHUN CKPUHMHIA HET HEOOXOAMMOCTH, Tak Kak 06pa3oBaHnA HeHOMbLUVIX Pa3MEPOB HE UMEIOT KITMHNYECKOTO 3HaUeHNA
[4,154, 155,156, 157].

+ PekomeHpyeTtca npoBoanTb Y3/ OpraHOB MOWOHKN Yy MY>XUUH C Knaccmyeckumu popmamu geduumra
21-rmgpoKcunasbl C Lenblo BbiABNIEHNSA 06pa3oBaHUA ANYEK N3 OCTAaTOYHOW HaAMoOYyeuyHNKoBoW TKaHu TART
[42,46,48-52,141,158,159].

YpoeeHb y6edumenbHocmu pekomerndayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 4)

Kommernmapuu: JobpokayecTBeHHble 06pa30BaHNS ANYEK M3 OCTAaTOUYHOWN HagnoyeyHKkoBol TKaHu (TART, testicular
adrenal rest tumors) BcTpeuatoTca y 21-28% MyXUUH ¢ Knaccuyeckumm dopmamm geduuuta 21-rugpokcmnassl, npu gnv-
TeJSIbHOW AeKoMMneHcaumy 3a60eBaHnsa OHU MOTYT AOCTUIaTh 6ONbLUNX Pa3MepPOB, CAABNMBATb TKAHb AVYEK Y MPUBOANUTD
K runoroHagusmy u 6ecnnoguio. B KnvHMYecKon NpakTike BO3MOXHa ownboYHaa NOCTaHOBKA AMarHO3a paka fndyek
1 npoBefeHne Heo6OCHOBaHHbIX ONepPaLNii y TakKuX NaLMeHToB. B oTnnume ot paka snvek, Kak npasuno, TART — 370 ABy-
CTOPOHHUE 06pa30BaHUsA, UMELLME TEHAEHUMIO K YMEHbLUEHWI0 Ha poHe nHTeHcndurKkaumm 'K tepanuu. Boiasnsaiotca TART
nmM60 NanbnaTopHoO Npu ocMoTpe, Nnubo Ha Y3W. Ecnn Ha doHe focTmKeHUs KomneHcauuy 3aboneBaHus, pasmepbl TART
He N3MEHAIOTCA, PEKOMEHIYETCS MPOBeAEHNE KPMOKOHCepPBaLy cnepmbl. OLleHKa penpogyKTUBHOW GYHKUNN Y MYXKUUH
HeobxogrMa B cryyasnx obpalyeHna no nosogy becnnogms nubo Npu annTenbHON feKomneHcauum 3aboneBaHusn [42, 46,
48,49,50,51,52,141,158,159].

+ PekomeHAyeTcA XeHLMHaM ¢ Knaccuyeckumm dopmamm BAKH nposogmts Y3U opraHoB Manoro Tasa C Liesibio BbisiBeHUA
NaToNIorMmn ANYHNKOB, NpU nogo3peHun Ha OART- MPT opraHoB manoro Tasa. [52,53,160,161,163-165].
YpoeeHb y6edumenbHocmu pekomerndayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 4)

KommeHnmapuu: Y »eHLH ¢ Knaccuueckumu dopmamm gedpuunta 21-rugpokcrnasbl npu nobor cTeneHn KoMneHcawmm
HabniofalTcA HapyLeHNa MeHCTPYasibHOTO LUKNa - y 64-68% »KeHLWMH Npy conbTepsiowen 1y 55-75% - npy BUpUIbHON
dopme. Hepeniko npr 06ce10BaHNM TaKNX >KEHLLVH BbIABIAOTCA Y/IbTPa3BYKOBbIE MPU3HAKM MOAMKNCTO3HbIX ANYHUKOB. [pu
BKH B natoreHese ¢opMMpPOBaHUA NONMNKNCTO3HbIX AVMYHMKOB YUYACTBYIOT MHCYNIMHOPE3UCTEHTHOCTD, OXKMPEHNE, a TaKXKe
BbICOKasA CeKpeLa aHAPOreHoB. B page cnyyaes ygaetcs JOCTUIHYTb HOPManm3aumy LMKIa C MOMOLLbIO MHTeHCMbUKaLum
K Tepanuu, ogHako npu ee He3PpPEeKTUBHOCTY UM NOABMIEHNM NPU3HAKOB ATPOrEHHOrO MMNepKoPTULM3Ma K Tepanun pe-
KOoMeHfyeTca o6aBnTb NporecTareHbl U 3CTporeHbl (GMKCMPOBaHHbIE KOMOUHALIN).

B nutepatype onvcaHbl cyiyyan BbiiBEeHMA 06pa30BaHWi B AMYHMKAX M3 OCTAaTOUYHOW TKaHU HagnouyeHukoB (OART,
ovarian adrenal rest tumors), aHanornuHbiM no cTpoenutio ¢ TART. x uactota meHee 0,1 % cpenm Bcex 06pa3oBaHNN AnY-
HukoB. Mpeanonaraetcs, yto OART yvalle BO3HMKaeT y NaUMEeHTOK C AnnTenbHom gekomneHcaumen BOKH. MPT manoro Tasa
ABNAETCA 30/10TbIM CTAHAAPTOM AJIA YTOUHEHNA PAa3MEPOB U NIOKanu3auny o6beMHbIX 06pa3oBaHUN ANYHMKOB. B MrpoBoi
nutepartype onucaHbl eguHnYHble cnyyan coyetaHusa OART 1 BOKH, paHHAA nx AMarHoCTMKa y 4acTu NaumneHToK no3sonseT
NPOBOAUTb OPraHOCOXPAHSIOLLME OMNepaLuu, YTo, 6e3yCNTOBHO, BaXKHO AJ1A UX KQUeCTBA XN3HU N COXPaHEHUSI MEHCTPYanbHOM
n getoponHon ¢yHkumm [52,53,160, 161,163,164,165].

Ha pricyHKe 4 npefcTaBieH CXeMaTUYHbIN NaH 06Cnef0BaHWA Y AUHAMUYECKOTo HabNioAeHNA B3POC/bIX MALNEHTOB
C Knaccuyecknumn dopmamu geduunta 21-rugpoKcniasbl B 3aBUCUMOCTY OT CTENEHN KOMMeHcaumu. Kak BUQHO 13 yKa-
3aHHON cxembl, psig uccnepoBanuii (KT unu MPT HagnovyeuHunkoB, Y3W anyek) Heob6xoanmo npoBoAWTb TOJIbKO Npu ae-
KoMMneHcauum 3aboneBaHms, B TO BpeMSA KaK akTUBHOE BbisiB/IEHUE MeTaboMyecKnx HapyLIeHUi, oLeHKa MUHEepPanbHOM
KOCTHOW MJIOTHOCTU, @ TaKXKe PenpoiyKTUBHON GYHKLUMN Y XKEHLWNH HEOOXOAMMbI NMPU 060N CTENEHN KOMMEHcaLnu
3aboneBaHus.
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Mepeposuposka Nk KomneHcauyunsa JdekomneHcauunsa
\d \
« MeTabonnyeckne HapyLleHWs . O6beMHble 06pa3oBaHNA
« PenpogykTtvBHasa GyHKUMA Y KEHLWMH B HaAno4eyHnKax
- PeHTreHogeHCUTOMETPUS + PenpopyKTnBHas GyHKLWSA y My>KUMH

PucyHok 4. [luHammyeckoe HabnogeHe 3a B3poCsibIMU NaUmeHTaMm ¢ Knaccuueckumm dopmamu geduunta 21-rugpokcmnasbl

MpodunakTyKa n gucnaHcepHoe HabniogeHue y B3pocnbixX NaLMEeHTOB C HeKnaccnyeckumu gopmamu gedpuyumrta
21-rupgpokcunasbl

+ PekomeHpyeTcA naumneHTKam C Heknaccuyeckon ¢opmoii BOKH B cnyyae BbipaxkeHHOI rMnepaHgporeHmMmn npuv npu-
eme Tepanum K npoBoanTb ANCNaHCEpHOE HabMIAEHVE aHaIOrMYHO NaLMeHTKaM C Knaccuyeckummn dopmamu BAKH
[17,29,81,82,84-86].

YpoeeHb y6edumenbHocmu pekomenoayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 5)

Kommernmapuu: B otnmume ot Knaccuyecknx popm geduumta 2 1-rugpokcmnasbl, Npu HeKaccuyeckom Gopme He cyle-
CTBYeT OOLENPUHATLIX PeKOMeHAALMI N0 AUHAMUYECKOMY HAbIOAEHUNIO 1 OLIEHKEe CTEMEHV KOMMNeHcauum 3aboneBaHus.

BHe nnaHupoBaHus 6epemMeHHOCTY 1 IPY YMEPEHHOW rMnepaHaporeHny, Koraa B KauecTBe OCHOBHOMO METO/a JieueHuns
Bbl6upaeTca KOK u/vnu aHTuaHgporeHHas Tepanus, Takne naureHTKY 06bIYHO He HabniofaloTca SHAOKPUHONOramMu, a Aanb-
Hellwee HabnogeHWe 1 KopPeKUmo Tepanunm NpoBOAUT FMMHEKOJOT.

Y 60nbHbIX C TAXKENOW rMnepaHgporeHner 1 Boibope B Nonb3y anutenbHon MK Tepanun HabnogeHne [OMKHO NPOBO-
ONTbCA aHaNoOrMYHO Knaccnyeckum popmam BAKH. OueHka komneHcaumy 3aboneBaHra NPOBOAUTCA KIIMHNYECKU (LeneBble
3HaueHuA NabopaTopHbIX NoKasaTtesen, Taknx Kak 170HP, TecTocTepoH 1M aHAPOCTEHANOH, [0 CUX NOP He pa3paboTaHbl).
Mpu NoABREHNN KNMHUYECKUX MPU3HAKOB ATPOr€HHOMO MNMNePKOPTLIM3Ma He0OX0AMMO NpPoBeAeHNe 000Cef0BaHMA ANlA
BbIAIBIEHNA METaboNMYEeCKUX HapyLleHUin 1 cHxeHna MIK [17,29,81,82,84,85,86].

MpodunakTuka n gucnaHcepHoe HabnogeHve y B3pocsbix nauneHToB ¢ geduyurom 113-rugpokcunasol

o [1na oueHKM KoMMeHcaumn 3aboneBaHns y NaumMeHToB ¢ gedpuumtom 11B-rngpoKcunassl peKoMeHZYeTca NpoBoanTb
KOMMIEKCHOE OnpefeneHmne KOHLEHTPaL MU CTEPOUAHbBIX TOPMOHOB METOAOM TaHAEMHOW MAacC-CNeKTPOMETPUN C ucce-
[oBaHueM ypoBHsA 11-0e30KCNKOPTMKOCTEpPOHa B KpoBu (A09.05.141) [166-169].

YpoeeHb y6edumenbHocmu pekomendayuli C (ypoeeHb 0ocmosepHocmu dokazamesnbcme - 5)

Kommenmapuu: Tak e, Kak 1 npu Knaccnyeckux popmax gedurumta 21-rugpoKcunassl, HabnogeHre nauneHToB ¢ gedpu-
uutom 11B-rmapoKcmnasbl HanpaseHo Ha NoA6op ageKkBaTHOW Ao3bl [K, OLEeHKY KOMMEHCaL MK 1 BbISIBIEHNE OCTTOKHEHUI
NoXN3HeHHoW 3amecTuTenbHom K Tepannn. OgHaKo B CBSI3U C peakow BcTpedaemocTbio I BAKH guHamnuyeckoe HabnogeHne
1 OLeHKa KOMMeHCaL M1 NpeAcTaBasAeT CNoXKHY0 3aayy. [leno B TOM, UTO COrNacHO MeXAYHapOAHbIM PeKOMEHAALUNAM, KOH-
TPOJb HEOOXOAUMO MPOBOAUTL MO YPOBHIO 11-4€30KCMKOPTN30/1a, B TO BPEMSA KaK 3TOT MapKep He NcceayeTcs B PyTUHHOM
npakTrke. [o3ToMy Npr HEO6XOANMOCTM KOPPEKLMMN TEPANUU 11 YTOUHEHNA CTEMEHU KOMIMEHCALUN PEKOMEHAYeTCA Hanpas-
NATb TAaKMX NMALMEHTOB B pefieparnbHble LLeHTPbI SHAOKPUHOMOMMYECKOTro Npoduiis, rae BO3MOXKHO NPOBeAEHVE KOMMIIEKCHOTO
ornpegeneHnsa KOHUeHTpaumum CTeponaHbiX FOPMOHOB METOLOM TaHAEMHOW MacC-CNeKTPOMeTPUM.

CyguTb o komneHcauuu O BAKH MoxHO no KocBeHHbIM AaHHbIM. [1py Ha3HayeHUW HeJoCcTaToOuHOW A03bl [K oTMeyaeTca
NOBbILIEHNE YPOBHA aHAPOCTEHANOHA N TECTOCTEPOHa (Y MY>KUMH OLleHKa MPOBOANTCA TOJIbKO MO YPOBHIO aHAPOCTEHAMOHA),
CHuKaeTcAa ypoeHb APIT (peHrHa), Kanua. B KnuHUYecKkon KapTrHe perncTpupyetca nosbiweHue All, pa3Butrie Makpoco-
CYOQUCTbIX OCJIOXKHEHUN, @ TaKXKe NPOABAAIOTCA MPU3HAKM MMNepaHaPOreHnn U TrMnoKopTULM3Ma.

Mpu3Hakamy N36bITOYHON TEPANWM ABMSAIOTCA KNaccMUecKne npusHakm runepkopTuumnsmMa: ysenmyeHne seca, abgomu-
HaJIbHbIV TUM OXKMPEHWSA, NMOABMIEHNE CTPUN, KKIIMMAKTEPUYECKOro ropbrikay. JlabopaTopHO YpOBHM TECTOCTEPOHA U aHAPO-
CTEHAUOHA CHWXEHDI, OTMEYAIOTCA NPU3HAKM ANCIINMMAEMUN, HAPYLLEHUSA YrneBOAHOro obmeHa. Mo aHHbIM IeHCMTOMETPUK
noABAATCA Npu3Hakm cHuKeHust MIK. MoebiweHus ALl npu 3TOM MOXeT 1 He 6biTb, OfHaKo Y pafda 6onbHbix Al MoXeT
COXPaHATbCA B paMKax ATPOreHHOro rmnepkopTnLmn3mMa.

Maunentam c MO BAKH, kak MUHUMYM, eXXeroiHO HeE06X0AMMO NPOBOANTL 06CNIEf0BAHME Y KAPAMOSIOra, MO NOKa3aHNAM
nposoguTb JKI, axoKkapgunorpaduio, cyTouHoe MoHnToprpoBaHue Al v KT ana cBoeBpeMeHHOWM AUarHOCTUKN 1 KOPPeKLUU
MaKpOCOCyamMCTbIX ocnoxHeHmmn Al [166,167,168,169].

OxvpeHvie n meTabonmsm. — 2021. - T. 18. - N23. - C. 345-382 doi: https://doi.org/10.14341/omet 12787 Obesity and metabolism. 2021;18(3):345-382



364 | OxupeHue 1 metabonusm / Obesity and metabolism KNMNMHNYECKWE PEKOMEHOALUMNN

6. OPTAHU3ALMA MEQULIMHCKO MOMOLLU

MokasaHuA ANA NIAaHOBOW rocnUTann3aynn:

1. NpoBeaeHne XMPYPruyeckoro eveHns (Kak npaBmio, MnacTmyeckre onepaumm Ha Hapy»>KHbIX MOJIOBbIX OPraHax Y »KeHLLMH,
pexe onepaTnBHoe nevyeHune TART y My>UuH, yaaneHve BTOPUYHbIX HOBOOOPa30BaHWIA HaMOYEYHNKOB);

2. C uenblo KOppeKuum Tepannmn, KOMMNEeKCHOro CKPUHWHIA OCNOXHEHWI, B CJly4yae HEBO3MOXHOCTM OKa3aHuA cneumanu-
3UPOBAHHOW SHAOKPMHONOTMYECKON MEAMLIMHCKOI MOMOLLY B aMOYNaTOPHOM MOPAIKE;
MoKasaHuA ANA 3KCTPEeHHON rocnuTannusayun:

1. apAMCOHUYECKNI KpU3;
NMoka3aHuA K BbINMCKe NaLMeHTa ns ctaymoHapa:

1. BOCTUXKeHUe LeneBbiX YPOBHEN aHAPOreHoB, onpefenieHme TakTUKN JIeYeHNA OCNIOKHEHNN;

2. CTabunbHOE COCTOSIHUE 300POBbSA MALMEHTA U €r0 reMOAUHAMUNYECKUX NMOKa3aTesien B Cllyyae SKCTPEHHOM rocnutanmsaumu;

7. QONOJIHUTENIbHAA UHOOPMALINA (B TOM YNCIIE ®DAKTOPDI, BIUAIOLLME HA UCXOA
3ABOJIEBAHUA NN COCTOAHUA)

BEPEMEHHOCTb NPV BOAKH

Ha6niopgeHune 3a 6epemeHHbIMU € Knaccuyeckumm popmamu gepuumnra 21-rugpokcunasbl

+ PekomeHAyeTca npuv HacTynneHun 6epeMeHHOCTU NpogomxkuTb Tepanuto MK n MK B Tex xe f03ax, UTo NPUMEHANUCH
10 6epeMeHHOCTY. YBenuueHure fo3bl [K noka3aHo TONbKO NpU pa3BUTMM MPU3HAKOB HAANMOYEYHNKOBOW HEJOCTaTOUYHO-
ctn. [80,142,170-174].

YpoeeHb y6edumenbHocmu pekomeHdayuli C (ypoeeHb docmosepHocmu doKkazamesnbcme - 5)

KommeHmapuu: Yactota 6epemMeHHOCTEN M POAOB HU3KA Y XEHLWWH C Knaccnyecknmm ¢opmamm geduynta
21-rmapokcunasbl, 0COBEHHO Npu conbTepsAwWwen Gopme, HECMOTPA Ha NPOBOANMOE NIeUYeHNE, HanpaB/IEHHOE Ha BOC-
cTaHoBneHue GpepTnnbHOCTU. OCHOBHYIO POJib MPU 3TOM UMEIOT NCMXOCOoUUanbHble GaKTopbl, NI0Xas KOMMNeHcaLus
3aboneBaHnA, a TakKe NoCNeACTBMA HealeKBaTHO npoBeaeHHow nnactruky HIMO. B page cnyyaes faxke Npu ageKBaTHOM
Tepanuu BAKH gna HacTynneHua 6epeMeHHOCTV HEOOXOAMMO MCMOJNIb30BaHNE BCMIOMOraTe/IbHbIX PENPOYKTUBHbIX
TEXHONOrnn.

OcHOBHas CNOXHOCTb BefleHna bepeMeHHbIX ¢ Knaccmyeckumun dopmamu BIKH 3akntouaetcs B ToM, UTo BO Bpems bepe-
MEHHOCTW YPOBHM aHAPOreHOB MOCTENEHHO MOBbLIWAITCA BCNEACTBNE YBEIMYEHUA YPOBHA CeKC-CBA3bIBAOLLEro N KOpTu-
30/1-CBA3bIBAIOLLETO MMOOYNNHA, MO3TOMY He CYLLECTBYET KpUTEPUEB OLIEHKM afileKBaTHOCTY Tepanuu. Pag aBTopos npeanaraet
ncnonb3oBaTtb Nokasatenu 170HP, TectocTepoHa 1 aHAPOCTEHAMOHA C YacToTol 1 pa3 B 6-8 HefleNlb I OLIEHMBATb He UX ab-
CONIOTHbIE 3HAYEHUA, a ANHAMUKY N3MeHeHUA. Jpyrne npeanaralor OpMeHTUPOBATLCA TONbKO Ha KNMHWYECKU NPOABAEHMWA:
NU3HaKM Yrpo3bl HEBbIHALWNBAHWUA, TMMO- UAW TMNepKoPTULM3MA Unn n3meHeHua AJl.

O6bIYHO NMALMEHTKM MOJYYAIOT T >Ke [03bl FIIIOKOKOPTMKOWAOB, UTO U 40 6epeMEHHOCTY, 103a IMHOKO- Y MUHEPANIOKOPTUKOM-
[10B MOXET 6bITb yBenmnyeHa Ha 20-40% B0 2 nnwn 3 TpUMecTpe 6epeMEHHOCTY NPV Pa3BUTHM OPTOCTAaTUYECKOW TMMOTEH3NUW NN
NPW3HAKOB HAAMOYEHMKOBOW HE[OCTAaTOYHOCTU. KeHWwuHbl ¢ BKH HaxogAaTcA B rpynne pyMcka no pa3BuTmio reCtalOHHOIo
anabeTa, No3TOoMy BO BpeMs 6epeMeHHOCT! HeoOX0AMMO NPOBOAWTD TLLATESIbHbIA KOHTPOJb MMKEMUW 1 TPY HOPMasbHbIX
nokasatenax (FMnKemMmnsa BeHO3HOWM Nna3mMbl MeHee 5,1 MMOJb/N) - TECT TONEPAHTHOCTY K FTIIOKO3€e Ha CPOKe 24-28 Hepenb.

Bo BpemA ponoB pekoMeHayeTcs BBOAWTb MMAPOKOPTU3OH (TMAPOKOPTU3OH CyKLMHAT HaTpmA) napeHTepanbHO 50 mr
BHYTPMMbILLIEYHO WS BHYTPVBEHHO, lanee Npu HeOOXOAUMOCTY BBeleHNe NOBTOPseTcA No 50 Mr Kaxble 4-6 4acos, C no-
cnegyiownm BO3BpaLleHeM Ha NepopasbHbIN Npuem npenapaTos B TeyeHne 1-2 cyTok. Ecin XeHwmHe nposognnach nna-
ctmka HIMO, pekomeHayeTca pogopaspeLleHne nyTeM KecapeBa ceyeHns AN yMeHbLUeHNs TpaBMaTusauum B pogax [80,142,
170,171,172,173,174].

» [pu 6epeMeHHOCTU He peKomeHAyeTcs npumeHeHue MK npenapaTos, KOTOpPbIE NPOXOAAT Yepe3 MIALEHTY, TaKUX Kak

nekcameTasoH [1,3,80,170, 172].

YpoeeHb y6edumenbHocmu pekomenoayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 5)

Kommenmapuu: [lekcameTa3oH He JOMKEH NPUMEHATbCA BO BpeMs 6epeMeHHOCTU Tak Kak OH He UHaKTuBMpyeTcsa dep-
MEHTOM MJ1aLUeHTbl 33-rMapoKCMcTepPONaAErnaPOreHa3on 1 B HEM3MEHHOM BUAE MPOXOAUT B KPOBb Miioga. OcTanbHble KO-
KOPTUKOMZbI OMYCTUMbI K MCMOMb30BaHMIO NMPY OLLEeHKe NOTEHLMabHOW NMOJb3bl Y PUCKOB, B COOTBETCTBUM C TpeboBaHAMY
oduumanbHbIX MHCTPYKumi [1,3,80,170, 172].

Ha6niopgeHune 3a 6epemeHHbIMI € HeKnaccuueckumm ¢popmamu gedpuunta 21-rugpokcunasbl

+ PekomeHpyeTtca nauveHTkam ¢ HBJKH, nonyvatowmm 'K, npu HactynneHnn 6epeMeHHOCTM NPOLOIKUTD Tepanuio
B NpeXkHux go3sax [1,3,29,85,175, 176].
YpoeeHb y6edumenbHocmu pekomeHdayuli C (ypoeeHb docmosepHocmu dokazamesnbcme - 5)
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KommeHmapuu: naumeHTKn C NCToOpueln HeBbIHALLIVIBAHWA, UK becnnoaus, unv npu HeapdeKTUBHON KOppPeKL U rune-
paHpporeHnsma nepesopAtca ¢ KOK Ha MK n OCHOBHbIM Kputeprem KOMMeHcaLmm ABNAETCA BOCCTaHOBNEHME CTOHTaHHOM
OBYNALUN N HACcTynneHne 6epemeHHOCTU. Tak e, Kak 1 npu Knaccuyecknx dopmax BIKH, kK nprmeHeHMI0 NpoTNBONOKa3aH
JeKkcameTa3oH. Heo6Xxog1Mmo NOMHUTL O MOBbLILLEHHOM PUCKe Pa3BUTUA y 6epeMeHHbIX C HeKnaccnuyeckumm ¢opmamm recta-
LIMOHHOrO CaxapHOro ArabeTa 1 NpoBoAUTb 06CnefoBaHNe COMNACHO NPUHATLIM B PO pekomeHZaLmsam.

Y )eHwwH ¢ HBIKH He pekomeHayeTcA NpUMeHeHMe FIOKOKOPTUKOMAOB Npu 6epeMeHHOCTH, eC/IN OHa HacTynuna 6e3
MX MCNOMb30BaHMA

PopopaspelueHre npoBoANTCA MO 06LWMM aKyLIEPCKUM NOKa3aHWAM. B ieHb pofoB XKeHLLHaM, Y KOTOPbIX B pe3ynbraTe
TecTa C TETPAKO3aKTUAOM BbIABMANIOCh HEALEKBATHOE MOBbILLEHUE KOPTM30/a (MeHee 500 HMONb/ M), HEOOXOAUMO BBEAEHUE
rMAPOKOPTM30HA NapeHTepanbHo. [ocsie pofoB B N1aHOBOM NOPALAKE SHAOKPUHOIOrOM NPYHUMAETCA peLleHne 0 HeobXo-
OVMOCTU fafbHENLLEro ieveHns NauneHTKN ¢ nomoubio MK nnm Bo3aMo>KHOCTM MOCTENEeHHON ero otmeHbl [1,3,29,85,175,176].

KPUTEPUN OLLEHKN KAYECTBA MEAVLIMHCKOV MOMOLLU

YpoBeHb YpoBeHb
Ne Kputepuin kKauectBa BOCTOBEPHOCTU y6eauTenbHOCTN
AOKa3saTenbCTB peKomeHcgaumi
1 BbinonHeHo nccnefgoBaHWe YPOBHA aHAPOCTEHAMOHA KPOBY BCEM 3 A

nauueHTam C BUpUIIbHON 1 conbTepstoLwein popmon BOKH

BbinonHeHo nccnepgoBaHme YpoBHA 17-rmapoKcmMnporectepoHa
2 (17-OHP) KpoBYM BCEM NaLMEHTaM C BUPWIIbHOW 1 COMNbTepAIoLLEN 3 A
¢dopmor BOKH

BbinonHeHo nccnegoBaHme ypoBHA TECTOCTEPOHA KPOBU BCEM
nayueHTam C BUpUibHON 1 conbtepatowein popmon BOKH

BbinonHeHo nccnegoBaHne akTUBHOCTU PEHKHA Ma3Mbl KPOBU
npwu conbTtepsatowen opme BOAKH

BbinonHeHa MynbTMCNMpanbHaa KOMMbloTepHasa ToMmorpadus nnm
MPT HainoYeyYHUKOB ANA onpefaenieHrs BTOPMYHbIX 0ObEMHbIX
obpa3oBaHWIl y NaLneHToB ¢ Knaccuyeckumu popmamm BAKH,

Y KOTOPbIX He yaaeTca AOCTUYb LieNneBblX NoKa3aTenen aHaporeHos,
a TaKkXke Npu anm3ofax ANNTeNbHON feKOMMNEeHCaLMM B aHaMHe3e

y nauneHToB

BbinosiHeHO ynbTpa3BYKOBOE UCCNef0BaHNE OPraHOB MOLLOHKM
MYMUUH

BbinonHeHo ynbTpa3ByKoOBOE UCCNIefOBaHNE OPraHOB Manoro Tasa,
npu nogo3peHnn Ha OART — MPT opraHoB manoro Tasa

BbInonHeHO HasHayeHme n/unu KoppeKuma Ao3bl MIOKOKOPTUKONAOB
npw Knaccmyecknx popmax BAKH, no nokaszaHuamu - HBAKH

BbINnosIHEHO Ha3HaueHne N/vnu KoppeKLma Jo3bl
MUWHepPanioKoPTNKOWAOB Npu conbrepsatoLein dopme BAKH

BbinonHeHa geHCUTOMETPUA NpPU NEPBUYHOM ObpalLLeHnm, Inbo
9 npun aHaMHeCTUYeCKMX AaHHbIX O Nepunogax nepenosnposkm NKC 4 B
Unn nepeHeceHHbIX aTpaBMaTUYECKNX Nepesiomax
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KINMMHWYECKME PEKOMEHZALINNA

AOMNONHUTENIbHAA UHOOPMALNA

C cogep»kaHnemMm HacToALLeN CTaTbu.

UcTtouHukn ¢puHaHcnpoBaHus. PaboTa BbiNoNIHEHA MO MHULMATUBE aBTOPOB 6e3 NpurBneyeHus GUHaHCUPOBaHWA.
KoHnuKT nHTepecoB. ABTOPbI AEKNapUPYIOT OTCYTCTBUE ABHBIX 1 MOTEHLMANbHBIX KOHGIMKTOB MHTEPECOB, CBA3AHHbIX

Yuactme aBTOpOB. BCe aBTOpbI 0806pnnu duHaNbHY0 Bepcuio CTaTb nepef nybnukaLuen, Bblpasunm coriacme HecTu

OTBETCTBEHHOCTb 3a BCe aCneKTbl pa6OTbI, nofgpasymMmeBalollyto Hagnexatlliee nsyyeHme n peweHme Bornpocos, CBA3aHHbIX

C TOYHOCTbIO NN JOBPOCOBECTHOCTBIO NIOOOM YacT PaboThl.
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NPUNOXEHUE A2.
METOA0N10rnA PA3PABOTKU KNMHUYECKUX PEKOMEHAALUIA

LieneBas aygutopua gaHHbIX KINMHNYECKNX peKOMeHaaumii:

1. 3HOOKpuHONOry;

2. akylwep-ruHekosnory;

3. TepanesTbl.

B O0CHOBY KNMHMYECKNX PEKOMEHAALMI MOSIOXKEHbI cMcTeEMATUYecKe 0630pbl, MeTa-aHaNM3bl 1 OPUTMHasbHbIE CTaTby,
a Take HayuHble paboTbl No faHHOW npobnemaTtunke B Poccunckoin Oegepauny v Apyrux cTpaHax.

Metopbl, ncnonb3oBaHHbIE A1 OLEHKN KayecTBa 1 CUJibl Al0Ka3aTeNlbCTB:
«  KoHceHcyc akcnepToB

. OLleHKa 3HAYMMOCTN B COOTBETCTBUIN C YPOBHAMU [OKA3aTEIbHOCT 1 KnacCamMu peKomeH,qau,mPl (I'IpVIJ'IaFaIOTCFl).

Ta6nuua M1 YpoBHM 4OCTOBEPHOCTU AOKA3aTENbCTB C YKa3aHWeM NCNOb30BaHHOW KnaccudurKaLum ypoBHei LJOCTOBEPHOCTY JoKa3a-
Tenbcts (YOLO)

vaa Nepapxusa gn3ailHOB KNNHUYECKUX UCC/IEf0BaHIIA MO y6bIBaHIO YPOBHA [OCTOBEPHOCTI
AoKasatenbcte ot 1 8405

1 Cnctematnyeckuin 063op PKU ¢ nprmeHeHem meTa-aHanmsa

2 OTtpenbHble PKM 1 cnuctemaTtnueckne 063opbl ccnenoBaHuin Ntoboro gusanHa (nommmo PKM) ¢ npumeHeHnem
MeTa-aHanms3a

3 HepaHJJ,OMI/ISVIpOBaHHbIe CpaBHUTENbHbIE NCCIENO0BAHNUA, B T.4. KOTOPTHbIE NCCneagoBaHUA

4 HecpaBHuWTENbHbIE UCCNef0BaHUA, ONCaHNE KIIMHUYECKOro CIly4an Um cepum cnyyaes, cciefoBaHua
«CNyYali-kOHTPONb»

5 NmeeTca nuiwb 060CHOBaHWE MexaH3Ma AeNCTBMA BMeLLATeNbCTBa (QOKINHNYECKME NCCedoBaHNA) Unn
MHEHME 2KCNepPTOB

Ta6nuua M2. Lkana onpepeneHus ypoBHel y6eautenbHocT pekomeHgauuii (YYP)

YYP Pacwundposka

A OpHo3HauHas (cnnbHas) pekoMmeHdauma (Bce nccnefoBaHNA NMEIOT BbICOKOE UK YA0BNETBOPUTENIbHOE
METOA0/IOrMYECKoe KauyecTs, UX BbIBOAbI MO MHTEPECYIOLLMM UCXOAaM ABMAITCA COrNacoBaHHbIMM)

B HeonHo3HauHasA (yCJ'IOBHaFl) pekomeHgauna (He Bce nccnepgoBaHUA MMEIOT BbICOKOE U yaoBNeTBOpPUTE/IbHOE
MeTO[0N0rMyecKoe KauecTso U/nnm nx BbiBogbl No NHTEPECYy WM Ncxogam He ABJIAK0TCA COrnacoBaHHbIMM)

Huzkan (cnaban) pekomeHaaLus — OTCyTCTBME AOKa3aTesIbCTB Haf/leXalllero KayecTsa (Bce uccnefoBaHms
C UMeIOT HM3KOE METOLONorMYecKoe KauecTBO 1 UX BbIBObI MO MHTEPECYOLMM UCXOAaM He ABMAITCA
CcornacoBaHHbIMMN)
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Ta6nuua M3. KomburHaumm YO 1 YYP ansa neyebHbiX, NpodunakTnyecknux BMeLaTebCTB U peabunmntaLmoHHbIX MeponpusaTuii (6es
yuéTa BaXKHOCTV NCXOA0B)

UToroBbin

yon Kputepun onpeaenerunsa YYP VYP

OnHOBpEMEHHOE BbIMOJIHEHWE ABYX YCNOBUIA:

1. Bce nccnenoBaHuA MMEKOT BbICOKOE NN yOOBNETBOPUTENIbHOE
MeTOA0JIornYecKoe KayecTBo; A

2. BbiBOAbI NCCIeAOBaHUI MO MHTEPECYIOWNM CXOdaM ABNAITCA
cornacoBaHHbIMU®

1=Haunbonee goctoBepHble BbinonHeHwme xoTs 6bl OAHOrO K3 YCIOBUIA:
JoKa3aTesnbcTBa: 1. He Bce uccnegoBaHus MMEIOT BbICOKOE WU YAOBIETBOPUTENBHOE
cucTemaTmyeckme o63opbl PKU MEeTO/I0/10rMYecKoe KauecTBo; B

C NPUMeHeHneM MeTa-aHanmM3a 2. BbiBofbl UCCNefoBaHUI NO UHTEPECYIOLUM UCXOAaM He ABNATCA
COrnacoBaHHbIMU*®

BbinonHeHue xoTa 6bl OoAHOro 13 yCJ'IOBI/IVII

1. Bce uccnegoBaHmA MMEIOT HA3KOE METOA0JIONMYECKOe KauyeCTBo;

2. BbiBOAbBI CCnegoBaHMM No NHTEpEeCyWnm ncxogam He ABNATCA
cornacoBaHHbIMU

OpHOBpeMeHHOe BbIMOfIHEHNE ABYX YCIOBUN:

1. Bce nccnegoBaHnA NMEIOT BbICOKOE UKW yAOBNETBOPUTESIbHOE
MEeTOA0JIOrNYeCcKoe KauyecTBo; A

2. BbiBOAbI MCCNefOBaHUI MO MHTEPECYIOWNM NCXOdam ABNAITCA
cornacoBaHHbIMU®

2=otaenbHble PKA

N cucTemaTmyeckre o63opbl
nccnegoBaHnn noboro gmMsaliHa
(nommmo PKWM) c nprmeHeHnem
MeTa-aHanmsa

BbinonHeHwme xoTs 6bl OAHOrO K3 YCIOBUIA:

1. He Bce uccnegoBaHus MEIOT BbICOKOE WU YAOBNETBOPUTENBHOE
METOA0N0rMyeckoe KauecTso; B

2. BbiBOAbI MCCNeQoBaHM MO UHTEPECYIOW MM NCXOA4aM He ABNAIOTCA
cornacoBaHHbIMU®

BbinonHeHwme xoTa 6bl OoOHOro uns yCJ'IOBI/IVI:

1. Bce nccnegoBaHmA NMEIOT HU3KOE METOA0N0rMyeckoe KayecTBo;

2. BbiBOAbI CcCiefoBaHUM NO NHTEpPEeCYyWnmMm ncxogam He ABNAKOTCA
cornacoBaHHbIMU®

OpHOBpeMeHHOe BbIMOSIHEHNE ABYX YCIOBUN:

1. Bce nccnegoBaHunA NMEIOT BbICOKOE UKW YAOBNETBOPUTESIbHOE
METOA0JIOrNYEeCKoe KauyecTBo; A

2. BbiBOAbI MCCIe[OBaHUI MO MHTEPECYIOWNM NCXOdaM ABAAIOTCA
cornacoBaHHbIMU®

BbinonHeHwme xoTs 6bl OAHOrO K3 YCIOBUIA:

1. He Bce nccnefoBaHuA UMEIOT BbICOKOE U YAOBIETBOPUTENBHOE
MeTof0JIornyeckoe KauyecTBo; B

2. BbiBOAbI MCCNeQoOBaHM MO UHTEPECYIOW MM NCXOA4aM He ABNAIOTCA
cornacoBaHHbIMU®

3=HepaHgomnsnpoBaHHble
CpaBHUTENbHbIE NCCNeAoBaHNA
B T.U. KOTOPTHble NccneaoBaHmA

BbinonHeHwme xoTa 6bl OoOHOro uns yCJ’IOBI/IVI:
1. Bce uccnegoBaHna NMEIOT HU3KOE METOA0N0rMYeckoe KayecTBo;

o C
2. BblBOAbI UCCNIEAOBAHMIA MO HTEPECYIOLUM NCXOLaM He ABJIAITCS
COrNacoBaHHbIMU*
4=HecpaBHuWTeNbHbIE NCCEN0BAHUSA, ONMCAHNE KIMHNYECKOTO CIlyYasi v CEPUN CNyYaeB @
5=HaumeHee nOCTOBepHbIE JOKA3aTeNbCTBA: UMEETCA Nllb 060CHOBaHME MeXaHK3Ma AeACTBUSA C

(qoKNMHMYecKne nccnesoBaHNA) UM MHEHME SKCMEPTOB

*
Ecnu oueHnBaetca ogHo KW, To gpaHHoOe ycnoBue He y4nuTbiBaeTcA.

CBA3aHHbIe JOKYMEHTbI:

1. MopspoK OKazaHUsA MegnLIMHCKOW MOMOLLM B3POC/IOMY HaceNIeHo Mo Npoduiiio «3HZoKpuHonorusy (Mpukas MuHncTtep-
CTBa 3paBooxpaHeHusa Poccninckon ®epepaumm ot 12 Hoabpsa 2012 . N 899H).

2. CraHpapT cneumanv3npoBaHHON MeaNLNHCKON MOMOLLY NPU BPOXKAEHHbIX aAPeHOreHNTaNbHbIX HapyLLUEHUAX, CBA3AHHbIX
c peduumTtom pepmeHTOoB (Mprikaz MuHncTepcTBa 3gpaBooxpaHeHus Poccuickon Gepepauum ot 7 Hos6ps 2012 1. N2 658H)
Mopaaok 06HOBNEHNA KNNHNYECKNX peKoMeHAaumin — nepecmoTp 1 pa3 B 3 roga.
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MPUNOXKEHUE b.

AnropuTmbl BeieHVA NaLeHTa

I. OBLAA CXEMA

MaumeHT c nogo3peHnem
Ha BPOXAEHHYI0 ANChYHKLMIO
KOpPbl HAAMOYEUYHNKOB

OwnarHoctnka

l

Het

Oa

®opma geduunta
21-rnppokcunasbl
Knaccmyeckas?

Y Y

AnropuTm BegeHuA
B3POC/bIX MALNEHTOB
C Knaccnyeckumm popmamm
fedvunTta
21-rngpokcmnasbl

Anroputm BegeHuA
B3pPOC/IbIX MNaLMEHTOB
C Heknaccnueckon dopmont fgeduumta
21-rugpokcunasol (HBOKH)

Il. AITOPUTM BEAEHWNA B3POC/IbIX NALUMEHTOB C KNACCUYECKUMN ®OPMAMU AEOULIUTA
21-TMAPOKCUNA3DI

MaumneHT C ycTaHOBNEHHbIM
B JETCTBE MAarH030M BUPWUIbHON UK
conbtepsatowen ¢opmamu BOAKH

EcTb noBblweHne
AHIPOCTEHAUOHa,
1700l TecTOCTEPOHa,
peHuvHa unn APTI
BblLLe LieneBbix?

\ \ 4

KoppeKuwna go3bl rioKo-
N MUHePaNioKOPTNKOVAO0B
ANA ROCTUXKEHUA LieneBbIX yPOBHeN
ropmMOHOB

ExxerogHoe gncnaHcepHoe HabnoaeHne
(oueHKa penpoayKTUBHOW GyHKL MK,
MeTabonnyecknx HapyLLeHun)

Y
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Il. AITOPUTM BEJEHMWA B3POC/IbIX MALMEHTOB C HEKJIACCUYECKOW ®OPMOW AEDULIUTA
21- TMAPOKCUNA3bI (HBAKH)

[MayweHTKa c nogo3peHnem Ha HBIAKH

l

EcTb noBblleHne
170HP Bbiwe 30 HMoNb/N
(10 Hr/mn)?

YpoBeHb 170HP
6-30 Hmonb/n
(2-10 Hr/mn)?

Y

lMpoBeneHme reHeTUYECKOrO
NccnefoBaHWA Ha BblAABAeHWe
MyTaLui B reHe
CYP21A2 ruppoKkcunassl

OwnarHo3 HBAKH ucknioueH

Y

Het

Aa - MyTaL{1M B reHe
CYP21A2 rugpokcunasbl

Ownarno3 HBKH noaTtBep<aeH <

Y
MNoka3saHmA K Ha3HaveHuo Tepanuu MK,
KOK unu kombuHaumu NK+KOK:

- becnnoaune/HeBblHALLNBaHKE
6epeMeHHOCTU

- HapyweHnAa MeEHCTPYabHOIo UnMkna

- BbICOKas CTENEHb rMpPCyTU3Ma
(rmpcyTHOE uncno Bbiwe 15)
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NMPUNOXEHUE B.
MHOOPMALIMA ANA NALUMEHTOB

BpoxxpeHHan auchyHKLUA KOpbl HagnoyeyHuKoB (B1IKH) — 3aboneBaHne, CBA3aHHOE C HapyLUeHeM paboTbl HagMmo-
yeyHukoB. HagnoueuHuku (HM) — napHble opraHbl HEGOMNbLUMX PA3MEPOB, PACMONOXKeHHble 6nM3KO K noykam. CocToAT r3 2
OCHOBHbIX YacTel: BHYTPEHHAA YaCTb — MO3rOBOW C/ION, BbipabaTbiBaeT agpeHanuH 1 3Ta oyHkuma npu BAKH He HapyweHa.
Hapy>HbIln IO — KOPKOBbIN C/IOW, UMEHHO TaM BO3HUMKAIOT HapyLleHnsA, nprusBoadALwme K passutuio BOKH.

B kopkoBOM coe BbipabaTbiBalOTCA FOPMOHbI (CTepoufibl), KOTOpble NMOAAEPKMBAOT OCHOBHbBIE KM3HEHHble QyHKLUN
OpraHu3mMa. DT ropMoHbl 06PA3YTCA M3 XONECTEPMHA MyTEM C/IOKHOFO, MHOIO3TarnHOro NpoLecca 1 B KOHEYHOM uTore,
B KOPKOBOM CJ10€ BblpabaTbIBaOTCA 3 FpymnMnbl FOPMOHOB: KOPTU30J1, allbAOCTEPOH, MY>KCKUE MOOBbIE TOPMOHbI (AHAPOrEHbI).

Kopmus3zon perynupyeT paboTy NpakTUYECK/ BCEX CUCTEM OpPraHU3Ma: KpoBOobpalleHue, OTBET Ha CcTpecc (B TOM uncie
npu uHdeKUMUN, TpaBMe) 1 MHOTO ipyroe

AnbdocmepoH: oTBeYaET 3a NOJAEPKAHVE B OPraHM3Me HOPMAJIbHOIO YPOBHSA TaKMX BELLECTB, KaK Kanuii, HaTpUNA.

AHOpozeHbl: BbipabaTbiBaloTcA B HIM Kak y My>XUMH, TaK 11 Y >KEHLLUH, BIUSIOT Ha PeNpOayKTVBHOE 3L0POBbeE.

Pa6oTa HIN koHTponupyeTca ronoBHbIM MO3rom (runopusom, runotanamycom). Ecnm yposeHb KopTusona B KpoBU
He[oCTaTOUEH AJ1A HOPMaJsibHOM PaboTbl OPraHM3mMa, 3TO «PACNO3HAETCA» FMMOTaNaMyCcoM, CUrHan nepegaeTcs runodusy
1 B HEM HaUMHaET BbipabaTbiBaTbCsA FOPMOH KOPTUKOTponuH (AKTT), KOTopbli AeNCTBYET Ha KOPKOBBIN C/ION HAafnovey-
HUKOB - MPOVCXOAUT BbIbBpOC KopTr3ona. Korga B opraH1M3me JOCTMraeTcs HOPMasbHbIN yPOBEHb KOPTU30a, CTUMYNALNA
runodusa npekpattaetca u sbipaboTtka AKTI cHvxaeTcs. ECiv naymeHT npuHUMaeT npenapathbl MIOKOKOPTUKOCTEPOULOB
(CMHTETNYECKUIA KOPTM30/) B TabNieTKax, MHbeKLUMAX, TO TMNoTanaMyc noj BO3AENCTBUEM ITUX NMPENAPATOB, CHUXKAeT
BbIpaboTKy AKTI runodumsom, HIM He ctumynupytotca AKTT n cnHTe3 KopTr3ona B opraHrM3mMe YyenioBeka CHuxkaeTcs. Ecnu
Tepanus No Kakum-To NpUYMHaM NPOBOAUTCA AAUTeNIbHOE Bpems B HONbLIMX [03aX, TO CUHTE3 «CBOEro» KopTn3ona
npekpatiaeTcs.

Kak 6bis10 0TMeyYeHo Bbille, Npouecc 06pa3oBaHMA ropmMoHOB B HIT MHOroataneH v Ha Kaxzom 3Tane paboTaeT CBOM
depmeHT. Ecnu xoTs 661 1 pepmeHT paboTaeT HenpasunbHO — pa3suBaeTca BIKH. B koHeuHom utore, npu BAKH Bo3HuKaeT
He[OCTaTOK 06pa30BaHyIA B OpPraH/i3Me KOPTM30/1a 1, B pAfe CJlyYaeB, anbOCTEPOHA, @ aHAPOTeHbl CUHTE3UPYIOTCA B OpraHn3-
Me B NOBbILIEHHOM KonnyecTse. [1py HU3Kom ypoBHe KopTusona y nauneHtos ¢ BOKH nosbiwaetca yposeHb AKTI, KoTopbin
MbITaeTCA «CTUMYMPOBaTb» PaboTy Kopbl HI, BO3HMKaeT pa3pacTtaHue (runepnniasus) TkaHu HI.

MpakTuyeckn 90% cnyvyaes BJKH cBaA3aHO ¢ HapylweHrem paboTbl pepmeHTa, KOTOPbIN Ha3biBaeTcs 21-rmpgpok-
C1nasa. OTo NPOMCXOAUT N3-3a Pa3HbIX MyTaUUN B reHe, KOTOPbIN «OTBEYaeT» 3a paboTy depmerTa. T.e. BAKH - 3710
reHeTu4ecku obycnosneHHoe 3aboneBaHue! MNpy NpakTUYeCKN NOSIHOM HapyLlLeHUr paboTbl GepMeHTa - pa3BUBaeTCA
Knaccuyeckas popma BAKH. Knaccnueckas BKH 370 2 Bupa (dopmbi) 3abonesaHus: BupunbHas (geduuynt Koptrsona,
npu HOpManbHOM 06pPa30BaHNM aNibAOCTEPOHA, BbIpaXKEHHOE YBENIMYEHVIE aHAPOTEHOB B OPraHM3Me) U CONbTepstoLLan
(pedpuunT KopTM3ona+aePuLNT aNbLOCTEPOHA, BbIpa’keHHOE YBeNnYeHre aHaporeHoB). [Npy HENOTHOM HapyLeHUn
bepmeHTa — BO3HMKAeT Heknaccmyeckas ¢opma BIAKH (Tonbko usbbitouHoe ob6pa3oBaHme aHAPOreHOB, KOPTU3O0TI,
anbJOCTEPOH B HOpMe).

Knaccuueckne ¢popma BOKH guarHoctnpyetca ¢ poxgeHus, B PO ¢ 2006 r BBeAeH CKPUHUHT HOBOPOXAEHHbIX Ha 3TO
3aboneBaHue. Y HOBOPOXAEHHbIX C conbTepsiowen Gopmon 3aboneBaHnsa 6e3 neyeHna BO3HMKAET CHUXKEHME anneTuTa,
rnoTeps Beca, pBOTa (ConbTepstoLme Kpr3bl). Y HOBOPOXKAEHHbBIX EBOYEK 13-3a HeNpaBuiibHOM paboTbl HIM u o6pa3oBaHua
60/bLIOro KONMYECTBA AaHAPOrEHOB M3MEHAKTCA HAPYXKHbIE MOIOBbIE OPraHbl MO MYXCKOMY TWMY, UTO TpebyeT B psifie Clyyaes
npoBeAeHUe NnacTnyecknx onepauui. Mpv BupunbHo Gopme He GbIBAET CONBTEPAIOLLNX KPU3OB, Y EBOYEK €CTb MPU3HAKA
HapyLUEHWUI HapY>KHbIX MOJIOBbIX OPraHOB, Y MaJIbYMKOB B BO3pacTe 2-4 fieT BO3HMKAOT NPuU3HaKm 6bICTPOro pocTa 1 noso-
BOro co3peBaHus. [leTn 6e3 neyeHus CHayana OnepeXkalT CBEPCTHMKOB B POCTE, HO aHAPOreHbl CMNOCOOCTBYIOT HbICTpOMY
3aKPbITMIO 30H POCTa B KOCTAX I B KOHEYHOM UTOre, POCT NaLUEHTOB HU3KUIA.

Heknaccnueckan ¢opma BIAKH grarHoctmpyeTca y MONOAbIX KEHLLVMH UM NOAPOCTKOB Npu 06cnefoBaHUM Ha npegmeT
HepEerynapHOro MeHCTPYasibHOrO LKA Wi N36bITOYHOTO OBONTOCEHUA. Y MY>KUMH 3TO COCTOSIHME HE BbI3bIBAaET HUKAKUX
KIUHUYECKUX MPU3HAKOB 1 HEe AUarHoCTnpyeTcA.

OunarHo3 BOKH cTaBuTCs Ha OCHOBAHMM KOMIMIEKCHOTO 006CNIeOBaHMSA, BKITIOUAOLLErO UCCNIE[OBAHME YPOBHSA FOPMOHOB,
B pafe cnyvaes Ha npobe ¢ AKTT, reHeTuueckoro aHanmsa, Y3W, KT/MPT.

Detn n B3pocnble ¢ kKnaccuyeckumu opmamt BAKH foXKHBI NOXU3HEHHO neuymTcs TabneTkamu, CoaeprKaumm
KOPTU30/ - FoKOKopTrkongamu. Npu noCcToAHHOM fleyeHnn HopmanusyeTca yposeHb AKTI n aHgporeHos B HI1, Hop-
Manun3yeTca ypoBeHb KOPTM30/a B KpoBu. Mpu conbTepsaowen ¢opme 3aboneBaHnA JOMNONHUTENBHO Ha3HAvalTCA
npenaparbl anbaoctepoHa. Heo6xoaMMo NOMHUTB, UTO KOPTU3OJT BaXKEH /1A OpraHM3ma B NioObIX CTPECCOBbIX CUTYaLUs:
npw 3aboneBaHnnx, TpaBmax, onepaTnBHbIX BMellaTenbcTBax. MNpu BAKH B HagnoyeyHrKax naLyMeHTOB HE MPOMNCXOANT
HOpPManbHOro 06pa3oBaHKA KOPTM30J1a, MO3TOMY B CTPECCOBBIX CMTYaLUMAX HEOOXOANMO YBENMUNBATD 0O3Y MIOKOKOP-
TUKOUAOB UM BBOAUTb UX BHYTPUMBbILIEYHO UAN BHYTPUBEHHO. YeTKUIN anropuTm OeNCTBMA OOMIKEH AaTb flevalmini
Bpay nayueHTa.

MauneHTKM ¢ Heknaccnyeckon popmort BOKH TpebytoT nHansuayanbHoro noaxoga. ¥ 60nbLIMHCTBA NALMEHTOK rMaBHas
»anoba — n30bITOYHBIN POCT BOJIOC Ha Tene, NPy 3TOM MEHCTPYASbHbIN LUK MOXET 6bITb HOPMasbHbIM 11 6eCnIoAns MOXeT
He 6bITb. B Taknx cllyyasix peKOMEHAYIOT NCMOJIb30BaTh Pa3fiMyHbie METOAB! INUAsALMU. B cnyyae, Korga y nauneHTokK ecTb
npo6sieMbl C 3a4aTeM UM BbiHALLMBaHEM 6epPeMeHHOCTM NI BbIPaXKEHHOE HAaPYLLEHUE MEHCTPYasIbHOTO LIMKIIA — pellaeTcs
BOMPOC O Ha3HaYEeHNN MIOKOKOPTUKOMAOB UM OPasibHbIX KOHTPaLENTUBOB.
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Heobxoarmo oTMeTHTb, YTO 403bl PENapaToB NOAGMPATCA NHAVBYAYANIbHO SHAOKPUHOOrOM MOA KOHTPOJIEM FOPMOHAJIbHbIX
aHanM30B KpoBu. [iHaMmnyeckoe o6cnejoBaHMe B3pOCSIbIX MALMEHTOB, KaK MPaBio, NpoBoanTcsa 1-2 pasa B rog. Obs3aTenibHO Halo
NpoBOAUTL 06CNIef0BaHUA A1 OOHAPYKEH s OC/IOXKHEHMI 3a060N1EBAHNA U NMOCNIEACTBUIA HEMPABWIIBHOTO fleUeHs (COCTOsIHME
XKenyooYHO-KMLLEYHOrO TPaKTa, HabnogeHue odTanbMoora, ’MHEKONOMMYECKOe 1 aHAposormyeckoe obcnenosaHme)

Y B3pocsibix NauneHToB ¢ BJKH ectecTBEHHO BO3HUKAIOT BOMPOCHI, CBA3AHHbIE C BO3MOXHOCTbIO Hac/leoBaHus 3abone-
BaHMA ux geTbMu. Mpu cAnAHUK CnepmaTo3oraa U MaTEPUHCKON AnLeKneTkn dopmunpyetcsa reHom rioga. Kaxkgas knetka
naoga cogepumt 23 napbl XPOMOCOMbI, PV 3TOM O4Ha XPOMOCOMa U3 Mapbl OT MaTepwu, Apyras oT oTua. bonesHb pa3BuBaeTca
€C/iM 2 XpOMOCOMbI COAiepXKaT NOBPEXAEHHDIN reH (2 MyTaunuy), eC/iv BbiAiBEHa TONbKO 1 MyTauuaA (NOBpeXaeH reH OfHoM
XPOMOCOMbI), TO TaKOe COCTOAHME Ha3blBAeTCA «3[0POBbIA HOCUTENbY. Tenepb PacCMOTPUM CUTYaUKIO, KOrga B Cynpy»xe-
CKOW Nape oauH u3 naptHepoB 6oneH BAKH. B cnyyae, ecnu gpyroii napTHep 340p0B, TO pebeHKy nepeaacTcs TonbKo 1 reH
C MyTauuen n pebeHok byneT 3gopoB. Ecnn naptHep Toxe 6oneH BKH nnu siBnsetca 30poBbiM HOCKTENIEM, TO BO3MOXKHA
cuTyauus poxgaeHuns pebeHka ¢ BKH. T.o. Takum cynpy»ecknm napam Heob6xoarMa KOHCYbTauumsa reHeTrka 1 obcneioBaHme
napTHepa Ha nNpegmeT MyTauuu B reHe pepmeHTa 21 rupoKcunassl.

YacTas cutyaums npv BOKH - 310 ncnxonornyeckue npobnembl. 1o 3aboneBaHue, 6e3yc/ioBHO, ABMAETCA CTPECCOM AJiA
UNEHOB CemMbl U B3pOoCsIbiX MaumneHToB. Cneunann3npoBaHHas NCUXONOrMyeckasa Nnomollb BO MHOMMX CTpaHax ABnAeTcA
HEeOTbeM/IEMOW YacTblo paboTbl C NauneHTamu ¢ BOKH.

B 3akntoueHnn xotenochb 6bl ckasaTtb, uto BAKH - 3a6oneBaHue, nogaatoLeecs neveHutio. MNpu agekBaTHOM Tepanunn 1 Ka-
YeCcTBEHHOM HabnoAeHM 3a NaLMeHTaMn OHU BelyT HOPMaJibHbI 06pa3 »KM3HW, NMOHOCTBIO COLMANbHO afanTUpPYTCS,
nosnyyarT o6pa3oBaHUe, CO3LAIOT CEMbW, BOCMUTHIBAIOT AETEN.

MPUNOXKEHUET.

MHOOPMALUA ANA BPAYEN

I.1. Moacuet rupcyTHoro uncna no moguduunposaHHoi wkane GPeppumana-fonnees
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Lkana nogcyeta rupcytHoro uncna OeppumaHa-fonnees. B kaxzgomn 13 n3obpaxeHHbIX aHAPOreH-3aB1UCMMbIX 30H
CTeneHb 0BOJIOCEHMA oLeHrBaeTcs oT 0 o 4. 3aTem Lnbpbl CYMMUPYIOTCA 1 NoJTyYaeTca rmpcyTHoe uncno (M) naumeHTku.
MpcyTnam Bepudbuumpyetca npu M4 > 6
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2. Xapakrepucrmka rnoKo- 1 MMHepanoKopTUKOUAHbIX NpenapaTtoB ansa neyeuva BAKH

MIOKOKOPTUKOUADI

MexaHusm geincteua n papmakonornueckme speekrbl. MexaHn3M [eNCTBMA MMIOKOKOPTUKONLOB OCHOBAH Ha UX CBA3bI-
BaHWM C BHYTPUKIETOYHbIMY CTEPOVAHBIMI PeLienTopamu, MPY STOM FOPMOHbI PErYANPYIOT SKCMPECCUIO LINMPOKOTO CreKTpa reHoB
Ha TPaAHCKPUMNLMOHHOM U NOCT TPAHCKPUMNLMOHHOM YPOBHSX. [MIOKOKOPTUKONAB! UMPAKOT BaXKHYIO0 POsib B afanTaLym opraH13ma
K CTPECCOPHbIM BO3LENCTBIMAM BHELLHEN Cpefibl, OKa3blBasi MHOFOCTOPOHHee BNUsiHME Ha 0OMmeH BellecTB. OHM criocobCTByOT pas-
BUTWIIO FUMNEPITIMKEMIMN Yepe3 HECKOSIbKO MEXaHN3MOB: CTVMYJIMPYHOT MEYEHOUHBIV FTIOKOHEOrEHE3; YCMINBAIOT KaTabonn3m 6enKkos,
CTUMYNPYA BbICBOOOXEHVE aMUHOKMCIIOT — CyOCTPATOB MIOKOHEOTeHE3a; CHXKAIOT MOTPebsieHre U UCNOJIb30BaHMe MHOKO3bl
XKMPOBOW TKaHbIO; YBENNUMBAOT 3GPEKTUBHOCTb AEVCTBIISA FOPMOHOB, CTUMYMPYIOLLMX KItoYeBble METabONMYECKME MPOLIECCH, BTOM
ymcre rioKoHeoreHes. [MIoKOKOPTMKOVAbI YCUIMBAKOT MNMOANTAYECKOE AieicTBE KaTexonaMuHoB 1 CTI 1 NoBbILWAOT cofepkaHme
CBOOOAHBIX XKUPHbIX KCIIOT B MJ1a3Me; OKa3blBaloT aHabonmueckoe AecTBMe Ha 0OMeH OeNKOB B MEUEHN 1 KaTabonmuyeckoe — B MblLL-
LiaX, >KUPOBOMN U TUMPOULHON TKAHAX, KOXeE, KOCTAX. OHY NOAABAAT POCT U ieneHre GUbpobnacToB 1 CUHTE3 KOMareHa, 3a CYET Yero
HapyLLaloT penapaTvBHYO Gpasy BOCManeHus; Npu Ux N3obITKe YCUNMBAETCA KOCTHas pe3opOLms, NodaBnaeTca KocteobpasosaHue,
B pe3ynbrate yero cHipkaetcss MIKT. [MiokokopTrkonabl 0611afatoT CUibHbIM MPOTUBOBOCMANUTENbHBIM 1 IMMYHOCYNPECCUBHBIM
Jencrauem. B cucteme runoTanamyc—rmnopurs—HagnoyeyHKY 4eNCTBYET KIAaCCUUYECKMN MPUHLIMIM «OTPULIATENTbHOW 0B6paTHOM CBA3M»:
FMIOKOKOPTUKOMABI NMOLABIAIOT 06pa3oBaHNe KOPTUKOTPOMMH-PUNM3UHI-FOpMOHa 1 AKTT. B SHAOKPYHOMOM W OCHOBHOE MOKa3aHme
L1 Ha3HAYEHVA MIOKOKOPTUKOUAOB — 3aMeCTUTeNIbHaA Tepanus NpY HeLOCTaTOYHOCTU QYHKLIMU KOPbl HAAMOYEUHMKOB.

Mo npogoMKNTENbLHOCTY AENCTBNA NPpenapaTtbl NMIOKOKOPTUKOVAOB pasgenaioT Ha 3 rpynnbi: KOPOTKOro AeCTBUA
(rMBpOKOPTU30H), CpeHen NPOAOMKNTENIbHOCTY AeNCTBUA (NPefHM30M10H, METUIINPEAHU3ONO0H) 1 ANNTENBHOIO AeNCTBUA
(mekcameTasoH). Kpome Toro, pasnunyHa n buonornyeckas akTMBHOCTb NnpenapaTtos (Tabn. 2.1).

Ta6nuua 2.1. CpaBHUTENbHAA XapaKTepUCTIKa NPenapaToB MIOKOKOPTUKOMAOB N MUHEPaNoOKOPTUKOULO0B

CraHpapTHaA Tabne- AKTUBHOCTb
TUpoBaHHasA ¢opma,
I'IperlapaTbl SKBUBaAJIeHTHaA MI/IHepaHOKopTIIIKo-

MO FNIOKOKOPTNKOMA- ImioKoKopTuKongHas naHasn AKTI-nopasnsawowasn

HOW aKTUBHOCTU, Mr
[mgpoKopTN3OH 20 1 1 +
MpeaHn3sonoH 5 4 0,5 ++
MeTnnnpegHU30n0H 4 5 0,1 ++
[ekcameTasoH 0,5 30 0,05 +++
OnyapoKopTM30H 0,1 15 150 -

®apmakokuHemuka. lNpu nprueme BHYTPb MMIOKOKOPTMKOWAbI XOPOLLO BcacbiBatoTca B XKKT, npuuem npuem nuwmy mano
BAUAET Ha nx abcopbuuio. ipyrue nyTn BBeAEHMA NpPenapaToB Npu fieYeHnn SHAOKPUHHbBIX 3a60M1eBaHUN NPaKTUYeCKy
He NCMONb3YIOT, 3a UCKITI0YEHMEM CllyYaeB OCTPO HaAMOYeUYHNKOBOM HegocTatouHOoCTU (OHH), Korga ruApoKopTU3OH BBOAAT
napeHTepanbHO. HecmoTps Ha KOpoTkue T, ,, B TKaHsX MIOKOKOPTMKOMZbI COXPAHAIOTCA ropasfio AOJblue, B COOTBETCTBAN
C Yem ux TepaneBTnYecKue 3 deKTbl LOCTATOYHO ANMTENbHbIE (Tabn. 2.2).

Tabnuua 2.2. PapmakoKnHeTVKa NpenapaToB rI0KOKOPTUKOMAOB

Mpenapar T,,, N3 Nnasmbl KpoBY, Y T, , U3 TKaHeid, 4
MppoKopTN3OH 0,5-2 8-12
MNpegHu3onoH 2-4 12-36
MeTtnnnpegHn3onoH 2-4 12-36
[ekcameTasoH 5 36-54

Mo6ouHvble 3¢hghekmbl. YacToTa pa3BuTUA U BblpaxkeHHOCTb HIMP rnioKoKopTUKONAOB 3aBUCAT OT 403bl M AJIUTESIbBHOCTU UX
NpUMeHeHus. XapakTepHble NoOOYHbIe SIBIEHNA NPY NapeHTePasibHOM NPUMEHEHUN IIIOKOKOPTUKONAOB 00bIYHO 06paTUMbI
1 MOTYT ObITb YCTPaHEHbI UM YMEHbLUIEHbI MPU CHXXEHNN JO3bl.

DHOOKpuHHaA cucmema: yrieteHne GyHKUMY HaANMOYEUYHVKOB, BTOPUYHAsA apeakTVBHOCTb HaZiMOYEeYHUKOB U rnnodusa
pa3nMyHOro reHesa, pa3BuTre cuHapoma MueHko—KylumnHra, HapyLueHa MEHCTPYaNbHOIO LMK, CHUXKEHWE TONePaHTHOCTM
K FII0KO3€e, NPOoABMIeHNe NAaTEHTHOrO caxapHoro Anabeta (C), noBbileHMEe NOTPEOHOCTN B UHCYNIMHE UK NepopasibHbIX
rMMNOFNKEMUYECKNX CpefcTBax y 6onbHbix CL (tabn. 12.3).

XKKT: nentyeckas A3Ba C BO3MOXHbIM NPOOOAEHMEM 1 KPOBOTEUEHMEM, MAHKPeATUT (TOLIHOTA, PBOTA), B3AYTUE XXMBOTA, 3PO-
3UBHbI/A3BEHHDBIN 330¢aruT; noBbiweHne akTuBHocTV AJTT, ACT u wenouHoin pocdatasbl (LLUD) B cbiBOpOTKE KPOBY (0OBIYHO 3TK
N3MEHEHA He3HaUMTESbHbI, He CBA3aHbI C KAKUMU-TTMOO KMMHUYECKUMI CUHAPOMaMM 11 06paTUMbl MOCSIE MPEKPALLEHWS IeUEHUS).

CepoeyHo-cocyducmas cucmema: XCH y 6051bHbIX C COOTBETCTBYHOLLEN NPeapacnonoXeHHOCTbIO, MOBbILIEHWe apTepu-
anbHoro gasneHus (A1), y 60nbHbIX C OCTPbIM 1 MOJOCTPbIM NHbaPKTOM MUOKapAa — PacnpoCTpaHEHME oUara HeKpo3a,
3amepsieHre GoOpMMNPOBaHNA PYOLIOBOM TKaHM, YTO MOXKET NMPUBECTY K pa3pbiBy CEPAEUYHON MbILLLLbI.
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HepeHasa cucmema: noBbllLeHVIe BHYTPUYEPENHOrO AaBneHnA C OTEKOM AMCKa 3pUTENbHOro HepBa, Cyaoporu, rono-
BOKpPY>eHWe, rofoBHas 605b, Aennpuii, fe3opueHTauus, sudopus, ranioLHaLum, MaHaKalbHO-AEMPECCUBHBIN MCKX03,
Jenpeccus, napaHoms.

Op2aHbl yy8cma: 3afHaAs CyOKancynsapHas KaTapakTa, NoBbllUeHVe BHYTpUriasHoro Aasnexus (BI), rmaykoma ¢ BO3MOX-
HbIM MOBPEXAEHNEM 3PUTENBHOTO HEPBA, K30(hTaNbM, CKIOHHOCTb K Pa3BUTMIO BTOPUYHbIX GaKTepuasibHbIX, (PUOKOBbIX
WS BUPYCHBIX MHbEKLMIA rnas.

O6meH sewjecma: oTpULIATENbHBIN a30TUCTbLIN 6aNaHC, 0OYCIOBEHHDBIN KaTabon3mom 6enKkos.

OnopHo-08u2amenbHas cucmema: «CTEPOVIAHASA» MUOMATUA, CHVKEHME MbILLEYHOW MACChl, OCTEONOPO3, Pa3pbiBbl Cy-
XOXKUNNIA, B OCOOEHHOCTY axmiyioBa CyXOXKUIns, KOMNPECCUOHHbIE NEPESIOMbl MO3BOHKOB, aCENTUYECKUI HEKPO3 3Nndn3os
6enpeHHO 1 NNeYeBO KOCTY, NaToONOrMYecKre nepenombl AIMHHbIX KOCTEN.

Kox<Hble noKpo8bI: Me/IeHHOE 3a>KUBJIEHNE PaH, UICTOHUYEHME N CHXKEHNE MPOYHOCTU KOXKM, NETEXMM, SKXUMO3bI, SpUTeMa
N1ua, BO3MOXKHOE NoJaB/ieHne peakLnmy Npu KOXHbIX TeCTax, ’MpCyTM3M, MOBbILEHHOE NOTOOTAENIEHME.

Annepaudeckue peakyuu: reHepann3oBaHHble (KOXKHas CbiMb/KpanuBHMLA).

Apyaue: noBbilieHVe anneTnTa, NKOTa, apUTMWV, TUNEPKOarynsaums, TPoM603bl, TPOdUUECKE N3MEHEHUS POFOBHULIbI,
MOBbILIEHHOE BbIBEAEHUNE KaJbLiMA, TMMOKaNIbLIMEMISA, PAa3BUTHE UM 060CTPeHNE NHOEKLIMOHHBIX 3a0051eBaHUN.

CuHOpOM «OMmMeHbI»: eCN Y NALWEHTA, INTENIbHO MPVHUMAIOLLETO FIOKOKOPTUKOMbI, 6bICTPO YyMeHbLUaTb 403y Npena-
paTa, MOryT pa3BUTbCA NPU3HAKM HAAMOYEYHMKOBOW HEJOCTaTOYHOCTI, apTepranbHasa rmnoTeH3ns n cmepTb. Kpome Toro, Bo3-
MOXXHO pa3BUTME CHAPOMA KOTMEHbI», He CBA3aHHOTO C HAAMOYEYHNKOBOM HEAOCTAaTOYHOCTbIO (AHOPEKCKA, TOLLHOTA, PBOTa,
neTapruis, ronoBHas 605b, NMXOPaaKa, apTpanrus, 4eCcKBaMaL s SMUTENUS, MUATTUA, CHYXKEHUE MacChl TeNa, CHXeHre AJl).

Tabnuua 2.3, JlekapcTBeHHbIE B3aMMOAENCTBUA MIOKOKOPTUKONAOB

Mpenapatbl

3¢ deKkTbl

BrnokaTopbl Ka/ibLMeBbIX KaHANOB, XMHUAWUH, SPUTPOMULIVH,
WHAVHaBUP

CHuKeHMe 3¢ PEKTMBHOCTN NepeUnCsieHHbIX NpenapaTos

HMBM

Bo3spacTtaHue pucka dopmmpoBaHusa a38 B KKT

NHaykTopbl depmenTa CYP3A4 (Hanprmep, GeHUTOUH,
beHobapburTan, kapbamazenviH, npumMuaoH, prdabyTrH,
pudamnuLmnH) Uy NpenapaTos, NOBbILLAKLNX
MEeTaboIMUeCKNIA KIMPEHC MIOKOKOPTUKOMUAOB (3denprH
1 aMUHoOrIloTeETUMNA)

OcnabneHne pencTBmA rMIOKOKOPTUKOMAO0B

NHrnbutopbl depmeHta CYP3A4 (KeToKOHa3on,
MaKpOnuaHble aHTUOMOTUKK 1 Ap.)

YBenuueHwne KOHLUEHTPaUNN NMIOKOKOPTUKONLOB B KPOBU

TMnornMkemnyeckue, aHTUrMNePTEH3VBHbIE NPenaparhl,
Npa3svKBaHTESb U KaIMNBbIBOASALLME ANYPETUKA

[MIOKOKOPTUKOMAbI YMEHbLUIAIOT TepaneBTUYeckoe fencreme
nepeyncieHHbIX NpenapaTos

lenapuH, anbeHaason, KanuncbeperatoLyie oNUypeTuKm

MoBbllWEeHNe aKTUBHOCTM NePeYnCiieHHbIX MpenapaToB

HerlpﬂMbIe AHTUKOArynAHTbI

M3meHeHnsA CBEpPTbIBA€MOCTU KPOBU

AHTaroHucTbl B,-aapeHopeLenTopoB, ThasnaHble
AnypeTrKK, pypocemua, STaKpPMHOBasA KNCIOTa, UHIMOUTOPSI
KapboaHrugpasbl, amdoTepuLnH

an/IMeHeHI/Ie BbICOKUX A03 MIOKOKOPTUKONAO0B
yBeJIMYMBAET PUCK Pa3BUTUA TMNOKaInemMmmn

AHTauMAabl

YMeHbLUaloT BCacbiBaHE MTIOKOKOPTUKOUAOB MKW NpruemMe
BHYTPb

Canuumnarbl

YBenuyeHne noyeyHoro KNnnpeHca cannuymnatos

Opaanble KOHTPaUenTuBbl, aHTUTUPEONAHbIE NPENapaTbl

YBenuuenve T, ) rIOKOKOPTUKOMAOB

Tanngpomung

BO3MOXHO pa3BUTHE TOKCUYECKOTO 3MUAEPMANbHOIO
HeKponm3a

Cep,qetlele MnKo3nabl

rJ'IIOKOKOpTVIKOI/IAbI MOTYT NOBbIWAaTb PUCK BO3SHNKHOBEHUA
apuTMnn nnun ANTUTANNCHON NHTOKCMKaL N

ComatponuH

3amepneHmne abcopbumm comaTponuHa

STaHo, 3TaHONCOAEPKaLLVe MpenapaThb

YBennueHve 4acToTbl NOABIEHNA AN MHTEHCUBHOCTU
3P03UBHO-A3BEHHDbIX MopaxeHui KKT
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MUWUHEPAJIOKOPTUKOUAbI. MEXAHU3M AEACTBUA U ®DAPMAKONOTUYECKUE SODEKTDI.

OcHoBHas GYHKLMA MUHEPASIOKOPTMKOULOB — 3aJlepKKa B OpraHM3mMe HaTpurA 1 nogaeprkaHue Gr3nonornieckom ocmo-
NAPHOCTU BHYTPEHHeW cpepbl. [aBHbIN OpraH-MULLEHb STUX FOPMOHOB — MOYKa, [ OHW YCMIIMBAIOT aKTMBHYI0 peabcopbuuio
HaTpUA B AUCTANbHbIX M3BUTbIX KaHaNbLiaX Y COGUPaTENbHbIX TPYOOUKax, CTUMYNpys akcnpeccuto reHa Nat-K+-AT®as3bl. Kpome
TOro, MMHEPANIOKOPTUKOULbI CMTOCOOCTBYIOT BbIAEMNEHUNIO MOYKaMU MOHOB Kanvis, BOJOPOAA U aMMOHUs. [Ins 3amecTutesibHow
Tepanuu MMHEePaNIOKOPTUKOUAHON HELOCTaTOUHOCTY B HAaCTOSLLEE BPEMS MPUMEHSETCA TONbKO GpylyAPOKOPTU30H.

®apmakokuHemuka. lNocne nprema BHyTpb GyapPOKOPTH30H 6bICTPO 1 MONHOCTbIO BCacbiBaeTcA u3 KKT.C _ dnyapo-
KOPTM30Ha B MNia3me JOCTUrAeTCs NprobnmsnTenbHo yepes 2 u. CBA3biBaHMe ¢ 6enkamu nna3mbl — 42%. MeTabonusnpyetca
B neyeHu. BbIBOANTCA NOYKaMM B BULE HEAKTVBHbIX MeTabonmToB. T, , 13 nnasmbl — 3,5 u.Jlerko npoxoamT ructoremMaTnyeckme
6apbepbl. T, , — 18-36 u. HesHauMTeNbHaA YaCTb SKCKPETUPYETCA NPY NaKTauum.

Ocob6enHocmu npumeHeHus. Npenapat 3¢PpeKTVBEH NPy Npreme BHYTPb 11 0611aaeT MOLLHBIM MUHEPANOKOPTUKOUHBIM
[ecTBMEM, COMOCTAaBUMBIM C aNibAOCTEPOHOM. [pr 6epeMEHHOCTM MOXET NOoTPe6oBaTbCA YBeMYeHWe 103bl GpryapoKop-
TU30Ha, MOCKOMbKY 3HaYMTESIbHO MOBbILIAETCA YPOBEHb MPOreCcTepoHa — aHTaroHWCTa MMHEPaNOKOPTUKOUIHbIX peLenTo-
poB. Horaa fo3y ¢nyapoKopTr3oHa NpUXoanTCA YBENMYMBATL B NIETHEE BpeMs (0COGEHHO B YCIIOBUAX XKAPKOro KMMaTa)
13-3a 60MbLINX NOTEPb C MOTOM HaTPWA U BOAbI.

Mo6GouHoe pernicTBME.

Co cmopoHbI cepoeyHo-cocyducmoli cucmemsi: Al, neprdepryeckune oteky, rmnepTpodursa NeBOro xenypouka cepaua,
HeoCTaTOYHOCTb KPOBOOOPALLEHNA, TMNEPHATPUEMUS, TMMOKANbLMEMUSA, apuTMnK, Bpaankapaus, usmeHeHns Ha JKT, xa-
paKTepHble 4fiA r’MNoKaaMeMunm, rmnepKoarynaums, TPoM603bl, 06NINTEePUPYIOLLMIA SHOAPTEPUNT.

Co cmopoHbl onopHO-08U2amenIbHO20 annapama: MbllleyHas cnabocTb, cTepouHas noTeps MbILEYHOW MACChl,
OCTEONOPO3, KOMMPECCUOHHBIN MepesioM NO3BOHOYHMKA, aCENTUYECKMI HEKPO3 rONIOBOK OePEHHON 1 NiieyeBon KOCTel,
MaTosiorMyeckre Nepenombl AIMHHBIX TPYOUaTbIX KOCTEN.

Co cmopoHbl XKT. CtepovifHas A3Ba C BO3MOXKHbIM NPOOOAEHVEM U KPOBOTEUEHMEM, MAHKPEATUT; METEOPM3M, A3BEHHbIN
330¢arnT, HapyLeHNA NULLEBAPEHNSA, TOLUHOTA, MOBbILLEHWE U CHYKEHME anrmeTuTa, PBOTa, KOTA, MOBbILLEHWE aKTUBHOCTY
ANT, ACT un LLO.

Co cmopOoHbI KOXKU: YrpY, 3aMe/IEHHOE 3aXKMBJIEHVE PaH; UICTOHUEHME KOXN; METEXUN 1 reMaTOMbl, SpUTEMA, MOBbILLIEHHaA
NOTNNBOCTb, alfIePruyecknin AepMaTuT, KpanmBHMLA, aHTMOHEBPOTUYECKUI OTEK, SKXMMO3bI, TUNep- UK r’MNonurMmeHTauus,
CKNIOHHOCTb K Pa3BUTMIO MMOAEPMUN U KaHAMAO03a.

Co cmopoHb! LJHC: nosbiweHune BY/l, cynoporuy, ronoBOKpyXeHre, rofioBHas 607b, HapyLIeHNsA CHa.

Co cmopoHbl op2aH08 SHOOKPUHHOU cucmembl: BTOPUYHAA HaAMOYeUYHKOBas 1 runoTtanamo-runodusapHas Hego-
CTaTOYHOCTb, CMHAPOM KylinHra, HapyLweHUs MeHCTpyanbHoro unkna; HTT; maHudecTtauma nateHtHoro CI1 v noBbiweHne
NOTPEOHOCTN B IHCYJIVIHE WU NMEePOPasibHbIX TMMOMIUKEMUYECKMX NpenapaTtax y 60nbHbix ¢ CLI; rupcyTmnsm.

Co cmopoHbI Op2aHa 3peHus: 3afHAsA CyOKancynapHas KaTapakTa, yBeJIMYeHe BHYTPUITIa3HOMO JABNEHMS, F1ayKoMma,
3K30¢TaNbM, CKIIOHHOCTb K Pa3BUTUIO BTOPUYHBIX OaKTepuasbHbIX, FPMOKOBbBIX UM BUPYCHBIX MHGEKLUI a3, Tpodpuyeckue
N3MeHEeHMA POroBuULbI.

Co cmopoHbI ncuxuyeckol cghepbl: MaHUVI NN [ENINPUO3HBIA CUHAPOM.

Mema6onuyeckue HapyweHUsA: OTPULLATENbHbIN a30TUCTbIN 6anaHc; rMNepriavkeMuns; rOKO3ypusi, MOBbILLEHHOE BbiBe-
fgeHrvie Ca?', rMNnoKannMeMnYecKmnin CUHAPOM.

Mpoyue: aHadunakTUyecKre peakLuy; yBenmyeHre Macchl Tena; MaCKMpoBKa CUMMITOMOB UH(EKLMOHHbIX 3ab0neBaHni;
06MOPOKU; pa3BuTME UNN 06OCTPEHKE MHPEKLNI (MOABNEHMIO 3TOW HEXKenaTesibHoM nobouHon peakunu (HIMP) cnocobcTeytoT
COBMECTHO MpPUIMEHAEMblE MMMYHOENPeCCaHTbl U BaKLMHaALKWA); NeNKOUNTYPUA; CUHAPOM «OTMEHbI».

Tabnuua 2.4. Bzaumopeiictaue GnyapoKopT30oHa C A4PYrMI eKapCTBEHHbIMW CPpefCcTBamMu
Mpenapart 3¢ dekxTbi

CucTtemHble rMoKo- 1 MHEpPanoKopTnkonabl MNosbiwaeT 3¢¢EKTVIBHOCTb (M TOKCUYHOCTD)

CHukaeT 3GGeKTVBHOCTb, YBEMUMBAET renaToTOKCUUYHOCTD,
AHabonunueckre cTepounapl, aHaPOreHbl NOBBILLAET PUCK Pa3BUTUA NepUPepPUUECcKNX OTEKOB, yrpei
(NPYMeHATb OCTOPOXKHO 60ME3HAX NEeUYeHN 1 CepAaLa)

Cepnequle MNKO3nabl N Npenapartbl, Bbi3blBaloLwne

Ycunusaet BepoAaTHocTb HIP
rmnokanmemuio (anypetuku, ambotepumumH B)

BospacTaet puck pas3sutus neprpepryecknx OTeKoB

HaTtpuincopepalyme npenapatbl
P AepraLl penap Vi TUnepTeH3nmn

MNosblwaeTca PUCK N3bA3BNEHNA CNN3NCTON 0601I0UKM

Auetuncanuumnosas Kucnota u gpyrme HIMBI KenyaKa

YckopAioT MeTabonim3M KOPTUKOCTepOoMaoB (MyTem
WHAYKUMN MUKPOCOMasbHbIX GepMeHTOB) 1 ocnabnaioT
VX gencTeme

BbapbuTypaTbl, NPOTUBO3NWIENTUYECKE CPEACTBA
(peHuTOUH, KapbamaszenuviH), pudpamnmuuH
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Mpenapar

3¢ dekTbl

KOK, copeprkaLime sCTporeHbl

3ameansaioT MeTaboan3m, yBennumBaioT T, , 1 ycunmeat
aencrevie GnyapoKopTU3oHa

AHTUIMCTaMUHHbIE npenaparbl

OcnabnsioT genctere GbnyapoKopTU3oHa

AHTUKOArynaHTbl (NMPOU3BOAHbIE KYMAPWHA, UHOAHAVOH,
renapuH), CTPeNTOKMHA3a, YPOKNHA3a

B3bIBalOT CHIXKEHNE, @ Y HEKOTOPbIX 6ONbHBIX —
nosbieHne 3$pPeKTUBHOCTU GNTyAPOKOPTU30HA

TpI/l LMKnnyeckmne aHTngenpeccaHTbl

MoryT ycnnneaTtb NcMxmyeckrie HapyLleHUs, CBA3aHHbIe
¢ npuemom bnyapoKopTU3oHa (He cnefyeT Ha3HavaTb UX
ONA nevyeHna JaHHbIX HapyLIeHNi)

ddbenpviH

MoeT yckopaTb METabONN3M KOPTUKOCTEPOUIOB
(BO3MOXKHa KoppeKLua f03bl GnyapoKopTU30Ha)

MepopasbHble rMNOrMKeMMYECKNe CPEACTBA U UHCYNUH
(BO3MOXHa KOPPEKLUS A03bl TUMOMNKEMUYECKUX CPEACTR)

Ocnabnsaet runornMkeMmyeckoe aencrene

Kanwuiicbeperatowme anuypeTmkin, cnabutenbHble cpeacTsa

Ocnabnset gencrene

NmmyHoaenpeccaHTbl

lMNoBblwaeTca pUck pa3BUTUA NHOGeKUMUM, NUMPOM 1 ApyrxX
numoonponndepatnBHbIX 3aboneBaHUn

CoBMeCTHOE NpUYMEHEHUE C AenoNAPU3YIoWUMN
MUopenakcaHTamu

OnyapoKOPTU30H MOXKET CNOCOOCTBOBATb YCUIEHMIO 6roKagpl
CUHAMNCOB U MPUBOAUTD K YBENTUUYEHWIIO MPOAOIKUTENBHOCTY
HEepPBHO-MbILLIEYHON 6/TOKaAbl 33 CYET MMMOKANIbLIEMIN

an/IMEHeHI/Ie BaKUWH, coaep<alnx Xnsble BUPYCbl

Bo3moxHa pennnkauna BUpycoB (pa3|3|/1Tv|e BUPYCHbIX
3a6051eBaHNIN) U CHUXKEHNE Bblpa6OTKI/l aHTUTen
(O,D,HOBpeMEHHOE npuMeHeHne He pEKOMEHAyETCH)

ﬂpyrme BaKUMHbI B CO4YE€TaHUN C d)ﬂyﬂpOKOpTVBOHOM

MoBbIWAIOT PUCK HEBPONTOTMYECKNX OCTTIOKHEHNIA
N CHUXKAIOT BbIPabOoTKy aHTUTEN

Tabnuua N2.5. Cxema KoppeKLumm 3amectuTenbHom Tepanum npy BOKH

YcnoBune

DenicTBue

JInxopagka

YBenunueHve go3bl r’MAPOKOPTN30Ha B 2 pa3sa npu t 38rpC,
B 3 pa3a npu t 39rpC go Hopmanmsauuu (06bIYHO 2-3 AHA);
MoBbILIEHHOE YNoTpebfieHre 3NeKTPONNT-COAEPKALLNX
XuagkocTten

FacTpo3HTEPUT MK TpaBMa (Npuem opasbHbix Gopm
HEBO3MOXeH)

lmapokopTn3oH B/mM 100 Mr B CyTKU (Hanpumep, yTpom
50 mr, gHem 25 mr n Beuepom 25 mr)

Xupyprudeckoe neveHue (HECNOXHOE; MaNIOUHBA3VBHbIE
npoueaypbl, HanNpumep 330¢aroracTpoayofeHOCKONNs,
3KCTpaKuus 3yba)

MMapoKopTM30H B/M 50-75 Mr B CyTKM 0ObIYHO 1 - 2 AHS
(Hanpumep, 25-50 Mr 3a 15-30 MUHYT [0 BMeLLATENIbCTBA
1 25 Mr nocsie BMeLLATeNIbCTBa)

Bonbluoe xupypruyeckoe BMeLIATENIbCTBO MO 00OLMM
HapKo30M, TpaBMa, pofbl 1nu 6onesHb, KoTopas TpebyeT
VHTEHCUBHON Tepanum

MmopokopTrsoH* 100 Mr B/B 6ONIOCHO, lanee HenpepbIBHOE
BBegeHue 200 mr B cyTKM (v no 50 mr Kaxable 6 y

B/B UNu B/M); HEMPepPbIBHOE BBEAEHWNE XKULKOCTEN

(5% pekctpo3sa n 0,9 unu 0,45% NaCl)

Mocne pofoB 6e3 0OCNOXKHEHUI — OObIYHO NepeBoaAT

Ha npuem nepopasbHbix TKC B 06bIYHBIX A8 NALMeHTa fo3aXx.
Mpwu rmagkom Te4eHUn nocneonepaLioHHOro

nepuofa B nepBble TPU AHA BHYTPUMbILLIEYHO BBOAAT
100-150 mMr rmgpoKopTM3OHa B CYTKW, 3aTeM 3-5 gHen —
75-100 Mr B CYyTKK, MOC/Ie Yero naumeHTa nepesogat

Ha TabneTMpoBaHHble NpenapaTbl MO 0ObIYHON CXeMe.

ALANCOHNYECKNI KPU3

CM. TeKCT panee

*rMAPOKOPTN3OHA CyKLMHAT HaTpKA
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3. AnropuTtm neyeHnA oCcTpom HapNo4YeHNKoOBO HegocTaTouHocTy npu BAKH
JKCTpeHHble Mepbl.
YcTaHOBREHNe BHYTPUBEHHOIO 4OCTYNa.
B/B BBegeHe 2-3 11 0,9% pacTBopa HaTpus xiopuraa (co ckopocTbio 111 B Yac). O6s3aTeNbHO MOHUTOPUPOBATb MPU3HAKU
neperpysKun XUAKOCTblo (apTepuanbHoe AaBfieHUe, LeHTpanbHOe BEHO3HOE AaBneHune, Anuypes, SNeKTPONuTbl KPoBuY,
XpUnbl B IETKNX).
B/B BBefeHMe rugpokopTusoHa (100-150 Mr HemeaieHHO U fanee Kaxable 6 yac).
Mepbl nocne crabunusayum coCTOAHUA NaLMeHTa.
MpogomxeHue B/B BBefeHune 0,9% p-pa HaTpuA Xnopuga C yMeHbLUEHNEM 06beMa U CKOPOCTY UHPY3UM (B TeueHne
24-48 vac), nocne BocctaHoBneHusa OLK - gononHuTenbHoe BBefeHue 5% p-pa aekctposbl (0,5- 1 n).
MNocTeneHHOe yMeHbLUeHNe f03bl FIOKOKOPTUKOUZOB (B TeueHre 1-3 gHen).
Hauano 3amecTrTenbHOM MUHEpPaNoKopTMKouaHom Tepanum (GnyapokopTrsoH 0,1 Mr/cyT.) Npu NapeHTepanbHOM fo3e
rmapokKopTr3oHa meHee 100 mMr/cyT, npekpalueHnn BBegeHnaA 0,9% p-pa HaTpuMA XNTOpUAa WY Nepexofe Ha NepopasibHbI
npuem ruipoKopTM30Ha.
Mownck 1 neyeHre 3TMONOrMYECKOro GpakTopa (BEPOATHbIX MHOEKLMI), NPUBEALLNX K OCTPON HaMoOUYeYHUKOBOWN Heflo-

CTaTOYHOCTW.
JanbHenwee BegeHne

Mocne cTabnnusaLmm COCTOSHUA NALVIEHTA M CHYKEHMSA CyTOYHOW [03bl TMAPOKOPTH30HA MeHee 100 Mr B CyTKM NaLeHTa
NepeBOAAT HAa MOCTOSHHYIO 3aMEeCTUTENbHYI0 FOPMOHAJIbHYIO TEPanuio TabneTMpoBaHHBIMU NPenapaTamMmu Mg pPOKOPTM30HA.

Tabnuua 3. 3amecTutenbHas Tepanua NPy OCTPOI HaANOYEUHNKOBOIN HeflocTaTouyHoCTy npy BAKH

Mpenapar

MpumeHeHune

JorocnutanbHblii 3Tan

mapokopTn30oH (MpenapaT Bbibopa)

BHYTpUBEHHO (2UOPOKOPMU30HA CYKYUHAM HAMPUS) NN BHYTPVMBbILLEYHO,
100-150 mr

[lekcameTasoH nnum npeaHn3onoH

BHyTprBeHHO, 4-8 M CTPYNHO Ha JOroCcnuTanbHOM 3Tane
BHyTprBeHHO, 40 Mr CTPYIHO Ha AOrOCNUTaNIbHOM 3Tane

1 cyTKn

lmapokopTM30oH (Npenapat Bbibopa)

BHyTpMBEHHO 1nu BHyTpuMbIwe4yHOo, 100-150 Mr Kaxkable 6 4, MakcmanbHas
cyTouHana fgosa — 800-1000 mr

2-5 cyTKMN

[MppoKopTN3OH

Mpu A 100 MM PT CT 1 Bbilwe NepeBof Ha BHYTPMMbILEYHOE BBeeHNe,
50-75 mr Kaxppble 6-8 u, C nocneayoLWwmmMm CHUXKeHNEM A03bl KaxAable
cyTKM (25-50 Mr 2-4 pas3a B cyTku). Mpu fo3e meHee 100 mr — fobaBneHne
dnyppokopTtmsoHa 0,05-0,2 mr/cyT

Mocnepyiowme gHN

[MapoKopTU30H +
bnyapokopTU3oH

MNepeBopf Ha NnepopanbHbIA Nprem

«  BHyTpb, 40 Mr yTpom 1 20 mr B 18:00, nocteneHHoe CHMKeHne
[03bl 4O CTAaHZAPTHOW 3aMecTUTeNbHOM (f0 40 MI rMAPOKOPTM3OHA
(10 Mr NpepHN30/10Ha) B CYTKN)

+  BHyTpb, 0,05-0,2 Mr B cyTKU (06bI4HO 0,1 Mr /cyT)
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