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CIMcoxk coxkpalueHun

170HP —17-rnapokcunporectepoH

HLA-komnnekc — Human Leucocyte Antigens (cuctema reHoB TKaHEBOM
COBMECTMMOCTMK Yenoseka)

TART — Testicular Adrenal Rest Tumors (obpa3oBaHus B AMYKax w3
OCTaTOYHOM HAAMOYEYHNKOBOM TKaHW)

Al — ApTepuanbHas rmnepTeH3us

AKTI— AApeHOKOPTUKOTPOMHbIA FOPMOH

APIT — PeHMHOBasa aKTUBHOCTb MJ1a3Mbl KPOBU

BOKH — BpoxaeHHas ANChYHKUNS KOPbl HaAMOYeuYHMKOB

K— ntokokopTMKOMAbI

F® BAKH — N'mneptoHnyeckas dopma BAKH

OOK — [1e30KCUKOPTUKOCTEPOH

XKKT — XKenyaouHo-KULWEeYHbIA TpakT

NMT — NHagekc mMacchl Tena

KOK — KoMbuHMpoOBaHHble opasibHble KOHTpPaLenTMBbl

NNBMN — JlIunonpoTtenabl BbICOKOW MAOTHOCTU

MK — MuHepanokopTukonasl

HBOKH — Heknaccuuyeckas dopMa BpOXAEHHOW ANCHYHKUMM KOpbI
HaANoOYe4YHNKOB

HMNO — Hapy>Hble nonoBble OpraHbl

HTI — HapyweHne TonepaHTHOCTU K r1loKo3e

O — OpanbHblli MOKO30TONIEPAHTHbLIA TeCcT

OXC — Obwmin xonectepuH

C — CaxapHblit anabet




TepMuHBbI U OIIpeaeIeHNs

CEKBQHMPOB&HI’IE - oIipene/ieHue 1modjaenoBaTeJIibHOCTM HYKIEOTUAO0B B MOJIEKYJIe OHK nnu
mociesoBaTeJIbHOCTM aMMHOKMCIIOT B MOJIEKYJIE 6enKa.

KOMHEIYH,Z[-I‘GTEDOSMI‘OTHOCTB - COCTOAHME OpraHMn3Ma, ITpu KOTOPOM OAMH U TOT JKe JIOKYC
Ha TOMOJIOTMYHBIX XpOMOCOMax IpeacTaB/JI€eH pa3HbIMM MYTAaHTHBIMMU aJlJICJTIAMM.

MyTanuusa (ImaTOreHHbIV BapMUaHT) - U3MeHeHMe B HaleCTBeHHbIX CTpykTypax (IHK, rew,
XpOMOCOMa, TeHOM):

e CO COABUIOM paMKM - IPUBOIMAIIAS K HAPYIIEHMI0O HOPMAa/JIbHOIO OTCUETa KOAMPYIOIINX
TPUTIETOB (IeJIelUy UM BCTaBKM y4acTKOB mMosieKysbl THK, pasmepbl KOTOPBIX He KPaTHbI
TpeM  OCHOBAHMSIM);  OOBIUHO  IIPUMBOOUT K  M3MEHEHUI0  aMMUHOKMUCIOTHOI
IIOCJIeIOBATEIbHOCTY O€eJIKa;

e CIUIAMICMHIOBAs - 3aTparMBalollasi CaiT CIUIaiiCMHIa M IMPUBOIAIIAS K HeIlpaBUIbHOMY
BbIpE3aHMIO0 MHTPOHA JIMOO K ymajeHuio u3 Mojekynabl PHK mHbopMalMoHHO 3HAaUYMMOIA
3K30HHOI1 I10C/IeJOBATEIbHOCTH.

Heonartanbubiii CKpMHMHr Ha 170HP - no3BosseT AMarHOCTMPOBaTh [KIACCHUECKIE

GODNBIIEUIATAN2ISIAADOROAIAGY. Ha BTODOM STare CKPUHUHTA (DETeCTMPOBaHMe)

MIpegInouYTUTE/IbHO OoIlpeae/aeHre MYJAbTUCTEPOMIHOIO CIIEKTpa METOA40M TaHAEeMHOM Macc-

CITEKTPOMETPUI.

B P® neoHaTanbHbI CKPVYHUHT Ha BbisBIeHMe Jeduuura 21-ruipoKkCuIassl MPOBOAUTCS
coracHo rmpukasy Munsgpascoipasputus PO ot 22.03.2006 N 185. [CRPUHAHT HaG/MHAETCS
B POAMIbHOM JOMe: Y KaKHOTO0 HOBOPOXKIEHHOIO GepeTcst HECKOMbKO Karelb KDPOBI Ha
Clielyiabiblii TECT-0JIAHK, KOTOPBIM HAIPaBJSIETCS B CHEMATM3MPOBAHHYIO J1Ta60PaTOPUIO
171 TIpoBeneHusT ucciemoBanys. M AOHOMEHHbBIX AeTeil KPOBB 1 vccaemoBaHus OEPYT Ha 4
HEHBSKISH, N HEHOHONEHABIX = Hal /N AEHBPKI8HA. 11crionb3yoTCs pa3Hble OPOrOBbIE
ypoBHM 170HP B 3aBMCMMOCTM OT MAacCChl Tejia IPU POKOAEHUM, KOTOpPbIe OmpeeeHbl IJis
Kaxyoit n1a6oparopyy. CEEECHISHONIOIOKIATEIBHON PESyIbTaTe CRPUHHIAICO00NA0TCHE
MONIMK/IVHMKY 10 MECTY SKUTEIbCTBA PebeHKa, I0CIe Yero MPOMUCXOAUT MOBTOPHbI 3a60p
KpOBM JIs1 PETECTMPOBAHNS.

HHTpouTOIIIacTuKa - hopMupoBaHue IipeaaBepust BXoJa BO Barajuiie.


https://ru.wikipedia.org/wiki/%D0%9D%D0%BE%D0%B2%D0%BE%D1%80%D0%BE%D0%B6%D0%B4%D1%91%D0%BD%D0%BD%D1%8B%D0%B9
https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D1%8C

1. KpaTkasa nH@opmanus 1mo 3a00/j1eBaHNI0 UIN
COCTOSIHMIO (TPYIIIbI 3a00/1€BaHUI WIN
COCTOSIHUMN)



1.1 Onpepenenue 3a00JeBaHMS MIM COCTOSTHUS
(rpymnmnbl 3a00/1eBaHUI UM COCTOSIHMI)

BpoxxaenHass auchyHKIusS Kopbl HaamouyedHukoB (BAKH) - sTo rpymia ayTOCOMHO-

petieccuBHbIX 3aGonesanmii, RAPARICPUBVIOTINCEHERTONNIONHOTONENDEPNEHTORI
TPAHCHOPTHBIX 6eMKOB, MPUHMMAIONX YUacTue B CMHTE3e KOPTM3ONA B KOpe
HaJITOY€YHUKOB.



1.2 3THonmorusa u naToreHes 3ad0eBaHus WIN
COCTOSIHMS (TPYIIIbI 3200/ IeBaHUI WUIN
COCTOSTHU )

[TpuunHoit pasBuTus 0607 dopmbl BIKH sBASIIOTCS MaTOreHHble BapuaHThl T'eHOB,
— / °
QTBevalonMx 3a cuHTe3 @epMeHTOB WAM TPaHCIOPTHBIX OEJKOB, YUYaCTBYIOIIUX B

61MoCcHuHTe3€e KOPTMU30JIa.

BIKH BciencrBue geduimta 21-ruapokcuiasbl 00yc/ioB/ieHa ITaTOTeHHbIMM BapMaHTaMU B
reHe CYP21 (CYP21A2), Haxopsmemcsi B HLA-KOMIUIEKCce Ha KOPOTKOM Iuiedye 6-11
xpomMocombl (6p21.3). Onucano 6osee 200 rmaToreHHbIX BapuaHTOB CYP21A2. BOIbIIMHCTBO
(75-80%) u3 HUX TPUXOAUTCSI HA TOYEUHbIe MUKPOKOHBepcumu Mexay reHom CYP21 u
rOMOJIOTMYHBIM eMmy riceBaoreHom CYP2IP (CYP21A1P, CYP21A), B To BpeMs Kak Bcero 20-
25% mnpuUXoOUTCS Ha KPYIHble MyTauuu — Aeleluu M KOHBepCcuu, MpuBOAdIIye K Oosee
TsokenbiM - opmam BIIKH. Kpome Toro, cyiecTByioT 0Oojee peaxkue CHOpagudecKue
raToreHHble BapMaAHTBHI.

B OGonbiiMHCTBe C1yyaeB mebuinurta 21-TuApoKCcUIasbhl OTMeuaeTcsl Hajanmuue (QeHOTHUII-
TeHOTUIIMYECKOI  Koppensuuu. Tak MaToreHHble BapMaHTbl, COIPOBOKIAIOIIMECS
coxpaHeHueM Oosee 5% axKTMBHOCTU (epMeHTa, NPUBOAAT K HeKIaccuueckoir @opme
3a00/ieBaHMS; KpYMIHbIe Helelyuyu U CIUIACMHT-MyTaluy, IPU KOTOPbIX aKTUBHOCTD
dbepmenTa cHmskeHa go 0-2% - K knaccuueckum dopMmam. OgHAKO HEOOXOOMMO IOMHUTD,
YTO OJHM M Te Ke MMaTOT€HHble BapMaHTbhl MOTYT IPUBOAUTH K Pa3sHbIM (PeHOTUIUUECKUM
nposiBeHusM (tabsn. 1)[1,2,3,4].

Tabauya 1. @eHomunuueckas Koppeasayusi Haubosiee uacmslX NAMO2EHHbIX 8APUAHIMO08 2eHd
CYP21 npu pasauurwix popmax BJIKH.

ConbTtepsarowan popma BupunbHasa dopma Heknaccuueckasn ¢popma
- E3del - P453S - V281L

- I2spl - P30L - P30L

I172N - 1172N P453S

- R356W P105L

- Q318X R339H

- Knacrep E6 V304M

- V237E G375S

B ciayuyae KOMIAyHI-TeTepO3UTOTHBIX COCTOSIHMII KAMHMUYECKass KapTuHa OIpefessercs
boee «JIerkMM» IMaTOT€HHBIM BapMaHTOM. B OoTiaMuMe OT meTCKOro Bo3pacTa, § BSPOCHBIX

HECKOJIbKO 60/iee  BBICOKA UYBCTBUTENBHOCTh MUHEPATOKOPTUKOUAHBIX —DPElEeNTOPOB,
I03TOMY Te TATOTeHHBI BAPMAHTBHI, YTO B JETCTBE Yalle NaBaly KIMHIYECKYI KapTyHY,
XapaKTePHYIO Al COMbTePsIionieii GOpMbI, Y B3POCIbIX MOTYT MPOSIBJISATHCS B BUJE MTPOCTON
B DTTBEOIDODMb! (Ta671. 2).

Tabnauya 2. @eHomunuueckue NposieHuUs pPAasiuuHblX 2eHOMUN08 Y 83POCbIX NAYUEHMO08 C
deuyumom 21-z2udpokcuna3set 8 PO [4].

MaTtoreHHbl BapuaHT KnuHuuyeckune npusHaku 3aboneBaHus (%)

I2spl/I2spl ConbTepsitowas 85%



BupunbHas 15%
I1172N/I1172N ConbTepstowasn 21%

BupunbHas 78%
E3del/E3del ConbTepstowasa 100%
R356W/R356W ConbTepstowasa 100%

[unepronunveckaga dopva BIKH pasBuBaeTcsl BCIeNCTBME IaTOTe€HHBIX BapMaHTOB TreHa
CYPI1B, 5noxkaJM30BaHHOM Ha 8 xpomocome (8q21-q22).
dyHrIMoHMpyIoT 2 wu3odopMbl ¢depmeHTa, obnamamomye 93% UIEHTUIHOCTbIO. 11B-
ruapokcuiasa 1 tumna (CYP11B1) BbipabaTbiBaeTCs B ITy4YKOBOV 30He KOPbI HAJIIOUEUHUKOB,
oTBeyaeT 3a 6mocuHTe3 KopTtusona u peryiaupyercss AKTI mo mexaHM3My OTpUIIATETbHOIM
obpaTHO¥t cBs3u. VimenHo neiiaT @epyerita B riiapoRcimiashl 1 Tiiiia TpUBOMAT K
pASBIATIAIO THTIEPTOHYECKO opMbl BIKH. Hanbomnee yacTbliii maTOTeHHbBI BApUaHT B reHe
CYP11B1 — R448H.

B opranusme 4ejoBeka

M3onupoBaHHbIi JedekT BTopoii udodopmsbl 11B-ruapokcuiasbl (aabJgoCTePOH-CUHTETA3bI)
K BJIKH He oTHOCUTCS.

HapyiiieHne cuHTe3a KOPTM30/a BCIEACTBME HeJOCTATOUYHOCTU hepMeHTa 21-TUapoKCcuiasbl
BeJeT K TOMY, UYTO II0 MeXaHM3My OTpULIATENIbHOM o00paTHOI cBSI3u 1u30bITOK AKTT
CTUMYJIMPYET KOPKOBBIN €10V HAAIIOUYEUYHMKOB, UTO BbI3bIBAET ee rurepiuiasuio. [Ipy stom
13-3a CYIIeCTBYIONero ¢epMeHTaTMBHOIO 6JI0Ka Ha ITyTU CTepOouIoreHe3a HaKaIlJIMBaIOTCS

npegumecCTBeHHMKM  KOpPTU30Ja W  dHAPOTE€HOB, IIYTU O6p8.30BaHI/IH KOTOpbIX HeE
3a6;okMpoBaHsbl (puc.la, 16, 18). [1,2,4]
P450scc + P450c17 +
STaR P450c17 170H- b5 17BHSD5
XonectepuH » [lperHeHonoH ™| nperHeHonoH > OraA » AHOQpOCTEHAMON
3RHSD2 3BHSD2 3BHSD2 3BHSD2
Y A A \d
P450c17 170H- 17BHSD5
MporectepoH nporectepor | »| AHApOCTEHANOH »| TecTtocTepoH
R40e2] 1 P450c21 P450c11B 5aR2
11-pe3oKkcK- Y \ Y
KOPTUKOCTEPOH 11-pe3zokcn- 110H- Aduruapo-
KOPTU30N aHAPOCTEHANOH TeCTOCTEPOH
P450c11p P ap A P
\d
P450c11B 11BHSD2
KopTnkocTepoH { y
11-keTo
P450c11AS | KopTuzon AHPOCTEHNOH
18-rngpokcn-
KOPTUKOCTEPOH 17BHSD5
P450c11AS Y
v 11-keTO
TECTOCTEPOH
AnbocTepoH

PucyHok la. Cxema crepouaoreHesa




IIpumeuanns. P450scc (CYP11A1) - 20,22-mecmoinasa, uiau «hepMeHT, pacllerlIsionuii
OOKOBYIO 1IeMb XoiecTepuHa» (scc - oT aHriI. side chain cleavage); StAR — cTepougoreHHbIN
OCTpBIN perynsiTopHbiii 6emok; P450c17 (CYP17A1) — 17o-ruagpokcunasa; P450c17 + b5 -
17,20-nmna3za (CYP17A1) + cytochrome b5; 3BHSD2 3-Oeta-
IUAPOKCUCTEPOUIAEIrUAPOreHasa, TUII 2; 17BHSD5 17-6eta-
TMApOKCUCTepouaaeruaporetasa, 1 5; P450c21 (CYP21A2) — 21-rugpokcunasa; P450c11pB
(CYP11B1) - 11p -tuapokcunasa; 11pHSD2 — 11-6eTa-ruapoKkcucTepouIaeruaporeHasa, TUII
2; P450c11AS (CYP11B2) — anbmocTepoHcuHTasa; DA — mernaposnuaHapocTepoH; 5aR2 —
5-anbda-pemykrasa 2.

P450scc + P450c17 +
STaR P450¢c17 170H- bs A 17BHSD5 A
XonectepwH » [lperHeHonoH ™| nperHeHonoH > il > AHApOCTEHAWON
3BHSD2 3BHSD2 3BHSD2 3BHSD2
Y Y P45S0c17 + Y Y
MporectepoH nporectepoH »| AHOpOCTEHAWOH » TecToCTepoH
P450c21X P45(}c21)L 5aR1 P450c11p 5aR2
Y _ i . Y Y ¥
11-pe30KcK 1 1-ne3oKcK Sa-nperHan-17a- 110H- Hdurugpo-
KOPTUKOCTEPOH | | KOPTU30J on-3,20-0uoH aHOpOCTEHAWNOH TeCTOCTEPOH
A
) 3aHsD
0c J {pwmml 11BHSD2
Y Y
Y KaDTHION 170H-anno- 11-keTO 3aHSD
AIBAOCTED S nperHaHonoH aHAPOCTEHAWOH (okenpasa)
P450c17 17BHSDS
\d Y
11-keTO
AHApocTepoH TeCTOCTEPOH AHOpocTeHanon
A
17BHSDS

PucyHok 16. [Tamozerne3 B/IKH scnedcmeue depuuyuma 21-2udpoxcunasst (P450c21).

IIpumeuanns. P450scc (CYP11A1) — 20,22-mecmonasa, minu «(hepMeHT, pacIleruIsTionuii
OOKOBYIO IIeMb XojecTepuHa» (scc - oT aHrI. side chain cleavage); StAR — cTrepoumoreHHbIN
oCTpblit perynsitopHbiii 6enok; P450c17 (CYP17A1) — 17a-ruppokcunasa; P450c17 + b5 -

17,20-nuas3sa (CYP17A1) + cytochrome b5; 3BHSD2 - 3-6era-
IUAPOKCUCTEPOUNIETUAPOTEeHA3A, TUII 2; 3aHSD - 3-anbda-
IMApOKCcUcTepouaaeruaporedasa; 17BHSD5 - 17-6eTa-rmapoKCUCTEPOUIAErMIPOTeHasa,

tut 5; P450c21 (CYP21A2) — 21-ruapokcuinasa; P450c11p (CYP11B1) — 11B -rugpokcuiiasa;
11BHSD2 - 11-6erta-rumpokcucrepouageruaporedasa, tumn 2; P450c11AS (CYP11B2) -
anbaocTepoHcuHTasa; DA — neruaposnuaHapoctepoH; 5aR1 — 5-anbda-pemykrasa 1; 5aR2
- 5-anbda-pemykrasa 2.
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l

IIpernenomor ——» 17-OH-mipereronon ~— > JeTTIPOSIHAHIPOCTEPOH
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IlporecTepor  —» 17-OH-nporecrepon T ———» AHIPOCTEHINOH

AKTI 1 21-ruapoxcuiiaza i
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TecTocTepon
Jle3okCHKOpTH- 11-1€30KCUKOPTH30IT
KOCTEPOH
Koptukocrepon
l v
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Pucynok 1e. Ilamozene3 B/IKH scnedcmeue depuyuma 21-2udpokcunasvt (8 COKpauleHHOM
gude).

[Tpu I'd BAKH (meduiut 11B-rugpokcunassi, P450c11f) maToreHe3 aHajaorMueH ae@uInUTy
21-tuapokcuiassl. [MTaBHBIM OT/IMYMEM SIBJISIETCS TO, UTO IIpy ' 610K pacriosaraeTcs HIKe,
[P 3TOM HapyllaeTcsl KOHBepCUs Oe30KCUKOpPTUKocTepoHa ([JOK) B KOPTUKOCTEPOH.
HmenHo n36biTOK JIOK, 06mamaiomero MuHepaJoKOPTUKOUIHON aKTUBHOCTBIO, CYUTAETCS
OCHOBHOW MPUUYMHONM MOBBIIMIEHUS apTepuanbHOro nasjieHus rnpu BIOKH (puc. 2). Takke
00cy>kmaeTcss BO3SMOXKHASI pojib 18- ruampokcu- u 19-okco- metabonuToB JIOK, KoTOphie TOKe
00/1a1a10T MMHEPATOKOPTUKOUIHBIMM CBOIACTBAMIA.
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|
i |

KOCTEpPOH 1

i( 11B-ruapoxcniaza | X

Koptukoctepon
l v
ATBIOCTEPOH Koprusou |

Pucynok 2. Ilamozene3 BJIKH scnedcmaue depuuuma 115-2udpokcunaso.

IlperneHomon ——» 17-OH-mperreronor  — > J€THIPOSIHAHIPOCTEPOH

l

[Iporectepor — 17-OH-miporectepoH — > AHIPOCTEHIHOH
AKTT 1 l J, J
T €30KCHKOPTH- 11-1€30KCHKOPTH30.1
p Tectoctepon 7



1.3 dnuaemmnosiorus 3adoieBaHuUs UIN
COCTOSIHMA (TPyIIibl 3a00/1eBaHUI U
COCTOSTHU )

PacripocTpaHeHHOCTh Kiaaccuueckux Gopm medbunura 21-rUapoKCcuaasbl COCTaBISIET OT
1:14000 mo 1:18000 >XMBBIX HOBOPOXOEHHbIX B Mupe. [Io OaHHBIM HeEOHATaJIbHOTIO
cKpuHMHTa B P® pacrnpocTpaHeHHOCTD 3a001eBaHMs B OTAEIbHBIX PETMOHAX COCTABIISIET OT
1:5000 mo 1:12000, B 11esioM 1o cTpaHe — 1:9638 kuBbIX HOBOPOKIEHHbBIX. Heknaccuueckast
dopma BIKH Bcrpeuaercst yame —ot 1:500 go 1:1000 cpemm oOimeit momynsuymu, a B
HEKOTOPbIX M30JIMPOBAHHBIX JSTHMUUECKMUX TPYIIIIaX, XapaKTepU3YIOUIUXCS BbICOKUM
IIPOLIEHTOM O/IM3KOPOACTBEHHBIX 6pakoB (Harpumep, eBpen AllIKeHas3n),
pacnpoCcTpaHeHHOCTb MOXKeT AoxoauTh 1o 1:50 go 1:100 [2,3,5].

Ha BTOpOM MecTe HaxomuTcs rurneproHndeckas dopma BJIKH (I'® BIKH) — nedumut 11p-
IUAPOKCUIA3BI, KOTOpPas BCTpedaeTcs I0 OaHHBIM JiMTepaTypsbl IpumepHo y 1 Ha 100000
HOBOPOKIEHHBIX, a cpeayu eBpeeB Mapokko - 1 Ha 5000-7000 HoBOpOXAeHHbIX. B Poccuu
pacnpoctpaHeHHOCThb ['® B/JIKH He n3yueHa.

OcrtanbHble (OPMBI OMMCAHBI JUIIb B BUAE OTOEJbHBIX KIMHUUYECKMX HAOMIOIEHMII U He
TOAJIEXXAT CUCTEMATU3ALVM AJ1S1 BBIPaOOTKM KIMHUYECKUX PEKOMEeHIaIlNiA.



1.4 OcobeHHOCTM KOAVIPOBaHMSA 3a00/IeBaHMSI
MJIN COCTOSIHMSL (TPYILIIBI 3200/ IeBaHUA UJIN _
COCTOSIHUI) 110 MeXXIyHapOSHOV CTaTUYeCKOM
Kjaacu@ukanyum 0oje3Hen u npoosiem,
CBSI3aHHBIX CO 34,0POBbEM

AdpeHnozeHumanwvHsle paccmpoticmea (E25):

E25.0 - BpoxmeHHble aJpeHOTeHUTAJbHbIE HapyIIeHMs, CBsI3aHHbIe C Ae@UIUTOM
hepMeHTOB;

E25.8 [Ipyrue afgpeHOreHUTaNbHbIE HAPYIIEHMS ;

E25.9 AnpeHoreHuTa/JibHOe HapylleH)e HeyTOUHeHHOe.



1.5 Knaccudukanysa 3adosieBaHUg MIN
COCTOSIHUA (TPYyIIIbI 32a00/1eBaHUI U
COCTOSTHU )

B Hacrosiee Bpemst ormcaHo 7 dopm BJIKH:

e JIMIOMAHAS TUIIePILIa3ys KOPbl HAAIIOUeUHNKOB (Aeduuut StAR-nipoTepuHa);
e neduuut 20,22-mecmosasbl;

e nebuuut 17a-ruaporcuinasbl/17,20-11assi;

e ne@uIUT 3B-IUIPOKCUCTEPOUAAETUIPOTEHASDI;

e nebuuuT 21-rUAPOKCUIA3DI;

e neduiut 11B-TMAPOKCUIASHI;

e ne@UIUT OKCUIOPEAYKTA3BI.

Hau6onee yacrast popma BIIKH, Bcrpevaromasics 6onee yem B 90% ciyuaes, 06ycroBieHa
nedbunmuTom depmenTa 21-ruapokcuiasbl. BIEBOIO OUepein, BAKH BOIEACTEIE AeduiiiTa
21-TuapoKcuaasel MmoApasaeisieTcsl Ha HEeKIaCcCMUeCcKyl M Kiaccuueckue (BUpPWIbHAs U
coJibTepsitoIiast) GopMal.




1.6 Knuanueckasi KapTHa 3a00/1eBaHMS UIN
COCTOSTHMS (TPYIIIIbI 3a00/I€BaHUI UJIU
COCTOSIHUMN)

Knmunyeckass kaptuHa jaeduumra 21-rMApOKCHIA3bl CKIA/bIBACTCS M3 JIBYX OCHOBHbIX

COCTABISIIONIAx: HAAIIOYEUYHMKOBOM  HEJOCTATOYHOCTM, BO3HMKAIOILEN  BCIeACTBUE
meduMUTa CMHTe3a KOPTMU30/1a M aJIbJOCTEPOHA, M IMIIePaHIpPOre i, BOSHUKAIoIIel 13-3a
130BITOYHO} HPOAYKIMM He3a0JIOKMPOBAHHBIX IOJOBBIX cTepouaoB. [BSaBNCHMOCTIA OF
CTEIIeHM COXPAaHHOCTM AaKTUBHOCTM (epmeHTa 21-TMAPOKCMUIA3hl  BBIAENSIOT —[(Be
KIACCHUECKIE GOPMBIBIKH : conbTepsIONIyI0 ¥ BUPUIbHYIO.

IIpn conbrepstiomeit _¢dopme nMEETCGINIEGUHATIKAKNMIHEPATOKOPTVIKOMAOB TR 1
HOKOKOPTUROMAOB. Ilpyuem geduiiuT TMOCAEIHNX, IIPU OTCYTCTBUM KOMIIEHCAIIUM,
NPUBOMAMT K PasBUTUI0O CMEpPTeIbHO-OIMACHOIO COCTOSIHUSI —

00YC/IOBJIEHHOT'O CHYKEHMEM peabcopOLyy HATPUSI B KaHAIbIAX ITOYEK, CHISKEHEM 00beM
LIUPKYIMPYIOLEi  KPOBM, apTepMaJbHOTO  HaBJIeHMs, pPasBUTUEM  BbIPaKEHHOTO
obespoxkuBanus. Hamubonee TSKeI0 COMbTEPSIONIie KPM3bl MPOTEKAIOT B JETCKOM BO3pacT
C BO3PaCcTOM MX YaCTOTa CHIDKAETCS, OJMHAKO B CTPECCOBBIX CUTYALMSIX, HAIIPUMep, Ipu

)

orepanysx, TpaBMax, MHTePKYPPEHTHBIX 3a00/IeBaHMSIX, OHM MOIYT OCJIOXKHUTb TeUeHMe
3a00/1€eBaHMS U Y B3POC/IbIX.

Ilpu BupmibHOI (opme oTMeuaeTcs [EOABKO AEHUNAT KOPIVSONE, uTo TPy OTCYTCTBUK

JieueHMs IIPOSABJISAETCH MbIILIEYHOM CJ'[8.6OCTbIO, YTOMJIA€MOCTbIO, ITOTEMHEHMEM KOXHBIX
ITOKPOBOB Ha d)OHe CUMMIITOMOB I'IIEpaHOPOTeHUN.

[Ipu Hekjaccuueckoii GopMme 3abo0jeBaHMs BERVIIANIA SKaA00aNA HANMeHTOK SIBJISIOTCS
130BITOYHOE ~ OBOJIOCEHME, HAPYIIEHMs] MEHCTPYaJbHOrO LMKIA, Gecluiofme Win
HEBBIHANIBAHIEOEPEMEHHOCT [1,2,4,6].




2. InarHoCcTMUKa 3a00/1eBaHMUS VIV COCTOSIHUS
IPynnbl 3a00/1€eBaHMi UIV COCTOSTHIA)
MeIUIMHCKYeE IIOKa3aHus U
IIPOTUBOIIOKA3aHMA K IPMMEHEeHMNI0 MeTOI0B
OMarHOCTUKU

Kputepun ycTraHoBJeHMSI AMar€Hosa _ Kjiaaccmyeckux ¢opm  gebunumra 21-

TMAPOKCHIAbI: [MATHO3 [yCTAHABIVBASTCANCNPORIACHNS Ha JOCHOBAHMVINPESYIBIATOB
na60PaATOPHBIX | MICCHEm0BaHMiI: HEOHATaJbHOIO  CKpuHMHTa  (ompemeneHue  17-

'MapoKkCcuUIiporecTepoHa vy HOBOpO)K,Z[EHHbIX), B Iiodienymomem  IIOATBEPXIAEHHOI'O
ITIOBTOPHbBIM J'I360paTOprIM O6CJI€,Z[OBaHI/Ie C oripene/sieHMeM B KPOBM ITOBBIIEHHOI'O YPOBHSAI

17 OHP, mOMOJHUTEIBHO TECTOCTEPOHA, AHAPOCTEHAMOHA, P CoMbTepsiomei hopie
3a00/1eBaHMsT — MOBBIIIEHHbIM YPOBHEM PEHMHA U PEHMHOBOJ aKTMBHOCTH IIa3Mbl KPOBI,
DANepRaiieNi, TUIOHATPUMENMIA; pes3yJbTaTaMM  TI'e€HEeTUYEeCKOro  0OC/IemoBaHMs
(BoIsiBJIeHMe MyTauuii B reHe CYP21A2); nammbiviA . QUSKAIbHOTO  00CHEHOBaH s :

HeIMarHOCTMPOBAHHBIX CIydyasx Kiaaccumueckux Gopm BIKH mauyeHTKM € SKeHCKUM
KapMOTUIIOM MMEIOT MYKCKO (eHOTUII, MPUHUMIIBI Jab0pPaTOPHON M TeHeTUYeCKOoi
IOMarHOCTUKY 3a001eBaHMS Y B3pOCIbIX TaKye Xe, KaKk B IeTCKOM Bo3pacre [1,2,4-15].

VpoBeHb yOeOuUTEeTbHOCTY PeKOMeHAauuii A (YPOBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB
- 2)

Kputepun ycTaHOBJEeHMS _JIMArHo3a HekjJaaccudeckoi dopmbl  nedummura 21-

TMAPOKCWIABI: AMarHo3 YCTaHAB/IMBAETCS [HANMOCHOBAHVNaHaNHECTMECKIXIaHHBIX :
MaLyeHTKY MpefbsB/stioT BRaNoOBINHaNHapyICH/STIMEHCTPYAIBHONONIKa, FPUBBINHOe
HEBbIHANBaREVIINIGECII0 e, MSERITOMHBIAPOCTIBO/OC B aHIPOreH3aBMCUMbIX 30HAX;
IAHHBIX (USHKANBHOTONOOCHEAOBANY - : [JISKEHINH BbIsB/IIIOTCS NPHSHAKANCUPCYIUSMA,
@KHe; 1abopamopHo20 U 2eHemuueckozo oocnedosaruti: npeillerus ypoeisi I7OHP, svissnerue

mymauuti 8 2eHe CYP21A2. ¥V myscuun npuueasHas dudazHocmuka 3abonesaHusi He nposodumcs,
gcedcmeue omeymemeus KauHuveckux nposeieHuli. ICKJIroueHue COCTaBIISIIOT MalyeHThI

¢ 6ecrroguem, TART, onmyxo/nsaMy HAAIIOYEYHUKOB U C Pe3yJIbTaTaMM IeHeTUYEeCKOTo
00C/IeIOBaHMsI, KOTOPbIE€ SIBJISIIOTCSI MPOMEKYTOUHBIMM MEXAY KIACCUUECKMMU U
Heknaccuueckumu ¢penorunamm [17,19, 21,24-31,45,81,82].

VpoBeHb yOeOUTEeTbHOCTY PEKOMeHAAN A (YPOBEHb JOCTOBEPHOCTHU JOKA3aTE/IbCTB
- 2)

Kpurepum ycraHoBjaeHusi auartHosa rumnepronmudeckoii _cdopmsr BJIKH BciencTeue

pAedyuyra 118-ruapokcmiasel: [yarHos yCTaHABIBAETCN CIPOKACHIS Ha OCHOBaH /1
oipEAETEHVSII=0e30KCUKOPInUS0a, EHEMUMECcK02010061ed0saHUs: uccnedosanue mymayuti 6
2eHe CYP11B1. Kak npasuno, npu 3moii popme 3a6oesarus ofipedeisienicsa iosoiiiene 170HP,

no3momy Nno pesyapmamam HeOHAmaabHo20 CKpUHUH2A U hociedyrnuiezo 1abopamopHozo




obcnedosanus nayueHmam YCMaHasausaemcs nepeoHaudnbHo OudzHO3 BUPUILHOL (hopMbi
depuyuma 21 2udpokcunassi, 00HAKO 8 nocjaedyuiem, yyumol8as KAUHUYECKYIO KApMuHy

3abonesarus: GEblGHeHUsNApIIEpUGIbHOUNCUNEPIENSIY Y nayueHmos, HUSKOMIYPOGHENKaI U
AKTUGHOCHUN PERUHATUIASMBINARID 6He npuema muHepanokopmukouoHsiii npenapamos (MK)

unu nepedo3uposku aarkokopmukoudHsimu (I'K), npogodumcs 6onee yenybieHHoe 00ciedo8aHue
C onpedeyieHUeM BbIUEYKA3AHHBIX 1AO0PAMOPHLIX Napamempos u ycmavasaueaemcs: ouazHo3
eunepmonuueckoti popmot BJIKH [1,4,6].

VpoBeHb yOeaUTeIbHOCTU pekoMeHaanuii C (YpOBeHb TOCTOBEPHOCTH TOKa3aTe/IbCTB
- 4)



2.1 J)Kay1o0b1 M aHAMHeE3

JKano6bl mainyeHTOB oIpenensioTcs ¢opmoir 3aboneBaHusl (BUpuaJbHasl, COJbTEPSIONIas,
Hekjaccuyeckas) [1,2,4,6].

JKao6bI MalnyeHTOB OMpPeAeIsIoTCSl KIMHUYECKOM KapTuHOM gedummrta 21-ruapoKCcuiIassl
(cm 11 1.5).



2.2 ®DusukKajabHOeE 00c/IiefoBaHue

e Ddu3ukaabHOE 00CIemOBaHME IMAlMEHTOB PEKOMEHA0BAHO IPOBOAMUTH IO CTaHIAPTHBIM
NPUHIIIIAM TIpOIeAeBTUKM. HeobXogMMo MpOBeCTM OIEHKY aHTPOIIOMETPUUECKUX
rapaMeTpoB, CTENeHM THUPCYTM3Ma Y >KEHIIVH, OIIeHUTb Hajauuue  KIMHUYECKUX
MIPM3HAKOB HAJIIOYEYHMKOBOM HEOCTaTOUHOCTH [1,2,4,6].

VYpoBeHb yoenuTenpbHOCTH pekoMeHaanuii C (YpOBeHb IOCTOBEPHOCTH TOKA3aTeNIbCTB — 5)

KommenTapum: [IpusHaku 2unepaHopozeHuu Yy MeHUjUH _C__Knaccuueckumu Gopmamu
depuyuma 21-2udpokcunasvl 00bIUHO SIPKO BbIPAXEHbI U NpU OMCymcmeuu JieueHusl
NposI8SIOMCs UpUIU3AUUEl HAPYHCHBIX NOJI0BbIX OP2AHO8, AMEHOpEEl, 8blpaXdceHHOL anoneyueti
u 2upcymusmom. B HeduaznHocmuposaHHwix ciyuasx BJIKH nauueHmku ¢ #eHCKUM Kapuomunom
uMerm Myxckoli eHomun. Y MyxmuuH NpusHaku HAONOUEUHUKOBOL 2unepaHopozeHuu
NposI8ASIOMCS 8 MEHbUEL cmeneHu, uem 8 0emckom 803pacme, K HUM MOMCHO OMHeCmu akHe u
becnnodue.

Hepedxko y nayueHmos ommeuaemcsi HU3KULL KOHEUHbLll pocm, 4mo Moxcem s611mbcs
cnedcmauem Kak HedocmamouHozo (u3-3a u3dsimka aHopozeHos), mak u u3bvlmouHo2o (U3-3a
U306bIMKa 271KOKOPMUKOUA08) JietueHus 8 demcmae.

Heknaccuueckass ¢Gopma BIKH He conpogoxcdaemcsi Npu3Hakamu HAONOUeuHUKOBOl
nedocmamounocmu U nposensemcsi 0080JbHO N030HO — O00bIUHO hnoCNe nybepmamHozo
gospacma. Y MyxuuH smo 3abo/ieéaHue npakmuuecku Hukoz0a He dudazHOCmMupyemcs u He
mpebyem JieueHus 8 853U C 0MCYymMcmeuem xapakmepHsvlx NPU3HAK08. Y HeHUWUH omMeuarmcs
NPU3HAKU YMepeHHOU eunepaHopozeHUuU: axkHe, 2UpCymusm, aioneyus; 4acmo Habaodaemcs

HapyuieHue MeHcmpyajibH0o20 uukJjd, becniodue U HedbIHAWUBAHUE 6€p€M€HHOCmu.

YV nayuenmos c depuyumom 11p-2udpokcunasel, Kak u npu upuibHoll popme 21-2udpoxcunassl,
pa3susarnmcs KJAUHUYeCKUe Npu3Haku, c8s3aHHvle ¢ Odelicmeuem u30bimka aHOPO2EHO8 U
depuyuma kopmusona. IToosmomy 6 demckom 803pacme Hepeoko nauueHmam ouwuboUHo
ycmanasaueaemcs oduazvo3 deuyuma 21-z2udpokcunassi, mem 6osee umo yposeHv 17-OH-
npozecmepoua (170HP) y Hux 00bIUHO NO8blUieH, KAK U hpu 8UpuivHoli popme. 3anodo3pumep
2UNepMoOHUUECKYH) (OpMY MOMCHO 8 Cyuasix noevllleHus dapmepuaibHo20 0asjieHus y
NayueHmos8 Ha 21IKOKOPMUKOUOHOTU mepanuu 8 0mcymcmeue Nnpu3Hakos nepedo3uposKu
mepanuu. AI, komopas ecmpeuaemcs y 2/3 nauuenmos ¢ depuyumom 115-2udpokcuna3sol,
HauuHaem nposi8simsCsl 8 PA3HOM 803pacme, uauie 8 demcmaee, Moxem HOCUMb Kak yMepeHHblii,
MAaxk u 8vlpaxeHHvlli Xapakmep ¢ passumuem OCJIOXCHEHULL: 2unepmpoust 1e8020 3e1yo0ouKda,
pemuHonamusi, MakposacKyispHole 0cioxcHeHus [1,2,4,6].




2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/Ied0OBaAHUS

IunarHocTuka Kiaaccuueckux popm gedpunura 21-ruapoKcuiaasbl

e B KauecTBe OCHOBHOTO MeTOHA BbIABIEHMSI Kiaccuueckux Gopm pedunura 21-
TMAPOKNUCIA3bl PEKOMEHIYeTCsl IMPOBOAUTH BCEM HOBOPOXKIEHHBIM HeOHATaIbHbIA
CKPUMHMHT C ucciienoBanyuem ypoHs 170HP B kpoBu [5,7-15].

VpOBEHb YGE,Z[MTEJIBHOCTM I)EKOMEH,Z[aHMﬁ A (YpOBEHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 2)

KommenTapumu: bnazodapss momy, umo BJIIKH sensemcsi 2eHemuueckum, NOMeEHUUaIbHO
JIleManvHbiM U UMeWuM Yemkutli duazHocmuueckuti mapkep 3a0osesaHuem, ONMUMANbHbIM
memodom ewviseneHusi BJIKH 60 ecem mupe 6 Hacmosuwee epemsi cuumaemcs nposedeHue
HeoHamanvHo2o ckpuHuHea. C cepedunst 2006 2. oH Ovln 8HedpeH u 8 Poccuu, umo no3eosisiem
nocmasums OudzHO3 U Hauame JjeueHue ewle 8 paHHem demckom eo3pacme. IToamomy
OUazHOCMUKa KJaaccu4eckux (opm 80 83pociom 8o3pacme 00bIuHO yxce He mpedyemcs. OOHaKo
uHozoa 3abonesaHue He duazHOCMupyemcsi 808pems, U ycmadoseHue duazHo3a mpebdyemcs 8
cmapwem 6o3pacme. OObluHO 2ma cumyayus 603HUKaem Yy 83pOCiblx Npu CcoYemauuu
Hecoomeemcmaeus NAcnopmHoz20 U 2eHemu4eckozo nojaa uiu npu OnIumevbHo cyuiecmsyrwujeti
msaxcenotl eupunusayuu [5,7,8,9,10,11,12,13,14,15].

e PekoMeH[yeTCs MUCII0/Ib30BaTh MCCIeN0BaHMe YPOBHS 17-TUAPOKCUIIPOrecCTeEpOHa B KPOBU
B paHHMEe YTPEeHHME Yachl KaK IMIaBHOrO AMarHocruyeckoro mapkepa BJIKH B Tex ciyuasx,
KOI[la IMarHo3 paHee He ObLI YCTAaHOBJIEH B XOIe HeOHaTaJbHOTO CKpuHMHra [16-19,21-
28].

VYpoBeHb yOeauTeIbHOCTY peKoMeHAanui A (YpoOBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 2)

KommenTapumn: JuazHocmuka deuyuma 21-2udpoKcundassl 0CHOBAHA Ha onpedesieHul yposHs
I70HP - npeduiecmeeHHUKd KOpPMu30ad, Haxo0sauiezocs  HenocpedcmeeHHo  Haod

(pepmenmamueHsim 6a0koM. IIpu knaccuueckux popmax e20 ypoeeHs 00bIUHO 3HAUUMENTbHO
npessluieH — 6onee 300 umonw/n unu 6onee 100 ne/mn. Kpome mozo, ommeuaemcs 3Hadume bHoe
noesluleHue yposHeli mecmocmepoHa, aHOpOCMeHOUOHA U Opyaux npedulecmeeHHUKO8 NOJI08blxX
cmepoudos. Ilpu maxux noxazamessix OUA2HO3 He Bbl3bl8AEM COMHEHUL, 00NOJIHUMENIbHO20
noodmeepxcdertus He mpebyemcs. IIpednoumumensHslii 1a60pamMopHsili Memod onpeodeseHust
20PMOHAJIBHBIX noKazameneli — #UOKOCMHAss maHdemMHas macchekmpomempus, memood MDA
daem Oobluee uucno JIOHCHO-NONIOHCUMENIbHBIX pe3ynbsmamos
[16,17,18,19,21,22,23,24,25,26,27,28].

JIunarHocTuka Hekjaaccuueckoi ¢opmsl 21-ruaporcuiasbl

e JlnarHoctuky HBJIKH pekomeHayeTCs MPOBOAUTS Y JKEHIVH C IIPU3HAKaM¥ TUPCYyTU3Ma,
ajiorenun, aKHe, HapyIIeHUSIMM MEHCTPyaJIbHOTO IIMKiaa, OecIuiogueM  U/WiIn



MIPMBBIYHBIM HEBbIHAIIMBaHKEeM 6epeMeHHOCTH [16-19,21,29-31].

VYpoBeHb yOeauTeTIbHOCTU PEKOMEHIAINii A (YPOBEHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 3)

KommenTapum: /JuazHocmuka Hexkaaccuueckoli ¢opmer BIKH saensemcs 6onee uacmoii
3adaueli U pymuHHO 8cmpeuaemcst 8 Npakmuke IH0OKPUHO10208 U AKYUIEPOB-2UHEKOJI0208, MAK
KaK Nno KJAUHUYECKUM NPOSIBJIEHUSIM 3MO 3a00/1e8AHUE CXOMHE C CUHOPOMOM NOJUKUCMO3HbBIX
AUYHUKO8. HImeHHO ¢ smum 3abosiesaHuem u nposooumcs uauje 8cezo JudepeHyuanvHas
JduazHocmuka HB/IKH.[16,17,18,19,21,29,30,31]

e JIng nuarHoctuky HBIKH pexkomeHpayeTcst wuccienoBatb ypoBeHb 170HP B KpoBu y
JKeHIIMH B paHHI0I0 QOoIUKYIIpHYIO a3y B yTpeHHMe yachl [16-19,21,29-31].

VpoBeHb yOeaAUTEeIbHOCTH PEKOMeHJaluii A (YpPOBEeHb OCTOBEPHOCTH OKA3aTe/IbCTB
— 2)

KoMmmenTapumn: /Ins duazHocmuku Hekaaccuueckoti popmot 3abop kposu Ha 17OHP nposodsm
PAaHo ympom 8 (PoNNUKYASIPHY (a3y uuxaa (He no3oHee 5-7 OHs), npu ameHopee — 8 000l
OeHb, cmpoz20 eHe OepemenHocmu. [HopMmoii cuumaiomcs noxkaszamenu meHee 6 HMOJb/A uiu
MeHee 2 He/mn, Huxce 3mux yposHeli HB/IKH npakmuuecku He 8cmpeuaemcs. Cnedyem noMHUMD®,
umo pegpepeHcHole 3HAUEHUS, KOMOpble NPUusoosmcs pasnudHslMu a1adopamopusmu, 00bIYHO
omauuawmcs u mo2ym O0blmb 3HAYUMENBLHO HUMCE YKA3AHHBIX «OMPE3HbIX mouek» 0
duazHocmuku Hexknaccuueckoti B/IKH. B ciyuae 3HaueHuti 6azanstozo 170HP 6onee 30 HmoMb/1
unu 10 He/mn, duazro3 BIKH cuumaemcsi no0meepm0eHHbIM, U 0ONOJIHUMENbHOU OUuazHOCMUKU
He mpebyemcs.

Ilpu noepanuuHelx 3HaueHusx 170OHP (6-30 umons/n unu 2-10 He/MI — mak HA3vleaemas «cepas
30HA»), BbISIGJIEHHbIX MUHUMYM Npu 08YKpPAMHOM onpedeieHuu, 8 Mupe peKomeHoyemcs
npoeodums AonoJaHUMENbHBLU cmumyaupyrouwuti mecm ¢ npenapamamu u3 ATX-epynnallAKTL
(HO1AAQ2), umo sensemcs 30710muiM cmaHoapmom oOuazHocmuku B/IKH 6 Mmupe.
[16,17,18,19,21,29,30,31].

e [Ipu comHUTENbHBIX pe3yibTaTax ornpenenenus 170HP, a Takke B 1e/isIX TeHETUYECKOTO

KOHCYJ/IbTMPOBAaHMS OaJiee peKOMEHAYETCA IMMPOBOAMTD T'€HETMYECKOE MCCIea0BaHMe I'eHa
CYP21A2 [1-4,32-40, 177].

Anzopumm duazvHocmuku Heknaccuueckoti B/IKH e P® npedcmasnieH 8 mab. 3

Tabnuua 3. Anzopumm duazvHocmuxu HBJIKH e P® scnedcmasue dedpuuuma 21-2udpokcuiasol

BasanbHbiii ypoBeHb 170HP

< 6 HMONb/N 6-30 HMONb/N > 30 HMONb/N
(< 2 Hr/mn) (2-10 Hr/mn) (> 10 Hr/mn)
Oedununt 21- PekomeHpayeTcs reHeTuyeckoe OedunumTt 21-

rmapokcusassbl unccnepgosaHue reHa CYP21A2 rmgpokcusnasbl
UCKJIl04YaeTcs




VpOBEHb YGQI[MTGJIIJHOCTM peKomeH,uaqu/i B (YpOBeHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 2)

Kommenmapuu: B criyuasix, kozda npogedeHue cmumyaupyouiezo mecma ¢ mempako3akmudom
HEeB03MOXHO, JNUOO 8 UeNsix 2eHemuueckoz0 KOHCYJbMupo8aHus Npo8ooumcs 2eHemuueckoe
uccnedosaHue Ha Haauuue NAmMo2eHHblX 8apuaHmos 8 2eHe 21-z2udpokcunasst — CYP21A2. IIpu
uHmepnpemayuu NoOay4eHHslX pe3yabmamos HeoOX00uUMO yuumsl8ams HECKOJIbKO (akmopos.
Bo-nepeuix, Hekomopsle nabopamopuu 8 P® nposodsm duazHocmuky jauwivy 2-3 Haubosee
MSXCENbIX NAMOZEHHBIX B8APUAHMA, XApaKmepHwviX 011 Kaaccuueckux gopm 21-2udpokcunasol.
IToamomy neped HanpasejeHuem Ha ucciedosaHue HeoOX00UMO YMOUHSIMb, NPOBOOUMCS JiU
uccnedosaHue nNamo2eHHvIX 8apuaHmos, cneyuguuHslx 011 HeKaaccuueckot ¢opmsl (cm. mao..
1). Cnedyem nposodums aHANU3 MAKCUMATIBHO B03MOMCHBIX O0J11 Kaxcooli Jsabopamopuu
namozemHwvix 8apuaHmos 8 czeHe CYP21A2 npu niwboti ¢opme 3abonesamus. Tak, npu
Heknaccuueckux opmax B/IKH 603moxcHa udeHmugukayus KAk NamozeHHsvlX 8apuaHmos,
npueoodAwuUX K He3HauumenpHol nomepu (yHkyuu O6eaka, maxk u 8apuaHmos, 0meemcmeeHHbsLx
3a NoJHyl uHakmueauyuio 6enxka. OmmeueHo, Umo npu Haauuuu y nayueHma ¢ H® o00Ho20
«MSAHCEN020» U 00HO020 <«J1€2KO20» NAMO2EHHO020 8apuaHma Habawdaemcs 007ee B8bICOKAS
cmeneHv» 2upcymusma u YyeenuueHHble 3HaueHusi 17-zudpokcunpozecmepoHmda, uem npu
udeHmuukauuu 08yx «nézkux» sapuaHmos. OcobeHHocmu cmpoeHus 2eHa CYP21A2, a umeHHO
Haauuue 8 HenocpedcmaeHHotU 6u3ocmu ncesdozeHa CYP21A1, npugodsm K momy, 4mo 0KO0JIO
90% mymaHmuuix aaneneli S610Mcs caedcmeuem pekoMOuHayuu mexcdy 3mumu 2eHamu u
Hecym 8 cebe 00UH UJIU HECKOJIbKO Uacmblx NAMo2eHHbIX 8apuarmos. C 00HOLll CMOopoHbl, HATUYUE
yacmelx Mymayuti yckopsiem u yoewesjisiem zeHemuueckyto duazHocmuky. C dpyzoii cmopoHal,
CJI0JCHble PEeKOMOUHAUUU Mexdy 2eHamu npueodsim K momy, Umo HA 0OHOM aJliele MOXem
OblMb HECKOJILKO NAMOZEHHBIX 8APUAHINO0S, U ONPEedenUmyb, HAX00SIMCS U OHU 8 PA3HbIX AJLIENSX
unu 8 npedenax 00HO20, HEBO3MOMCHO 0Oe3 z2eHOMuUnuposaHusi podumeneti. ITomumo 3moeo,
cyulecmeyem 6eposiImHOCMb  HAIUYUs 'y NayueHma HO8blX HeONUCAHHbIX Mymayut uau
2emepo3uzomHuplli Hocumesb <«Haubojsee 4acmoti Mymayuu» Moxem umems He ONUCAHHDbLL
namozeHHslli 8apuarm 8 dpyzom asnnene. I'enemuueckas duazHocmuxka npu BIKH sensemcs
BAXYCHBIM IMANOM 8 Npoyecce NOCMAHOB8KU OudazHO3a U npu NaaHuposaHuu bOepemeHHoCcmu 8
cembsx, umewujux peOéHka, 00nvHo20 B/IKH unu 6 cembsX, BKINUANWUX 2emepo- Ulu
20MO03U20MHbIX HOCUMeell namozeHHslx eapuarmos 6 2eHe CYP21A2. Ho, saxcHo ommemumeo,
Umo HeswlsiB/IeHUe Mymayuti 8 OAHHOM 2eHe He CIY¥Um npuduHoli onsa cHamus duazqo3a BIIKH
[1,2,4,5,32,33,34,35,36,37,38,39 ,40].

Ouarnocruka gedpumnura 11p-ruaporcmuiaasbl

e V mauueHTOB € HeTulnMuHbiM TeueHuem BIKH wnu passutuem AI' pekomeHOyeTCs
MpoBOAUTh AuarHoctuky I'd BIKH myTem KOMIIJIEKCHOTO OIpeeneHue KOHIeHTpaLun
CTEPOMAHBIX FTOPMOHOB METOAOM TaHAEMHOM MacCC-CIIeKTPOMeTpuUM C| UCCIenoBaHreM
ypoBHS 11-ge30kcukopTr3oiaa B Kposu [1,4,6,178].

VpOBEHB YGe,I[I/ITeJIbHOCTI/I peKOMeH,Z[auMﬁ C (ypOBeHb JOCTOBEPHOCTU NOKa3aTe/IbCTB
- 4)



Kommentapum: OcHO8HbIM mapkepom duazHocmuxku I'® B/IKH sensemcs onpedenerue 11-
0e30Kcukopmu3ona — OCHOBHO020 npedulecmeeHHUKd Kopmusond, Haxoosaujezocs Hao
— —\
(pepMmeHmamueHsim 6J10KOM, KOMOPbILl NPU KJAACCUUECKOM 8apuaHme 3a00J1e8aHust npesoiiiaem

Hopmy 6Gosiee uem 8 5-10 pa3. O0HAKO 8 pyMuUHHOL Npakmuke 3mo 803MOMHO COenams mMoJibKo 8

x00e nposedeHust MyJlbmucmepouoHozo auanusa. IToamomy npu nodospeHuu Ha I'® BJ/IKH,
Hanpumep, nNpu HU3KOM YpO8He Kalus U akmueHocmu peHuHa niaasmel (APII) eHe npuema
MuHepanokopmukoudHsiii npenapamos (MK) unu nepedo3uposku 2ntokokopmuxoudHsimu (I'K),
npu noesluleHUU apmepuanvHo20 0aeeHus y NayueHmos C paHee Bbls871eHHOU BUPULbHOLI
(opmolii 3abonesanus, a makxice npu omcymcmeuu MunuYHsIX NAMO2EeHHbIX 8APUAHIO8 8 2eHE
CYP21-2udpoxcuna3ssl, nayueHma Heob6xo0umo Hanpasums 8 Cneyuaiu3uposaHHole YeHmpol 0N
ymouHeHusi duazHo3a u nodbopa mepanuu.

Hccnedosarue mymayuii 8 2eve CYP11B1 nposodumcsi kpaiie pedko, noamomy 6 Poccuu
2eHemuueckylo OUazHOCMUKY MOMXCHO NPO8ecmu MmMoJIbKO C NOMOUWbI0 CeK8EHUPO8aHUsl 2eHd. B
Hekomopslx cmpaHax (Hanp. 6 H3paune) uccnedosaHue 00HO20 U3 Haubosee uUacmolx
namozeHHslx sapuarmos - His R448H - npumeHsemcst 6 pymuHHOU npakmuke.

B numepamype onucaHsl cayuau Hexkaaccuueckoii gopmosl deuuuma 11B-2udpoxcunassl. B
KJAUHUYeCKOl  KapmuHe  OOMUHUPYHOM  NPU3HAKU  2unepamopozeHuu U  HapyuleHus
MEHCMPYAibH020 YUKAA Y HeHUWUH, npu amom Al npu amoti ¢popme 3abonesanust Hem, 1UbO OHA
Hocum He3HauumenwvHslll xapakmep. JuazHocmuposams Hekaaccuueckyrw ¢Gopmy 114-
2UOPOKCUNA3bI MOMCHO HA OCHOB8AHUU nossluleHus 11-0e3o0kcukopmu3ona npu nposedeHuu
maHdemHoll macc-cnekmpomempuu. [1,4,6]



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCcCIeJOBaHUS

e C menbro OuarHoCcTuku ocnokHeHuin BIKH u nautenbHOM 3amectuTte/ibHOM Tepanumu ['KC
y TalMEeHTOB pPEKOMEHAYeTCs MCII0Nb30BaTh TaKuMe MeTOObl MHCTPYMEHTAJIbHOM
IVMArHOCTUKM, KaK: PEHTreHOAEeHCUTOMETPUS BCeM IMallMeHTaM BHe 3aBUCUMOCTU OT
crerieHn KoMmmneHcauuy, Y3U/MCKT wan MPT HaAIIOYeYHMKOB TIIpM  3IIM30[aX
IJIUTENbHOM KoMIleHcanuy, Y3 opraHoB MOIIOHKM BCeM My>kKuuMHaMm, Y3W mMajioro Tasa
BCeM XeHIMHaMm (rmpu nogo3peHuun Ha OAPT — gonomHuTeNnbHO mpoBeaene MPT masioro
Tasa [1,4].

VpoBeHb yoeauTeabHOCTU pekoMeHAanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
- 5)

KomenTapumn: HHcmpymeHmaivHass ouazHocmuka Yy 83pocivix nauyueHmos ¢ B/IKH
HanpasjieHa Ha 8blsiJleHUe 8MOPUUHBIX 00PA308aHULE 8 HAONOUEUHUKAX, 0COOEHHO NPU INU300aX
onumenvHoti dekomnercayuu 8 aHamuese (Y3U, KT HaonoueuHuxos). Heobxodumwlii aman —
OYEHKA COCMOSIHUSL penpo0yKMuUBHOU cucmembl, UCNONb3YeMble CKPUHUH208ble Memoduku — Y3U
0p2aHo8 Man020 masa y HeHujuH, Op2aHo8 MOUWIOHKU Y my#cuuH. IIpu nepsuuHom obpauieHuu
nayueHma nposooumcsi UHCMPYMEHMAIbHAS OUEHKA COCMOSIHUS MUHEepaibHOl NaomHocmu
KOCMHOLU mKaHu (npogedeHue peHmzeHodeHCUmomempuu MUHUMYM 2 0maoeno8 — NosSiCHU4HO20
omadena N0O380HOUHUKA U NPOKCUMANbHO20 omdena 6edpeHHoli kocmu). Bonee nodpobHo 00
uHcmpymenmanvHoti duazHocmuxke npu B/IKH u3noweno 8 pasdene <«/lucnavcepHoe
HaOnwoeHue» [1,4,41-63].



2.5 IHbIe nuarHocTuvYecKkyue uccjiaesoBaHus

OTCYTCTBYIOT.



3. JleueHHue, BK/II0Uasi MeAVKaAMEHTO3HYIO U
HeMeaUKAaMEeHTO3HYIO Tepanmnu,
oyieToTepanmnio, 00e300/1MBaHue, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKa3aHMA K
IIPUMMEHEeHNIO MEeTOAOB JIeUeH S

3.1 KoHcepBaTUBHOE jIeUeHE

JleueHMe MaINMEHTOB ¢ Kiaaccuueckumu popmamu nedunyra 21-ruapokcmiaspl

e PekoMeH/IOBAaHO JIEUUTb B3POC/IbIX IAlIMEHTOB C Kiaccuueckumyu dopmamu BIKH
TUAPOKOPTMU30HOM WM AJIUTENbHO AeiicTByomymu ['K [1-6,64-75].

VpOBEHb YGEJIMTEJII)HOCTM DEKOMEH,Z[aHMﬁ C (YpOBeHb JOCTOBEPHOCTHU NJOKa3aTe/IbCTB
- 5)

KommenTapum: JleueHue kaaccuueckux ¢popm BIAKH ceodumcs K NOHCUSHEHHOMY NPpUMeEHeHUo
2JIKOKOPMUKOUO08 U MuHepaiokopmukoudos (npu conemepsiouleli ¢Gopme). OcHoBHas
cnoxcHocme seuedus B/IKH 3axknwouaemcss 8 mom, umo 8 HAcmosiee 8pems He pa3pabomarsl
npenapamel, NOJHOCMbI0 UMUMUpPYOUWUe COOCMBEHHYI0 CEKpeyurd Kopmu3oaa u cnocobHovle 8
gusuonozuueckux 003ax NOJAHOCMBI0 NO00ABUMb U30bIMOUHBILI CUHME3 HAONOUEUHUKOBHIX
amdpozeHo8, N0IMoMy eedeHue nayueHmos ceo0umcs K 6an1aHcuposanuro mexcdy npusHakamu
2UNepKoOpMUYU3MAa U 2unepaHopozeHull.

B omauuue om 0demckozo 8o3pacma, Kozda pekomeHOyemcsi eecmu NayueHmos moJjbko Ha
2JIDKOKOPMUKOUOHBIX Npenapamax Kopomkozo deticmeusl, y 83p0oC/blX NAUUEHMO08 B03MOMNCHO
UCNONb308aHUE KAK Nnpenapamos KOpomikozo (2udpoKopmu3oH™*), mak u O0numenbHozo
deticmsusi (npedHU30/10H** dexcamemasoH™*, memunnpeoHU30s0H**). Dmo 8 psde cnyuaes
npugodum K YyJAyuuleHun KomnjideHmHocmu nauyuedmos. Haubonee uacmo ucnosib3yemcs
cnedyowias cxema nepesoda ¢ 00H020 2/IOKOKOPMUKOUOH020 npenapama Ha oOpyzoii: 20 me
2udpoKopmu3oHa™* = 5 mz npedHu3onoHa™* = 4 mez memunnpedHusonona™** = 0,375-0,5 me
dekcamemasoHa ™",

Bpemsi Ha3HaueHus 2/10KOKOpMUKoudHslx npenapamo8 npu B/IKH ocmaemca 8 mupe
JuckymupyemviM 80npocom. Ecmv cmopOHHUKU Ha3HauyeHusi 0onvuiux 0o3 ympom, KOmopole
cuumarom makoii pexcum 0Oonee (PuU3UOIO2UUHBIM, MAK KAK OH Jydlle umumupyem
UUpKaduaHHslli pumm 8sipabomku Kopmu3sonda. /Ipyzue xce ommeuarom docmuiceHue Jyuuieti
KoMneHcayuu npu npumeHeHuu 6oavwux do3 HA HOUb 3a cuem nodasjieHuUsl HOUHO20 8blOpoca
AKTI. B Poccuu uauie npumeHsiemcsi 8Mmopoii sapuaHm, 00HAKO CMpo2ux pexomeHOoauuti no
OaHHOMY 80NPOCY HeM, U pewleHue Moxem ocmamacs 3a Jeuawum epavom [1-6,64-75].

e [[pu  combrepsiiomieii  gopme  medunmra  21-rUApoKCUIasbl  peKOMEHIYeTCs
nomnonHuTenbHO K ['K mpumensitb MK (ayapokoptuson™*) [1-6,64-75].



VpOBEHb YGe,Z[MTeJIbHOCTM peKOMeH,Z[aHMﬁ C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5)

KommeHTapum: /[[na KomheHcayuu MUHEPAIOKOPMUKOUOHOU (YHKYUU UChOb3yemcs
¢yopokopmu3oH. CpedHue 003UpOBKU U CXeMbl NpUMEHeHUs npenapamos O0Js JieUeHusl
knaccuueckux popm BIIKH npedcmasnetst 8 maobn. 4.[1-6,64-75]

Tabnuya 4. Ilpenapamol 2110KO- U MUHEPAIOKOPMUKOUAO8, UCNOIb3yeMble 8 JieUeHUU
kaaccuueckux ¢popm B/IKH y e3pocivix, ** -npenapamet, 8xodawue 8 chucox JKHBJITT

MmapokopTusoH**, ATX kog HO2AB09 15-25 wMr/cyt (MakcumanbHO go 40 wMr/cyT) pasgenntb Ha 2-3
npueMa

MpeaHnsonon**, ATX kog HO2AB0O6 5-7,5 mr/cyT (MakcuManbHo Ao 10 Mr/cyT) Ha 2 npuema

OekcameTtasoH**, ATX koa: HO2AB02 0,25-0,5 mr/cyT (MakcuManbHO A0 1 Mr/CyT) Ha HO4Yb

MeTtunnpegHusonon**, ATX koa: HO2AB04 4-6 Mr/CyT Ha HOYb UK B 2 NpueMa

dnyapokopTnson**, ATX koa: HO2AA02 50-200 mkr/cyT

e PekomeHn0BaHO yBenudeHue no3bl ['K man nepexon Ha napeHTepanbHoe BBefeHue ['K B
OCTPBIX CUTyaLMSX, TakKux Kak ¢ebpuibHasg Temiepartypa (>38,5°C), racTpoSHTEPUT C
IoeruapaTaiieit, onepauyu rnog obiei aHecTe3uelt M MacCUBHbIe TpaBMbI [1-6,76-80].

VpoBeHb yoenuTeabHOCTU pekoMmeHaanuii C (YpOBEHb JOCTOBEPHOCTH JIOKa3aTe/IbCTB
- 5)

KommeHTapumu: Y nayueHmos c knaccuueckumu gopmamu BIIKH 8 opzaHu3sme He npoucxooum
adekeamHoii evipabomku Kopmu3ona 68 omeem Ha (pu3uuecKuii cmpecc, Hanpumep, npu
3a00/1e8aHUSIX,  CONPOBOHCOAIOUWIUXCS  BbICOKOL ~ memnepamypoli, z2acmpo3Hmepume ¢
dezudpamayueti, onepayusix u mpaemax. MmenHo nosmomy ecem nayueHmam ¢ B/IKH
pekomeHdyemcs Hocumes npu cebe udeHmMupukauuoHHvle O0OKYMeHmsl UU Opaciemsit,
yKaswvlearwujue, 4mo y HUX umeemcst davHoe 3abosnesaxue, U 8 ciyuae ypeeHmHslx cumyayuti um
Heobxo0umo HezameonumesbHoe 8eedeHue 2udpokopmu3oHa. Tak kak 3abosnesaHue A8715emcs
peodKum u He 3HAKOMO MHO2UM CNEUUuaIucmam nepeuuHozo 38eHd, NPedjloMEHO YKA3bl8aAMb Y
Makux nauueHmos Haauuue XpPOHUUECKOU HAaOnoueuHukosoli HedocmamoyHoCmu, 4mo
obniezuaem npuHsimue peweHusl 8 OAHHbIX CUMYAYUsX.

B cayuae uHmepkyppeHmusix 3ab0/1€e8aHuli, npu KOMOpbIX COXPAHEHA B03MOMCHOCMb
npodosxiceHus nepopanbHozo npuema I'K, Heob6xo0umo yseauueHue 003vl 21l0KOKOPMuUKoudos 8 2-
3 pasa. Ilpu HeappekmusHocmu 6600umcsi 2u0pPOKOPMuU30H (2u0pOKOPMU3OH CYKYUHAmM
Hampus) 50-100 m2 8HympumbluieuHo, danee npu Heob6xo0UMOCmMuU 88edeHlUe N08MOpPsiemcst no
50 m2 xkaxcovie 4-6 uacos. B ciyuae omcymcmeus yayuuleHust camouyscmeus 8 meueHue 24-48
Uacos pekKoMeHoyemcs 20CnUMaiudauus 6 cmayuoHap, 20e NPO8oOUMCS 8HYMPUBEHHASI UHPY3us
2udpoKopmu30Ha Ha ¢oxe pezudpamayuoHHoti mepanuu. IIpu npumeHeHUU nNapeHmMepaabHoO20
2udpokopmu3oHa, 003a (Gayopokopmu3oHa He MeHsiemcs, Jaubo Odaxe MK ommeHsomcs
nonHocmel. Kak monvko cocmosiHue nayueHma cmaoduausupyemcs, caedyem nocmeneHHo
8epHymMbCs K 00bluHbIM do03am npenapamos[1-6,76-80|.



e [Ipy sMOLMOHAJIBHOM ¥ HEPBHOM HAIIPSDKEHUM, TIPM JIETKUX BUPYCHBIX 3a00/I€BaHMSIX U
npencTosiei Guandyeckoil Harpy3ke yBennmumBaTth no3y 'K He pekomeHayeTcs [1-6, 76-
80].

VpOBEHb YGE,HMTEJIBHOCTM I)EKOMEH,HaI.IMﬁ C (YpOBEHb JOCTOBEPHOCTU JOKA3aTE/IbCTB
- 5)

KommenTapun: [Ipu ¢usuueckux Hazpy3kax u ncuxosozuueckom cmpecce Heobxodumocmu 6
ysenuueHuu 0o3st I'K Hem [1-6, 76-80)].

JleueHMe MaIMEHTOB ¢ HeKaccuueckumu hopmamu nedunura 21-ruapokcmiasbl

e

e Jleuenme mnauyeHTOoK ¢ HBJKH ¢ ‘momomipio T'K pekoMeHOOBAaHO IIPOBOAMUTDL MpPU
BBISIBJIEHMM  BBIpaK€HHOJ TUIlepaHApOreHuu, OecIyionusi WM HeBbIHAIIMBAHUS
6epemenHocTu [17,75,81-89].

VYpoBeHb yoenuTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 5)

KomMmMeHTapum: YV MEHWUH C 8bIpAMEHHBIMU CUMNMOMAMU 2UNEPAHOPO2EHUU B03MOMCHO
HasHaueHue I'K (mabn. 5). ITomumo 3mozo mepanur) MOXCHO NPo8odums KOMOUHUPOBAHHO C
2UPMOHAIbHBIMU KOHMpayenmusamu 0151 cucmemHoz20 npumererus (ATX xkod GO3A) u/unu
anmuanopozeHamu (ATX kod GO3H), a makce peKoMeHO08amb HEeHWUHAM pa3iuuHbsle Memoosl
anunayuu [17,75,81,82,83,84,85,86].

Tabnuua 5. [Ipenapamut I'K, ucnonv3yemole 8 neueHuu Hekaaccuueckoti popmot BIKH

MmapokopTuson**, ATX kog HO2AB0O9 10-15 Mr Ha 2-3 npuemMa B AeHb
MpeaHunsonon**, ATX koa HO2ABO6 2,5-7,5 Mr Ha 1-2 npuema
[JekcameTasoH** (Tonbko BHE 6epemMeHHOCTH), ATX 0,25-0,5 Mr Ha HoYb

koa: HO2AB02

MeTtunnpegHusonon**, ATX koa: HO2AB04 2-6 Mr Ha HOo4b

Hecmompsa Ha mo, umo y 68% xweHwuH ¢ Hekaaccuueckou B/IKH camonpou3goivHole
OepeMeHHOCMU MO2ym Hacmynume u 0e3 NnpuMeHeHus 27I0KOKOPMuUKoudos, CNOHMAHHbLE
8bIKUOBILUU HA PAHHUX CPOKAX NPU OMCYMCMeuu JieueHus: cmpeuaromcst 0ocmamouHo 4acmo.
ITosmomy paccmampusams gonpoc o I'K mepanuu Heobxodumo, npexcde 8cez0, Ha dmane
NJaHUposaHus. 0OepemMeHHOCMU, 0COOEHHO Y MEeHWUH ¢ Oecnioduem uiu NPuBbiYHbIM
HegbiHaWUBaHUem b6epemeHHocmu. Heobxodumo ommemums, umo 6 ciyude, Koz20a peuiaemcs
gonpoc 6 noav3y I'K mepanuu oueHb B6aXCHO HAYUHAMbL ee C 3mana NIaHUpo8aHus
bepemeHHOCMU, a He Kozda OepeMeHHOCMb yxie Hacmynuia, maxk KAk UMeHHO 3man
umnaanmayuu Ha ¢poHe I'K Haubonee eaxceH 0151 YIyuuleHUs NpO2H0308 8bIHAUUUBAHUSL.

bepemenHbie xceHwuHsl ¢ B/IKH donxcHbl Habnwodamoscs 8pavuom-3HOOKPUHOTI020M, UMEYUM
onslm gedeHust NayueHmos ¢ OaHHbIM 3a001e8aHUEM, U HA3HAYEHUE 2II0KOKOPMUKOUJ08 Q0JIHCHO
npoeooumMuvCsl NOC/ie OYEHKU 8ePOSIMHO20 NOJIOXUMENbHO20 3(hhekma npenapama 68 cpasHeHuu ¢



NOMEHYUANIbHBIM PUCKOM, C UH(OPMUPOBAHHO20 000P0B80JIbHO20 Co2/1acusl nauyueHmku. JleueHue
MOX}cem npoeooumscsi ¢ NOMOWbH 1100020 2NI0KOKOPMUKOUOH020 hpenapama, 3a UCKIUeHUeM
dekcamemasoHa. /[o3vl npenapamos ¢ HacmynieHuem OepeMeHHOCMU 00bIUHO He MeHsmCcs,
Jleuerue nposooumcs 1ubo 8 nepeom-emopom mpumecmpax ¢ nociedywueii ommeHoti, 1ubo 0o
podoa 8 3asuUcuMoCcmu om meueHus GepeMeHHOCMLL.

Kak npasuno, npu Heknaccuueckoli BJIKH omcymcmeyiom Odeguuum Kopmu3ona u
convmepsioujue Kpussl, Nno3momy Hem Heobxodumocmu nosviuiame 003y IK 60 epems
CMPECCOPHbIX COCMOSIHUTI, ONepamuHslX 8MeUlamenbcme Ui 0CMpuiX 8UPYCHbIX 3a001e8aHULI.
HcknwoueHuem sensemcs 6visig/ieHue HedoCmamouHoli 8vlpabomiku Kopmu3ond 80 8pems
cmumynupyrouiezo mecma (mevee 500 umonw/n) [1,87,88,89].

e V KeHIIMH C YyMEpeHHOI TuriepaHaporeHuein u auchyHKIIMEN SIUIHUKOB BHE
TUIAHMPOBAHUS 6epeMeHHOCTH pPeKOMeHIyeTCs IIpUMeHeHue BMECTO 'K
CUMIITOMATUYeCKOVi Tepamuu: IIporectareHbl ¥  3CTpPOreHbl  ((PpUKCUpOBaHHbBIE
KombOuHaium), kog ATX GO3AA n/win aHTuanaporeHsl, kog ATX GO3H [17,75,83,84].

VYpoBeHb yOoeauTeIbHOCTY peKoMeHaannii B (YpoBeHb JOCTOBEpPHOCTH JOKa3aTe/IbCTB
- 3)

KommeHTapum: Hecmompsi Ha mo, 4mo namozeHemuueckoe JieueHue HeKaAaccuueckoli (opmol
BJIIKH 00713HO np0o800UmMbCsl N0 MeM Xe NPUHYUNAM, Umo u npu KAaccuueckux gopmax (nymem
go3meuleHus deguuuma Kopmu3ona), Heobxodumocms Ha3HaueHusi I'K mepanuu abconomHo
8ceM JeHWuHam ¢ Heknaccuueckoti B/IKH 8bi3bi6aem 60sbuiue cnopsl y CHeYyuaiucmos 80 ecem
mupe. [leno 8 mom, umo 003vl I'K, Heobxo0umvie O nodasneHus u3bblMoOUHOl NnpodyKyuu
aMopozeH08, HepeoKo SI8JISIIOMCS Cynpagu3uoiozudecKumu, 4mo, ¢ yuemom MszKkoz0 meueHusl
OdaHHOUl popmbl 3abosnesanusl, 8vl3vi8aem onpeodejieHHvle COMHEHUs 8 HeoOX00umMocmu Uux

noxu3HeHHo20 npuema. IToamomy ece 6osbuie CNeyuaIuCmMos 60 8peM MUpPe Npuxoosm K
MHEHUI0, YMO 8HE NAAHUPOBAHUSI DEPEMEHHOCMU U 8bIPAHCEHHOL 2UuNepaHopo2eHUU NPUMEHEHUE
IK He si8/155emcs 00513amenbHbIM U MOXem Oblmb 3aMEHEHO cuMnmomamuyieckoli mepanueti 8
eude KOK u/unu aumuandpozeHros [17,75,83,84].

e JleunTtb 6eccumnTomMHble hopmbl HBIKH vy skeH1MH He pekoMmeHayetcs [17,45,81,82].

VpoBeHb yOoeauTeabHOCTU pekoMeHAanui C (ypoBeHb JOCTOBEPHOCTHU JOKAa3aTe/IbCTB
- 5)

e Jleunth My>kurH c HBJIKH He pekomenpayetcs [17,45,81,82].

VpOBEHb YGe,Z[MTeJIbHOCTM peKOMeH,Z[aHMﬁ C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5)

KoMmmeHnTapum: B ciyuae 6eccumnimomHoz20 meueHus 3a060/1e6aHusl y »eHWUH mepanus
He nposodumcsa. JleueHue HB/IKH y myscuuH 6 00JbUIUHCIMGE CIyudeé He Nnposooumcs.
HcknatoueHue cocmaenaiom nayuenmsl ¢ 6ecnioouem, TART, onyxonamu HaonoueyHUKos u



C pe3yibmamamu 2eHemuueckozo 00cj1e008aHus, KOMopsvle A610MCs NPOMENCYIMOUHbIMU
Mmexcdy KaaccudecKumu u Hekaaccuueckumu penomunamu [17,45,81,82].

Jleuenne I'® BJIKH

e Jleuenue I'® BJIKH pekomMmeHayeTCcsd MPOBOAUTH II0 TEM >Ke IIPUHLMIIAM, YTO U JieueHue
BUPUABHOM (opMbl, 00ycioBaeHHOI meduiutoMm 21-ruapokcunaasbl. B Tepanum moryT
npuMeHsThCs I'K nmperapaTbl KOPOTKOTO U AJIUTENbHOTO AeicTBus [1,4,6,90-92].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmnii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 5)

KommenTapumn: ITayuerms! ¢ Kaaccuueckoii popmoti decpuyuma 115-2udpokcunasol, Kak u npu
opyaux ¢popmax B/IKH, noxcu3dHeHHO noayuaiom npenapamot I'K ¢ yenvio Koppekuuu cumMnmomos
HAONOYeuHUK080ll HedoCMamouHoOCmu, 2unepaHoOpo2eHuUl U apmepuaibHoli 2unepmer3uu. Ecau
npenapamom 8vl00pa y demeli s168755emcsi 2uOPOKOPMU30H, Y 83POCIIbIX MOXCHO UCNOJIb308a4Mb U
npenapamsl 0aumenvHozo deticmeus. Heobxodumocmu 8 HasHaueHuu MK y makux nayueHmos

Hem, mak KdkK HedoCcmamouHoCmao aﬂbaOCmepOHCl C u36blmK06 eo3meuwiaemcs
JTOK[1,4,6,90,91,92].

e [Taumentam c I'® B/IKH B KauecTBe AOIOJHUTENBHO Tepariy peKOMeHIyeTCsI Ha3HauaTh
aHTUTUIIepTeH3MBHbIe TpernapaTsl (ATX kox C02), mpeAInouTUTeNIbHO Kaauiicoeperamuye
muypetuku (ATX kom CO3D) u pUTrMAPONUPUOVHOBBIE IIPOM3BOLHbBIE CeIeKTUBHBIX
6710KaTOPOB KasibliMeBbIX KaHaymoB (ATX kom CO8CA) [1,4,6, 90-92].

VpOBEHb YGG,Z[MTGJII)HOCTM peKOMEH,Z[aIH/Iﬁ C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5)

Kommenrapum: Eciu Ha ¢one moHomepanuu I'K He yoaemcs ckoppezuposams AL, MOXHO
O0ONONIHUMENBHO  UCNO0JIb308AMb  AHMU2UNEPMEH3UBHblE  hpenapamsl, U3  KOMOPbIX
npednoumumesnvHbiMU  S168710Mcs  Kanuiicoeperaroniue auypetuku (ATX kod CO3D) u
Ou2udponupuduUHo8sle NPOU3BOOHbIE CENEKMUBHBIX 0JIOKAMOP08 Kalbluessix KaHanos (ATX kod
CO8CA) (Hucpedunum, ATX xod: CO8CAO05) [1,4,6, 90,91,92].

3.2 Xupypruueckoe jeueHue

e PexkoMeHIyeTCSI TPOBOAUTH IIEPBbIiA 3Tall (EeMUHMUSUPYIONIEH ILIACTUKM HaPYKHbIX
MOJIOBBIX OpPraHOB B TMepBble TOAbl >KM3HM pebeHKa ¥ 3aBepliaTb BCe 3Tarlbl
XMPYPruuecKkoro jeueHus y namnyeHTok ¢ BIIKH B my6epraTHOM Bo3pacTe [93-98].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKAa3aTeIbCTB
_N



KommenTapum: Ha ce2o0HAWHULI OeHb He nposedeHO0 paHOOMU3UPOBAHHBIX KOHMPOSUPYEMbIX
uccnedo8aHuli, No380JsAWUX CMAHOAPMU3UPOBAMb N00X00bl K XUPYP2UUECKOMY JIeUeHUH
nayueimok ¢ BIKH. DOmoti npobneme 00/XHO 06bimb yoeneHo 0coboe B8HUMAHUE:
ceoespeMeHHOCMU nposedeHus (emuHusupyouleti naacmuku HAPYHHbIX 2eHUManuti, oueHKke
COCMOAAMENbHOCMU ~ ONepamueéHoz0  emewdamenscmsea U OMCymcmeus  paseumus
nOCMoONepayuoHHbIX OC/IOXHEHUTI (pyOusl, cmpukmypsl u m.0.) Bupunusauus zeHumanuii
Habnwdaemcss Yy NayueHmoxk ¢ poxcoeHus. IIpu  8bICOKOUI cmeneHu  8UPUIU3AUUU
gemuHusupyoujas naacmuxka npogodumcs 6 0eéa 3mand: nepewili dman, BKAUAUUL
KJUMOpOoNIacmuky u pacceueHue ypo2eHumaibHoz0 CUHyca, nposooumcs 8 nepaovie 2006l HU3HU
peGeHKa, 8mMopoli sman — UHMPOUMONAACMUKY — peKoMeHOyemcs hposodums nociue
HacmynJieHust MeHapxe u 0ocmuxceHust doCmamouHoll acmpozeHu3ayuu 2zeHumanuti. B npakmuxe
yacmo ecmpeuarmcs cayuau, Kozda emopoll 3man naacmuxku He nposooumcs 8njaomos 00
83pocnozo  eo3pacma. Taxkux JeHWuH Heo6X00uMO Hanpasisims 8  (hedepasbHble
Ccneyuanu3upo8aHHvle UeHmMpsl 2UHEKO0N02UUECK020 npodunsa, 20e umeemcs ONbim mMaxkux
onepauuti, a maxkxe KOMAaHod 3KCnepmos 8 3moti 0061acmu: Xupypau, aHecme3suosio2u, NCUxosaozu
u 3HOoKpuHosozu [93,94,95,96,97,98].

3.3 NHoe 1eueHue

JIByCTOPOHHSISI aAPeHAIIKTOMMSI.

e B penkux ciyyasx y MalyeHTOB C HEKOHTPOIMPYEMOWM TUITepaHAPOreHueN Ipu yCJIoBUM
IOCTATOYHOM IPUBEPKEHHOCTM K JIEUEHUIO MOXKET ObITh PEKOMEHIO0BAHO MpPOBeIeHMe
IBYCTOpOHHeN anpeHanskromun [99-101].

VpoBeHb yoenuTeabHOCTU pekoMeHaauuii C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB
- 4)

KommenTapun: He6onbuioli npoueHm nauueHmos ¢ msicenoli conomepswouieti popmoti B/IKH
C NpaKkmMu4ecku NOJHbIM omcymcmaeuem akmusHocmu 21-2udpokcunasst He no00armcs ieueHur
T'K: daxce npu ucnonv308aHul 8bICOKUX 003 NPENApamos He CHUMXAemcsl 8blpabomka aHopozeHos
u ocmarwmcs npusHaku eupunusayuu. Oco0eHHO 3MO0 aKmMyaabHO Npu peuleHuu 8onpoca o
80CCMaHoseHus (pepmunvHocmu. B makux cayuasx psdom asemoposé npeonazaemcs
anvmepHamusHwlli memod neueHusi BIIKH - d8ycmopoHHsa adpeHanskmomusi. O0Hako amom
mMemoo JieueHus 8bl3bleaem MH020 8onpocos. C 00HOll cmopoHbl, ee npogedeHue yMeHbuidem
suUpuIU3aAyUK U noseosnsem npumeHsmes MeHvwiue 0o3sl IK. C Opyeoli — umeromcs
uHmpaonepayuoHHsle pucku, puck adpeHano8slx Kpu3os nocmonepayuoHHo. IIpomusonokasaHo
nposodums 08YCMOPOHHIOIW AOPEHANIKIMOMUI0 HEKOMNJIAeHMHbIM hayueHmam, m.K. 8
nocneonepayuoHHoM nepuode HepezyispHslll npuem npenapamos 3amecmumensHoll mepanuu
IK moxcem okaszamecs ¢amanvHoiM. MMEHHO no3moMy peuwleHue 0 NposedeHuu CcmoJb
paouxanbHoz2o JeueHust He 00JIHHO NPOo8oJUMbCS PYMUHHO 8 06weli ambyiamopHoli npakmuxe.
IIpu 803HUKHOBEeHUU NOJOOHBIX cumyayuti, Kozoa nauueHmost He docmuz2arm KomneHcauuu oaxpice
npu npumeHeruu cynpagusuonozuueckux 003 I'K u pazsumuu smpozeHH020 2unepkopmuyusma,



OHU O0/IX#CHBl OblMb HanpasjeHvl 8 (hedepanvhvlii YeHMp IHOOKPUHOSI02UUECKO20 Npodus Ons
peuwieHus eonpoca 06 onmumaibHom memode seueHus [99,100,101].

IIpenaTanbHas Tepanus

e He pexomeHAayeTcCs NMPOBOAUTH JieueHMe OepeMeHHBbIX IperapaTaMyu JeKcaMeTa3oHa C
LIeJIbI0 YMEHbIIEeHMs CTeleHM BUpUAM3aluy Ivlofja (IpeHaTaJbHyI Tepamnuio). OHa
IO/DKHA  paccMaTpMBaTbCs  KakK  OKCIIepMMEeHTajbHas  MeTOAMKa, IPOBOAMMAS
VICKJIIOUUTEIbHO B  CIELMaJIM3MPOBAHHBIX ILIEHTpaX, MMEIIIVX COOTBeTCTBYIOLIUI
IIPOTOKOJI JIeYeHMsl ¥ KomuTer 1o 3tuke [10,103-113].

VpOBEHb YGEI[MTGJII)HOCTM peKOMEH,Z[auMﬁ C (YpOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 2)

Kommenrapumu: I[IpeHamanvHas mepanuss — 3mo JedeHue off label dexcamema3oHom
OepeMeHHbIX MEHWUH, Yy KOMOpbIX N0 pe3ylbmamam 2eHemuuecko20 KOHCYbMupo8aHus
umMeemcsi 8bICOKULl puck poxcdeHus pebeHKa ¢ Kaaccuueckoii ¢popmoii Jdeuyuma 21-
2udpokcunassl (Hanpumep, 6 cayuae yxe umewuwjuxca demeti ¢ BJAKH 6 cemve u
nodmeepi0eHHbIM HOCUMENbCMEOM mymayuu y oboux podumeneii, Kozda puck poxcoeHus
nocnedyrouiezo 60vH020 pebeHka cocmasnsem 25%). Tak kak dekcamemasoH — eOUHCMBEHHDbIL
'K npenapam, npoHukarwuii uepe3 naayeHmy u cnocobHulli nodasums NPoOYKYUio aHOPO2EHO8
HaodnoueuHuKamu naooa, npu e20 Ha3HaueHuu C CambvlX PaHHUX CPOK08 zecmayuu cyujecmayem
803MOMCHOCMb CHU3UMb cmeneHs eupunudauuu HIIO y HosopoxdeHHbix Oesouek ¢ B/IKH.
Pexomedyemobie 8 muposoli tumepamype 003vl #dekcamemasoHa 20 MKez/kKe eeca GepeMeHHOl
HEHWUHBL, Makucmanvio 1,5 mz/0eHsb. Ha ¢hore neueHusi, yposeHv 2100KOKOpMuUOKUA08 niaoda
Moxcem npesvluiams cpedHue 3HaueHust nokasameneti 8 60 pas.

OcHoB8Hass npobnema 3axkawdaemcs 8 mom, umo Oas JdocmuxceHuss 3d¢gexkma HauuHameo
mepanur Heo6Xo0uMO KAK MOXHO paHvlue — He ho3dHee 6 Hedeau zecmayuu. B mo e spems
npogedeHue NpeHamaivHoli duazHocmuku 0711 ymouHeHusi noaa u Haauuus BIKH y naoda
803MOMCHO mMoJbko Ha 9-10 Hedene OGepemeHHocmu. IIoamomy JieueHue 8bICOKUMU 003amu
dekcamemasoHa HA Imanax 3akJaadku opzavos8 HanpacHo 6yoym noayuame 7 u3 8 demeli. B
Hacmosulee 8pemsi HA KOMMepUecKoli O0CHO8e docmyneH Mmemod onpedeneHus 8 Kposu
bepemenHoli ¥eHwuHsl yuacmka JHK nnoda, xapakmepHozo 01151 Y-xpomocomsl ¢ 6oiee paHHux
CPOKO08 2zecmauuu, HoO NOKA 3ma mMemooduka He 86edeHa 8 N08CEMECMHYH) NPAKMUKY.

BnusHue dekcamemasoHa Ha 8HympuympoOHoe u danvHetiuiee passumue pebeHka 0o cux nop 0o
KOHYaA He U3y4eHo, HO npednojiazarmcs e2o HezamugHole 3¢gpexkmol Ha LIHC, pacnpedeneHue
HUPOBOUl Kaemuamku, (YHKUU HAONOUEUHUKO8 U N00H#enyJouHoll Heene3vl 8 pamkax
(emanvHo20 npozpammuposaus. Kpome mozo, ouesuoHsl HezamuesHole 3 Gekmsl Ha OP2aAHU3M
mamepu no muny simpo2eHHo20 2unepKopmuyusma.

Heob6xodumo ommemums, umo 6 Poccuu cyuiecmeyem mueHue, umo dekcamemasoH cnocobeH
npedomepamums eupuausayuio HIIO y desouek 8 pe3yibmame HuU8eauposaHus oOeticmeus
MAmMepuHCKUX aHOpPO2eH08, NO3MoMy HepedKo OJeKcamemdas3oH Ha3Hauaemcss OepeMeHHbIM



HeHwuHam ¢ Hekaaccuueckoii B/IKH. OO0Hako JaMHbvle ucciedo8aHuli He nodmeepicoarom
B03MOXCHOCMb NPOXOHOEHUSI MAMEPUHCKUX aHOP02eH08 uepe3 NaayeHmy U ux HezamueHoe
gausHue Ha nnod. Iloamomy dekcamemasoH 0OnyCmum K NpUMeHEeHU0 Y 6epeMeHHbIX HeHUJUH
JIUWDb O mex peoKux cayuaes, K020a no003pesaemcs Haauuue msxesvlx Kaaccuueckux ¢opm
BIIKH y camozo pebeHka. IMeHHO no3momy 8 Hacmosiuiee 8pemsl He peKoMeHAYemcs nposooums
npeHamanvHylo mepanuio JdekcamemasoHoM 6 pYMmuHHOU npakmuke, a dekcamemasoH
OMHOCUMCSl K HexcelamebHblM npenapamam ons jaeuenus 6ot opmot BIIKH 80 8pems
oepemenHocmu [103-113].



4. MegunMHCKasi peadowanTanys, MeUIIMMHCKHUE
IIOKa3aHMs M MIPOTUBOIOKA3aHMA K
IIPMMEHEeHHMI0O METOL0B peaouanuTanumn

e IIpenmnaraercst nmamuenTam ¢ BJIKH, nmeromnum ncuxocoinaabHbie TPOoOIeMbl BCIEICTBIE
MaTOJIOTUM TIOJIOBOTO PasBUTHUS, 0OpalllaThCsl K IKCIlepTaM, CIeluaJu3upyomuMcs Ha
IaHHOI HOo3omoruu [114-140].

VpoBeHb YOeaUTEIbHOCTU PEKOMEH AN A (YPOBEeHb OCTOBEPHOCTH OKA3aTe/IbCTB
- 3)

KommenTapum: OcHO8HOLI 80npoc peabunumauuu 83pocisix hayueHmos ¢ B/IKH ces3am ¢ ux
NCUX0COUUANbHBIMU Npobaemamu, Kak npu Jw00m 3aboesaHuu, C83aHHOM C namosozueti
nos08020 pazsumusi. B udeane, koHcynomuposaHue JoNHHO NPo8oOUMbCS ONbIMHBIMU 8 OAHHOT
obnacmu cneyuanucmamul.

46 XX nauuenmam ¢ BJIKH u ux cemvsiM Moxcem nompe6o8amucsi NOMOWb 8 peuleHuu maxkux
cneyuguuHslx 011 nAamMos02uu Nos08020 passumusi npoodnem, Kak: 1) meduyuHckoe obyueHue
cembll, KOHCYJIbmuposaHue no 60npocam NCUxXoCoyuanbHo20 npo2Ho3d; 2) ycmaHoeJjieHue noJa 6
cIyuae 8ulpaxceHHOU supuausayuu; 3) npuHamue peweHust no npogedeHurd GemuHusupyrujet
niacmuku zeHumManuti 8 pavHem demcmae; 4) ncuxocouuanvbHasi IKchepmu3sa 011 YCMaHo81eHuUs.
nosia u KOHCYJ1bMupos8aHue no 80npocy CMeHsl nojd 8 J1o00M 803pacme Npu HAJAUMUU HEeNaAHUS]
nayueHma Kak ¢ #eHCK020 Ha MYXCCKOU, MAakK U ¢ MyHCK020 HA HEeHCKULL, Xomsl makue cumyayuu
KpatiHe pedku.

JlononHumenvHovle 80NPOCHI, cheuuduuHsle 0711 NAMOJI02UU NO0JI0B020 PA38UMUS, BKIIUA0M
n0020mMo8Ky K onepayuu, OUeHKY He MUNuuHoz20 071 OAHHO020 NO0Jd NOBEOeHUsl, COUUANbHYIO
adanmauyuio, 6u- U 20MOCEKCYANIbHYI0 HANPABIEHHOCMb (KOMOPAsl HECKOJIbKO 8bllUe Y HEeHUUH C
B/IKH, HO ece pasHo scmpeuaemcst pedko), 60NPOCyl CEKCYAIbHOL (pyHKUUU U 001e20 Kauecmed
HU3HU, MakKxce, KaKk u nomMows 8 adanmayuu nauueHmos npu nposieieHuu Jbonsimcmea co
CMOPOHBbI  POOCMBEHHUKO8, CBEPCMHUKO8 WU NON0BbIX NAPMHEPO8 U3-3d HEeMUNUUHO20
cmpoeHus meJa.

ITayuenmot ¢ BIKH mo2ym makce umems NCUXOCOYUAIbHBIE U Ncuxuampuueckue npodiemol, He
C6513aHHble C OCHOBHBIM 3abonesaHueMm, KOMmMopbvle MOZym pewamuvcs 6 obOujem nopsoke
ncuxuampamu [114-140|.



5. IIpodbminakTka M gucCIIaHCepHoe
HaO/oZieHe, MeIUIIMHCKME TIOKA3aHua U
IIPOTUBOIIOKa3aHMs K IPMMEHEeHUIO METO0B
NMpPOoPMIAKTUKU

5.1 IIpodunakTuKa 1 ayUcCIIaHCEPHOE HAOGII0IeHNEe Y B3POC/IbIX
ManMeHTOoB ¢ Kiaaccuueckumu popmamu gedunura 21-ruapoKrcmuiassl

e Pexomenpgyercs He peske 1 pa3a B roj BceM IallyieHTaM IIPOBOAMUTH 00CIeIOBaHMe IS
YTOUHEHMs CTelleHM KoMIleHcaluy 3aboneBanus [1,2,42,43,71].

VYpoBeHb yoenuTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5)

e C 1e/bl0 OLIEHKM CTeleHM KOMIIeHCAlMM pPEeKOMEHIYeTCs IPOBOAUTH WUCCIenoBaHe
YPOBHEN aHAPOCTEHAMOHA, 17-TUAPOKCUIIPOreCTEepPOHA, TECTOCTEPOHA B KPOBU BCEM
ralyeHTaM ¢ BUPUIbHOI U conbTepsitonieit popmamu BIIKH, a Takke aKTMBHOCTY PEHMHA
TI71Ia3Mbl (TOJIBKO Tal[ieHTaM C CobTepsolieii popmoii) [1,2,42,43,71,141-143].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5)

KommeHnTapumn: /[nsa ouyeHKu 3pgexkmusHocmu 210KokopmukoudHoti mepanuu BJ/IKH 8
Hacmosiujee 8pems Hauboiee 4acmo 8 MUpe UcCnoabL3ymcsi mpu nokazamess: aHOpOCMeHOUOH,
170HP u mecmocmepoH, Komopwvie HeobXo0umo uccnedosams pamo ympom Hamowax, 00
npuema npenapamos. lonycmumo makxe nposedeHue aHanu3a uepe3 2 4 nocie npuema
npenapamos. IIpednoumumensHolli 1a60pamopHbiii Memod onpedeneHust 20PMOHANIbHBIX
nokasameneti — #udKoCmHass MaHoemMHas macchekmpomempus, memod MDA daem 6o.blie
UUCTIO JIOXCHO-NOJIOMCUMETbHBIX pe3yvmamos. M3mepeHnue AKTI He sienissiemcs He00x00UMbIM
0715 onpedeneHuss duazHOCmMuy4eckoli unu gedebHotli makmuku y nayueHmos ¢ B/JIKH.

YV MeHWUH C COXPAHEHHbIM MEHCMPYAbHbIM YUKIOM UCCIE008AHUE HeNamelbHO NPo8ooums 8
PaHHIOK (PONNUKYASPHYIO a3y, npu npueme KOMOUHUPOBAHHBIX OPAIbHbIX KOHMPAYenmueos
(KOK) — Ha 3-4 deHb yuxaa (0o Hauana Hosoll ynakosku KOK 0ns ucknioueHuss nepekpecmmoli
peaxkyuu), Ha (poHe ameHopeu — 8 n1t000li deHs [1,2].

YV mymcuuH OJuHamuueckoe Habnto0eHue OC/I0XHSemcs mem, umo Ypo8eHb MmecmocmepoHd, 8
OCHOBHOM, ompaxcaem 20HA0HY, a He HA0NOUEUHUKO8YI0 NPOOYKUUIO U NO3MOMY He N0380sem
adekeamHo oueHumv KomneHmcauuio 3abonesaus. MyxcuuHsl ¢ onumenwvHoli dekomneHcauyuet
iU 00seMHbIMU 00PA308AHUSIMU 8 AUUKAX U3 0CMAmMOoUHoli HaonoueuHukosoti mkaHu (TART),
MOo2ym umems HU3KULl YyPOBEHb MeCcmoCmepoHa U3-3a CHUMceHusl QyHkyuu kaemoxk Jletiduea.
IToamomy 2nasHviMu mMapkepamu CmMamossmcs yposHu aHopocmeHouoHa u 170HP, a makdice
coomHouleHue yposHeli aHopocmeHOuoHa u mecmocmepoHa. OmHoweHue amopocmeHOUoH/



mecmocmepoH mexee 0,5 xapakmepHo 07151 300p08bIX MYHUUH, COOMHOULEHUe Oosiee 2 2080puUm 0
HeydosiemeopumenvHoli komneHcauuu B/IKH u 2zunepnpodyKuyuu Ha0no4euHuKo8slx aHopozeH08
[42,43,141].  [lononHumenvHsiM  MemodoM  00cnedo8amusi  s87semcsi  onpeodesieHue
20HA0OMPONUHO8. Y  MYMUUH  CHUMEHHDLILL  YPOBEHb  20HAOOMPONUHO8  MOXEem
ceudemenvcmeosams 0 Oecnioduu y nayueHmos, nosviuleHHbllli yposeHb DCI 2080pum o
HedocmamouHocmu (yHKyuu ssuuex, ocobeHHo npu Haauuuu TART.

ITo mMHeHU OONBLUUHCMBO CNEYUAIUCnOo8 8 MUpe 8 Hacmoswee 8pemst 0MCcymcmayrm uemkue
J1abopamopHsle Kpumepuu KomneHcauuu 3abonesanus. Cuumaemcs HeyenecoobpasHviM NoaiHoe
nodaeneHue yposuss 170HP, m.x. 018 amozo0 mpebyemcsi npuem cynpagusuonozudeckux 003
2JIVKOKOPMUKOUOHBIX ~ npenapamos,  Komopwvle  8bl3bl8A0M  noOOuHble  3pgekmol.
KomneHcuposatrtwie nauuermst ¢ BIIKH 06biuH0 umerom yposeHs 170OHP Ha 8epxHell zpaHuue
HOpMbl UIU YMEPEeHHO NO08blUIeHHOEe 3HaueHue. Ypo8eHb aHOpocmeHuduoHa O0oyxceH Obimb 8
npedenax pegepeHcHslx 3HaUeHull 0151 noia u 6o3pacma. B omoenvHoix ciyuasx (Hanpumep, npu
ni1aHuposaHuu oOepemeHHocmu uau 8 cayuae Hanuuus TART y my#cuuH) ewvlOupawmcs
uHousudyanvHole yenesvle nokazamenu. Jns xmeHwuH ¢ B/IKH, komopwle naaHupyiom
OepeMeHHOCMb, Ha (oHe nposoduMoli mepanuu UYeaecooopasHo O0CMUMEHUE YPOBHS
npozecmepoHa 8 (oanukyasapHyrw ¢asy yukia mexee 0,6 He/Ma (meHee 2 Hmonv/n) [73,142,143].

IIpu Heobxodumocmu NpuMeHeHus MUHepaioKopmukoudos8 npu coabmepsawuleti Gopme
3abonesaHus Heo6xoo0umo noddepicusams yposeHv APII, peHuHa HA 8epxHeli zpaHule HOpMbl
WU NOBbIUEHHBIM, HO He Oosiee uem 6 2 pasa. Ilpu amom, noxasamenu Kanus, Hampus Kposu
Jo/icHbl Obimb 8 npedenax pegepHcHozo uHmepsana. Cnedyem NoMHUMb, YUMo € 803PACMOM
nompe6Hocms 8 MK cHuxaemcs, u 0o3a npenapama Moxem Koppekmuposamscs (mabin.8)
[73,142,143].

e [Ipu BbIABIEHUM JeKOMIIEHCAL WiIu Tiepeno3upoBku 'K, moMmumMo Koppekuuu Tepannu,
peKOMeHIyeTCsI Takke IIPOBeCTM [000ciaemoBaHMe Ha IIpeIMeT OCIOKHEHMUA,
XapaKTepHbIX /151 TUTIepaHApOTeHUN UK runepkopTuiinsMa [18,73,74,144-153].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 5)

KommeHnTapuu: cm pasden JluchaxcepHoe HabaooeHue u MOHUMOPUH2 0COHCHEHUTI

Tabauya 8. JlabopamopHvle nokasamenu, UCholb3yeMble 07151 OUHAMUUECK020 HabawdeHus 3a

nauueHmamu ¢ B/[KH.
MaumeHTsl ¢ BOAKH NabopaTopHble MeTOAbl UCCIeA0BaHMUS LleneBblie ypoBHU
O6a nona OnpepeneHve pEeHMHOBOM MoBbileHne MeHee 2-X HOpM

AKTMBHOCTM MNasMbl KPOBWU
A09.05.120.001

WccneposaHue YPOBHS PU
kanus B kposn A09.05.031

MccneposaHue YPOBHS PU
HaTpusa B kpoBu A09.05.030




WccneposaHue YPOBHS PU
obwero TecrtoctepoHa B
kposn A09.05.078

WNccneposaHue YPOBHS PU

aHAPOCTEHAMOHA B KPOBMU

A09.05.146

WccnepoBaHue YPOBHS Heobxoaum ansa pacuyéta cBo60AHON ppaKkuuM TeCToCTepoHa

rno6ynunHa, CBsA3bIBalOLEro
NOsIOBblE FOPMOHbI, B KPOBWU
A09.05.160

MccneposaHne ypoBHA 17- lMokaszaTenb B P, Kak npaBuno, CBUAETENbLCTBYET O Mepefo3mpoBke
rMapoKcunporecTepoHa B KC
kposu A09.05.139

My>XUnHbI WccneposaHue YPOBHS Mpu 3HavyeHnax BHe PU uenecoobpasHa oueHKa COBMECTHO C YPOBHSAMMU
obwero TecroctepoHa B nr, ®Cr, aHgpocteHanoHa
kposu A09.05.078

MccneposaHue YPOBHS BHe PU cBMAETENLCTBYIOT O MJIOXOM KOHTposie 3aboneBaHus
JIIOTENHU3UPYIOLLErO
roOpMOHa B CbIBOPOTKE KPOBMU
A09.05.131 WccneposaHue
YPOBHS
HONNNKYNOCTUMYNNPYIOLLErO
ropMoHa B CbIBOPOTKE KPOBU
A09.05.132

CooTHOLWeHne ypOBHel >2 - pekoMneHcaums 3abonesaHus
AHAPOCTEHAMOH/TECTOCTEPOH

Cnepmorpamma B03.053.002 MokasaTenn Ao/MxkHbl 6bITb B Npeaenax PU Ang 340poBbIX MY>X4YMH

XKeHLWuHBbI WNccneposaHue YPOBHS Leneson ypoBeHb < 0,6 Hr/mn (2 HMOMb/A) NpU NNAHMPOBAHUMU
nporecrepoHa B KPOBM 6epemeHHOCTH
(bonnunkynapHas daza)
A09.05.153

5.2 IucnancepHoe HaOMIOAeHMe ¥ MOHUTOPUHT OC/IOKHEHMUI

BeneHye maiuMeHTOB C Kiaaccuueckumu dopmamu gebwuiinta 21-TUapokcuaasbl TpedyeT
HEIIPEepBhIBHOTO TMOAAepKaHMsl paBHOBeCUSI MeXAY M30BITKOM aHAPOTeHOB M M30BITKOM
9K30reHHbIX ['K, mOOUTHCS KOTOPOTO B KIMHMUECKOI ITPAKTHUKe ObIBAET JOBOJbHO HEITPOCTO.
[TosTOMYy HEOOXOAMM TILATEJbHbII MOHMTOPUHTI OCIOXKHEHMI M IOCIAeICTBMUII KaK CaMOTro
3a60/ieBaHMS, TaK U €ro JeueHusl.

e PexomeHIyeTcs IIPOBOAMTH CO BCeMM MallMeHTaMM C KiaccuuyeckuMu Gdopmamu
medumuta 21-ruapokcuiiasbl mpopuaakTuueckme 6ecenbl 0 340POBOM 00Opase KU3HU, C
1IeJIbI0 MOTMBMPOBKM MOAJEep>KaHMsI HOPMaJbHOIO MHAEKCA Macchl Tejla, BO M30ekaHue
pa3BUTUSI MeTabOIMUECKOTO CMHAPOMA M CBSI3aHHBIX C HUM OCJIOKHeHMt [18,73,74,144-
148].

VYpoBeHb yoenuTeabHOCTU pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTe/IbCTB
— 4)

Kommentapumu: Komnnexkc memabonuueckux HapyuwieHuii npu B/IKH eecbma uwiupox.
ITomMumMo OCHOBHBIX NOOOYHBIX A6JIEHULI, B03HUKANOWUX npu nepedo3upoeke I'K, maxkux
KaK oxcupeHue, apmepuaibHas zunepmel3sus, oucaunudemus, UHCYJIUHOPE3UCIMEHMHOCMb



U HapyuleHus yzie600H0z0 oomeHna, npu B/IKH Ha opzaHu3m nauyueHma eausilom makice u
dononHumesibHole  (hakmopsl:  2unepaHopoz2eHusl,  2unNO02OHAOU3M, a  IMakxyce
adpeHomedy/uisipHass HedocmamouHocms (puc. 4). Iloamomy 6 pamKax excez00H020
JducnaHcepHozo 00c1edo8aHUsl 6Ce NAUUEHMbl HYHO0awmcsa 6 00yueHUU NpuHUUNam
300p068020 numaHusi u 300p06020 00pa3a HU3HU C KaaccuuecKumu popmamu deduuuma
21-eudpoxcuna3sst, Konmpone A/l u maccel mena (puc. 3)[18, 73,74,144,145,146,147,148].

PucyHok 3. [Tamozene3 memabonuueckux HapyuleHuti npu kaaccuueckux gopmax deguvyuma 21-

2udpoKcunaswl.
AnpeHomeaynnspHas
HeOCTaTOUHOCTb
[MnoroHaansm [MnepkopTMLM3M r“”ep%'*l_ﬂ%?re”"'ﬂ
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Mnepannugemuma HIH/HTT/CO 2 Trna AMCHYHKLNA

e PekomeHpyeTcs  TPOBOAUTH  PEHTTEHOJEHCUTOMETPMIO  BCeM  MalMeHTaM  C
KiIaccuueckuMmu Gopmamvu aeduiura 21-ruapokcuaasbl BHe 3aBUCMMOCTU OT CTeleHMU
KOMITeHCallMy TMpU TIepBMUYHOM oOpalieHnyu, o0si3aTelbHO ee IIpoBefeHue — IIpU
aHAaMHeCTMYeCKUX JMJaHHBIX O Tepuomax Tmepeno3upoBku I'KC wmam repeHeceHHBIX
aTpaBMaTU4eCcKux rnepeaomax [4,73,74,149-153].

VpoBeHb yOoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 4)

KommenTapum: IIpogederHble pempoCnekmueHsle U KO20PMHble UCCIE008AHUS 8 MUpe
nokasanau, 4mo y 83pocislx nayuermos ¢ B/IKH no peaynomamam deHcumomempuu 8buis18J1571UCh
cHuxcerue MIIK, 8 ocHOBHOM, J0 cmeneHu ocmeoneHuu u, 8 MeHsluleli uacmome cayuaes, 0o
cmeneHu ocmeonopo3a. B uacmu pabom 6s1710 noka3aHo, 4mo cmeneHs nomepu KOCMHOL Maccol
3asucum om cymmapHoti 0o3st IKC 8 meuenuu xcusuu. ITo dannsim @I'BY SHI] 661710 nokasaHo,
umo paseumue 0CMeoneHuuecKkozo CuHOpoMda He 3asuceio Om cmeneHu KomneHcayuu



3abonesaruss u 003 npuHumaemvix I'K npenapamos, nosmomy peHmMzeHOOeHCUmMomempuro
HeaamebHo Npoeoodums 8cem nauueHmam ¢ Kaaccuueckumu ¢opmamu Jdepuuyuma 21-
2UOPOKCUIA3bI BHE 3ABUCUMOCMU 0M CMeneHu KOMNeHcayuu npu nepeudHom obpawjeHuul, eciu
paHee OHa He nposodunacv, a dajee peuiams 80NPOC 0 UACMOMe MOHUMOPUH2A KOCMHOL
NJI0MHOCMU 8 3a8UCUMOCMU O0M NOJIYUEHHbIX pe3yibmamos (He pexce 1 pasa 8 5-7 sem npu
omcymcmeuu cHuxceHuss MIIK u uauje npu 6sls18J1eHUU 0CMeoneHuuecko2o cuHopoma) [4,73,74,
149,150,151, 152,153].

e PekoMeHyeTcCsl TPOBOAUTD MHCTPYMEHTabHbIE BMU3yaausupyioiine oocienoBanms (Y3U,
MCKT mnmu MPT) HaaII0O4eUHMKOB C 1I€JIbI0 MCKIIOUEeHMSI HOBOOOpa30BaHMIi IallieHTaM C
KIaccuyeckuMmu popmamu gedunmTa 21-ruapokcuiasbl, y KOTOPbIX HE YIAETCS JOCTUYb
1IeJIeBbIX TTOKa3aTesieil aHApOoreHOB Ha (poHe peryaspHOro rmpuemMa TepamneBTUUYeCKUX 103
['KC, a Takke y TIAlMEHTOB C [JIUTEJIbHBIMM SIMU300aMM OTMEHbI Tepanuu Win
HeyJ0BIeTBOPUTEIbHOI KOMITeHcaluelt 3aboneBanus [4,154-157].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanui C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB

- 5)

KoMmmenTapum: Y 83pocibix nayueHmos ¢ Kadaccuueckumu Gopmamu Odepuuuma 21-
2udpokcunassl no daHHoim KT docmamouHo uacmo 8wuis8s1l0mcs 00HO- Uau 08YCMOPOHHUE
doOpokauecmeeHHole 00pa3osamust HaonoueuHukos. IleneranpasneHHsili CKpUHUH2 NOOOOHbBIX
06paszosaHuli 06bIUHO Mpebyemcss MoJibKo Npu Haauuuu O1umessbHoll dekomneHcayuu, maxk Kax
OHU Mozym docmuzamp 3HauumesvHovlx pasmepos. Ilpu Ha3HaueHuu adekeamuwvix 003 IK
ommeuaemcs yMeHbolleHUe pa3mepos onyxoJiell, xupypauueckoe JieueHue 00bI4HO He NPO8oJUMCS.
IIpu ydosnemeopumenvHoli KomheHcauuu 8 nposedeHuu CKpUuHUHza Hem HeoOX00UMOCMuU, Mak
Kaxk o00pa3o8aHusi HeOONIbUIUX PA3MepOo8 He uMewm KAUHU4Ueckozo 3HauveHus[4,154, 155,156,
157].

e PexkomeHpayeTcsi mpoBoauTh Y3M oOpraHoB MOIIOHKM Y MYKYMH C KIaCCHMUYECKUMM
dopmamu nmeduimta 21- rMAPOKCUIA3BI C LeIbI0 BBISIBJEHNUSI 00pa30BaHUSI SMUYEK U3
OCTaTOYHOJ HaATIoueuyHNKoBo TkaHu TART [42,46,48-52,141,158,159].

VpOBEHb YGE,I[MTGJII)HOCTM peKOMEH,Z[aIIMﬁ C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 4)

KoMmmenTapum: [ob6pokauecmeeHHble 00pa308aHusl suueK u3 ocmamouHoli Ha0noueuHuKosou
mxaHu (TART, testicular adrenal rest tumors) ecmpeuarwomca y 21-28% MywuuH ¢
kaaccudeckumu @Gopmamu depuuyuma 21-2udpokcunassl, npu O0aumenvHoll odekomneHcayuu
3abo/se8aHus OHU Mozym docmuzame OONbWUX pA3Mepos, c0asiu8ams mMKAHb SUYEK U
npusodumos K 2uno2o0Hadu3my u b6ecnioduro. B kauHuueckoli npakmuke 803MOMCHA OWUOOUHAS
nocmaHoeka OuazHo3a paxka siuuek U nposedeHue HeOOOCHOBAHHBIX onepauuti y makux
nayueHmos. B omauuue om paka siuuex, kak npasuno, TART - 3mo 08ycmopoHHue 00pa308aHus,
umerwwue meHoeHYu K yMeHbleHuw Ha (oHe unmencuguxkayuu I'K mepanuu. Bouisensiomcs
TART nubo nanvnamopHo npu ocmompe, aubo Ha Y3U. Ecnu Ha ¢QoHe docmuxceHus
KomneHcayuu 3abonesanusi, pasmepvlt TART He usmeHswomcs, pekomeHdyemcsi nposedeHue



KpuokoHcepsayuu cnepmol. OyeHka penpoOyKMUBHOU (YHKYUU y My#uuH Heobxoduma 8
cyuasx obpaujeHus no nogody becniodust aubo npu daumenvHoli dekomneHcayuu 3a601e8aHust
[42, 46, 48,49,50,51,52,141,158,159].

e PexkoMeHyeTcs KeHIIMHAM ¢ Kiaaccudyeckumu ¢dopmamu BJIKH npoBoauts Y3U opraHoB
MaJIoro Tasa C 1ieJIbI0 BBISIBJIEHMS MMAaTOJOTUN SUUYHUKOB, IIpu nomo3pennn Ha OART- MPT
OpraHoB MaJioro Tasa. [52,53,160,161,163-165].

VpoBeHb yoeauTeabHOCTH pekoMeHaanmui C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 4)

KoMmeHTapum: Y xeHwuH ¢ Kaaccuueckumu gopmamu depuyuma 21-2udpokcunasst npu
J110001i cmeneHu KomneHcauuu Haba00awmcs HapyuweHust MEHCMpyaavHozo uukia - y 64-68%
HEeHUWUH npu convmepsiouleli u'y 55-75% - npu supunwsHoti popme. Hepedko npu obcnedosaHuu
MAaKuxX MEeHWUH B6blA6S0MCs YIbMpaseyKkoevle NPU3HAKU NOJUKUCMO3HbIX AUUHUKOS. Ilpu
BIIKH 6 namozeHe3e  (OpMUpPOBAHUSL  NOJUKUCMO3HBIX  SAUYHUKO8  yuacmeyiom
UHCYNIUHOPE3UCMEHMHOCMb, OXUpEeHUe, a makxie 6blCOKAas cekpeyus aHopozeHos. B psode
ciyuaes yoaemcsi 00CMUZHYMb HOPMAAU3AUUU UUKIa ¢ Nomowwto uHmeHcupuxkayuu I'K
mepanuu, 00HAKO npu ee Hea(pdexmusHocmu uau nosi8aeHUU NPU3HAKO8 SIMPOZEHHO20
2unepkopmuyusma K mepanuu pekomeHdyemcs 000asums npo2ecmazeHsl U 3ICMPOEHbI
(¢puxcuposartvie KOMOUHAYULL).

B numepamype onucaMul ciyuau 8visieJieHUs: 00pa3oeaHuli 8 AUUHUKAX U3 0CMAmMOo4HOlU MKaHu
HaonoueHuko8 (OART, ovarian adrenal rest tumors), aHaiozuuHsiM no cmpoeruio ¢ TART. Ux
uacmoma menee 0,1 % cpedu ecex obpaszosaruti auuHukos. Ilpednonazaemcs, umo OART uauie
803HUKAEM Yy nauueHmok ¢ onumenvHoii dekomnencauueti B/AIKH. MPT manozo masa s8,15.emcs
30710MbIM CMAHOAPMOM 0Nl YMOUHEHUsT pasmepos U JIoKanusayuu 00BeMHbIX 00pa308aHull
SUYHUKO8. B mupoeoii numepamype onucaHsl eduHuuHosle cayuyau couemanuss OART u B/IKH,
PaHHA ux OuazHOCMuKa y uacmu nayueHmox no3eojisiem nposodums 0p2aHOCOXPaHSIUWjUe
onepauuu, umo, 6e3ycJ108HO, 8aMCHO O/l UX KA4eCcmea MU3HU U COXPAHEHUS MEHCMPYAlbHOU U
demopooHolti ¢pyHkyuu [52,53,160, 161,163,164,165].

Ha pucynke 4 nmpencTaBieH CxeMaTU4HbI TIIaH 00cC/iemoBaHMUSI M JIMHAMMUUECKOTO
HaOMIOMeHusT B3pPOCIAbIX IAllMeHTOB C Kjaaccuueckumu dopmamu  gebwuiurta 21-
IUAPOKCUIIA3BI B 3aBUCUMOCTU OT CTEeIleHU KoMIleHcalun. Kak BUAHO U3 YKa3aHHOM CXeMbl,
psn uccnegoBaumii (KT mamu MPT HagmodyeyHukoB, Y3U amuek) HeOOXOOMMO ITPOBOOUTH
TOJBKO IIpU JeKOMIIeHCaluyM 3a00/ieBaHMsI, B TO BpeMsI KaK aKTMBHOE BbISIBJIEHME
MeTaboMMUYeCcKMX HapyIIeHuii, OIleHKa MMHepaJbHO! KOCTHOM TIIJIOTHOCTM, a TaKxke
pPenponyKTUBHOM (DYHKLIMM Y SKEHIIMH HEeOOXOAMMBI IIpU JII000J CTermeHM KOMIIeHCALUM
3a0ojieBaHMsI.

PucyHok 4. /Tunamuueckoe HabnodeHue 3a 83p0oCiblMU NAYUeHmMamu ¢ Kaaccuueckumu popmamu
dedpuyuma 21-2udpokcunasol



MepepoznpoBka K KomneHcauyusn JexkomneHcauma

\ Y

+ Metabonuueckne HapyleHms . O6bemHble 06pazoBaHmna
- PenpopayKTrBHas GpyHKLMA Y KEHLWNH B HAANONCHH WX
+ PeHTreHopeHcMTOMETPUA + PenpoplyKTnBHaA GyHKUMA Y MyXUnH

IIpobnnakTka ¥ OUCIIAHCEPHOE HAOMIOAEeHMEe VY B3POCIbIX MAIMEHTOB C
HeKnaccuueckumu opmamu aedpunnrta 21-rugpoKcuaasbl

e PexomeHyeTcsl MalMeHTKaM C Hekjaaccuueckoi ¢gopmoii BIKH B cjyuyae BbIpaskeHHOJ
TUIlepaHaporeHmMnu npu Ipueme teparmy 'K mpoBoauTh OucIiaHCepHOE HaOomeHue
aHaAJIOTMYHO MalyeHTKaM C Kiaccudyeckumu dopmamu BIIKH [17,29,81,82,84-86].

VpoBeHb yoeauTeabHOCTU pekoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5)

KommeHTapumn: B omauuue om kaaccuueckux ¢opm deguuuma 21-2udpokcunasst, npu
Hekaccuueckoli (popme He cyujecmeyem 00WeNpuUHAmMslx pekomeHdauuii no JuHamuueckomy
Habt00eHUI U OYeHKe CmeneHu KoMneHcayuu 3abo1e8aHusl.

BHe naianuposaHus 6epeMeHHOCMU U Npu yMepeHHOli 2unepaHopozeHuu, Kozda 8 Kauecmee
0CHOB8H020 Memooda JneueHus eviOupaemcs KOK u/unu awmuamopozeHHass mepanus, maxue
nayueHmku 00bIYHO He Habawdawmcs 3HIOKpUHOI02aMU, a OdjvHeliulee HabnodeHue u
KoppeKyuo mepanuu nposoodum 2uHeKkoJioe.

V 6onvHbix ¢ msenoli 2unepaHdpozeHueli u 8vl60pe 8 noawb3y odaumenwvHoli I'K mepanuu
HabnodeHue OONHCHO NPoB8OOUMbBCS AHANO2UYHO Kaaccuueckum ¢Gopmam BIKH. OueHka
KomheHcayuu 3a0oiesaHuss Nposooumcst KAUHU4YecKu (yenesvle 3HAueHust J1abopamopHbuIX
nokaszameneti, maxux Kkaxk 170HP, mecmocmepoH U aHOPOCMEHOUOH, 00 CUX Nop He
paspabomatnt). Ilpu nosieieHUU KAUHUYECKUX NPU3HAKO8 SIMPOEHHO20 2UNepKopmuuuma
Heobx00umo nposedeHue 0000cnedosaHust Onsl Bbid8eHUS MemaboudecKux HapyuwleHuili u
cHuxcenuss MIIK [17,29,81,82,84,85,86].

IpodniakTUKa ¥ OUCIaHCEPHOe HaO/I0feHNe y B3pOCIbIX NAalMEeHTOB ¢ Jeduuurom
11p-TUAPOKCIIA3EI
\

I

e 151 OLIeHKM KOMIIeHcaliuy 3aboseBaHus y MalueHToB ¢ neduumtom 11B-ruaporcuaasbl
peKOMeHIyeTCsI IPOBOAUTh KOMIIJIEKCHOE OIlpefie/ieHe KOHIeHTPaluy CTePOUIHBIX
FOPMOHOB METOAOM TaHIEMHOI MacC-CIIEKTPOMETPUM C MCCIemoBaHMeM YpoBHST 11-
Ie30KCUKOPTUKOCTEepOoHa B KpoBM (A09.05.141) [166-169].



VpOBEHb YGe,Z[MTeJIbHOCTI/I peKOMeH,Z[aHMﬁ C (ypOBeHI) JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5)

KommenTapum: Tak xe, KAk u npu kaaccuueckux opmax depuyuma 21-2udpokcunasol,
HabndeHue nauueHmos ¢ deguyumom 115-2udpokcunasst HanpasaeHo Ha Nod6op acekeamHotl
0o3vl I'K, oyeHKy KomneHcauuu U 8visi/ieHUe 0C/I0MCHEeHULl NoM#CU3HEeHHOU 3amecmumensvHotli TK
mepanuu. O0HAKO 8 c853uU ¢ pedkoli scmpeuaemocmsio I'® B/IKH duHamuueckoe HabnodeHue u
OUeHKa KomneHcauuu npedcmaensiem CaoxHyrw 3adauy. Jleno 6 mom, UmMoO CO2J1ACHO
MEXCOYHAPOOHBIM peKoMeHOauusM, KOHMpoib HeobxodumMo npoeodums no yposHio 11-
0e30KCUKopmu30ia, 8 mo 8pemsi Kak 3mom mapkep He ucciedyemcs 8 pymuHHOU npakmuke.
IToamomy npu Heobxodumocmu KOppeKyuu mepanuu u YMOUYHeHUsl CmeneHu KOoMneHcauuu
pekomeHdyemcs Hanpaeasmes  MAKux  nayueHmos 8  (edepanvHvle — UeHMPpbl
IHOOKPUHOJI02U4eCcK020 hnpouisi, 20e B803MOMHO nposedeHue KOMNIEKCH020 onpedesneHus
KOHYeHmpayuu cmepoudHsiX 20pPMOHO8 MemoodoM MaHAeMHOLl Macc-cnekmpomemputl.

Cydums o komneHncauyuu I'® BIKH MO#HO N0 KOCBEHHbIM OaHHuIM. IIpu HasHaueHuu
HedocmamouHoiil do3sl K ommeuaemcs nogsluieHue ypoeHs aHOpoCmeHOUOHA U mecmocmepoHa
(Y MYM#UUH OUEHKA Npo8ooumcs MojvKo N0 YPO8HI AHOPOCMEHOUOHA), CHUMAEMCSl YPOBEHb
APII (peHuHa), Kanus. B KauHu4ueckoli kKapmuHe pezucmpupyemcst noesiuieHue A/Zl, pazsumue
MAKpococyoucmsix OCJIOXCHEHUL, a Mmakxe nposiesiomcs. NPu3HaKu 2unepaHopozeHuu u
2unoKkopmuyusma.

IIpusHakamu u306bIMOUHOL mepanuu S8AIMCA KAdccuieckue NpusHaxku 2unepKkopmuyudma:
ysenuueHue geca, ab0OMUHANBHBIIE MUN OXUPEHUsl, NOosi8leHuUe CMpull, «KAUMaKmepuueckozo
20pbuka». JlabopamopHo yposHU mecmocmepoHa U AHOPOCMEHOUOHA CHUMCEHbl, OMMeUamcs
NpusHaku oucaunudemuu, HapyweHusi y2neeodHoz2o0 obOmeHa. Ilo OdauHbiM OeHcumomempuu
nosiensiomcst npusHaku cHuxceHust MIIK. ITosviwenust AZI npu 3mom moxcem u He Obimv, 00HAKO
y psida 60nbHbIX AT MOXCEM COXPAHAMBCS 8 PAMKAX SIMPO2EHH020 2UNEPKOPMULYUMA.

ITauuenmam ¢ I'® B/IKH, kak MUMHUmym, exce2o0HO Heo0X00umo nposodums 00cnedosaHue y
Kapduonoza, no nokasaHusm nposodums SKIT, axokapduozpaguro, cymouHoe MOHUMOPUPOBAHUE
Al u OKT Ons ceoespemeHHOll uazHOCMUKU U KOppeKyuu MAaxkpococyoucmsix 0Ca0oxcHeHuti AT
[166,167,168,169].



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
IIOMOIII A

IToka3aHus Oas MJIaHOBOM rOCIUTAIM3ALIUN:

1) mpoBeneHMe XUPYPrUUECKOTO JjedeHMs (KakK MpaBUIO, IUIACTUYECKMe oIlepaluyu Ha
HApY>XKHBIX IOJIOBBIX OpraHax y JKeHIMH, pexe ornepaTuBHoe jiedyeHue TART y MyKuuMH,
yIajeHne BTOPUIHBIX HOBOOOpa30BaHMIA HAIIIOUEIHIKOB);

2) C Lenbl0 KOppeKuuM Tepamnuy, KOMIUIEKCHOTO CKPUMHMHIA OCIOXKHEHUM, B CIy4dae
HEBO3MOXHOCTM OKAa3aHMS CHelMUaJn3UPOBAHHON SHAOKPUMHOJIOIMYECKON MeOULIMHCKOMI
TIOMOIIM B aMOY/IaTOPHOM ITOPSIZIKE;

[TokaszaHus [ij1s1 SKCTPEHHOM TOCIIUTaIN3al NN

1) agayicoHMYeCKnii Kpus;

[Toka3zaHus K BbIIMCKe MalMeHTa U3 cTaloHapa:

1) pocTukeHMe 1e/leBbIX YPOBHEM aHAPOTEHOB, OIpeleneHMe TaKTUKU JiedeHUs
OCJIOKHEHW;

2) CTabMIbHOE COCTOSIHUE 300POBbY IMAallMEHTA M €ro reMOoOAMHaMMUYEeCKNX roKasareyiei B
ciydae BKCTpeHHOfI IroCIINTaJIN3alunn,



7. lomomHuTenbHass MHpopmauusa (B TOM 4ucie
aKTOPbI, BJAUSIONIME HA MCXO0J, 3a00/IeBaHUS
VIV COCTOSIHUS)

BepemennocTs ipu BIKH

HaOmogeHne 3a OepeMeHHBIMM C Kiaaccmyeckumu ¢opmamu gedpunura 21-
TUAPOKCUIA3hI

e PekoMeHyeTcCs TIpY HACTYIJIEHMU OepeMeHHOCTH MpomaomkuTh Tepanuio 'K 1 MK B Tex
ke J03ax, UTO MPUMEHSIIUCh 10 6epeMeHHOCTH. YBenndeHue mo3bl ['K mokaszaHo TOJBKO
TIPY pa3BUTUU TIPU3HAKOB HAZAIIOYEUHUKOBO HefocTtaTouyHoCcTH. [80,142,170-174].

VYpoBeHb yoeauTeabHOCTU pekoMeHaanmuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 5)

KommeHnTapum: Yacmoma OGepemeHHOCmell U podo8 HU3KA Y MEHUWUH C KAACCU4ecKUuMuU
Gopmamu dedpuyuma 21-zudpokcunassl, 0COOEHHO npu coavmepswujeti popme, Hecmomps Ha
nposodumoe JieueHue, HanpasJJeHHoe Ha soccmarosnieHue pepmunvHocmu. OCHOBHYH poJib NPU
2MOM UMem NCUXOCoUUanvHole (akmopsl, naoxas KomheHcayusi 3a00/1e8amusi, a Mmakice
nocnedcmeus Headek8amuo npoeedeHHoli naacmuxu HITIO. B pside cnyuaee Jdaxce npu
adekgamHoti mepanuu BIKH 0ns HacmynieHuss GepemMeHHOCMU Heo0X00UMO UCNONb308aHUE
8CNOMO2aMebHbIX PenpodyKMUBHBIX MEXHOJI02ULL.

OcCHO8HAsA CI0HCHOCMb 8edeHUs. bepeMeHHbIX ¢ Kaaccuueckumu ¢popmamu B/IKH 3akarouaemcs 6
mom, umo 80 8pems b6epemMeHHOCMU YPOB8HU AHOPO2eH08 NOCIMeNeHHO N0BbILIAIOMCs 8c/iedcmaue
yeesiuueHust Ypo8Hsl CEeKC-CBS3bl8aAOUIe20 U KOPMU30J-C853bl8a0Ue20 2/100yIUHA, NOIMOMY He
cyuiecmgyem Kpumepues ouyeHku adekgamuocmu mepanuu. Psd asmopos npednazaem
ucnonvs3zosamo nokazamenu 170HP, mecmocmepoHa u andpocmeHdouoHa ¢ uacmomoti 1 pa3 8 6-
8 Hedenv u oueHusames He UX aOCOJNOMHblE 3HAUEHUS, A OUHAMUKY u3meHeHus. [Ipyzue
npeonazawom OpueHmupo8amuvcsi MOJbKO HA KIUHUYECKU NpOSBAEHUsl: NU3HAKU Y2po3bl
HEeBbIHAWUBAHUSL, 2UNO0- WU 2UNepKoOpMuyu3Ma uinu usmeHeHus A7

O06bluHO nayueHmMxu noayuarm me xee 0o3bl 21KOKOpMUKoOUd08, umo u do bepemeHHocmu, 003a
2JII0KO- U MUHEPAaiokopmukoudos moxcem Ovimo ysenuueHa Ha 20-40% 6o 2 uau 3 mpumecmpe
OepeMeHHOCMU  Nhpu  pa3eumuu  Opmocmamuueckoti  2unomeH3uu  uiu  NPU3HAKoOs8
HaonoueHukogoli HedocmamouHocmu. JKeHuwluvol ¢ B/IKH Haxodsmcsi 8 zpynne pucka no
passumuil 2ecmauyuoHHozo duabema, nN03Momy 80 8pems OepeMeHHOCmuU HeobX00uMo
npo8odums muwamenbHolli KOHMPOJIb 2IUKEMUU U NPU HOPMATbHBIX NOKA3AMENSX (2/IUKeMUS]
8€HO3HOUl naasmsl meHee 5,1 MMOIb/) - mecm MoJepaHmMHOCMuU K 2/1l0Ko3e Ha cpoke 24-28
Hederb.

Bo 8pems podos pekomeHAyemcs 8600ums 2u0POKOPMU3OH (2UOPOKOPMU3OH CYKUUHAM HAMpPUs1)
napeumepaivHo 50 Mz BHYMPUMBIWEUHO UIU BHYMPUBEHHO, Odjiee Npu HeoOxoouMocmu
ggedeHue nosmopsiemcs ho 50 mez Kaxcovle 4-6 uacos, ¢ nociedynWUM 6038paujeHuUemM Ha



nepopanvHelli npuem npenapamo8 8 meueHue 1-2 cymok. Ecnu xeHuwjuHe nposoodunace
nnacmuka HIIO, pekxomeHdyemcsi podopa3peuieHue nymem Kecapesa ceueHus 07151 YMeHblieHUs
mpasmamu3sayuu 6 podax [80,142, 170,171,172, 173,174].

e [Ipu 6epeMeHHOCTM He peKoMeHAyeTcs: ipuMeHeHMe 'K mpenapaToB, KOTOpbIe TPOXOIST
yepes IIALLeHTY, TAKUX Kak gekcameTtasoH [1,3,80,170, 172].

VpOBEHb YGe,Z[MTeJIbHOCTI/I peKOMeH,Z[aHMﬁ C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5)

KommeHTapum: /lekcamemason He 00JIHeH NPUMEHSIMbCS 80 8pemMsl bepeMeHHOCMU MakK Kak
OH He uHakmuseupyemcsi pepmeHmom naayeHmol 3[-zudpoxkcucmepouddezudpozeHasoli u 8
Heu3MeHHOM 8ude npoxodum 8 Kposv naoda. OcmanvHbie 2I0KOKOPMUKOUJbl 0ONYCMUMbl K
UCNONB308aAHUI0 NpU OUEHKe NOMEHYUAIbHOU Nob3bl U PUCKO8, 8 coomeemcmeuu C
mpebosaHusamu opuyuanvHuix uHcmpykyut [1,3,80,170, 172].

HaOmiogeHue 3a OepeMeHHbIMM C HeKjIaccuueckummu ¢dopmamu pedbunura 21-
TUAPOKCUIIA3HI

e Pekomennyercsa mnauueHTkaMm ¢ HBJKH, mnonyvawomum ['K, mnpu HacTyrmieHuun
6epeMeHHOCTY TIPOAO/IKUTH Teparnio B MpeskHuX mosax [1,3,29,85,175, 176].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanui C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB

- 5)

KoMMeHTapum: nayueHmku ¢ ucmopueli He8blHAWUBAHUS, UAU Oecniodus, uiu npu
Hea(pexmueHoili Koppexkuuu eunepaHopozerusma nepegodsmcs ¢ KOK na I'K u 0CHO8HbIM
Kpumepuem KOMNEHCAuuu s16J51emcst 60CCMAaHos/ieHue CNOHMAHHoU 08yasayuu U HacmynjeHue
bepemenHocmu. Tak xe, Kak u npu kaaccuueckux ¢opmax BIKH, K npumeHeHUl
npomueonokasaH dekcamemasoH. Heo6xo0umMo NOMHUMb O NOBLILUEHHOM pPUCKe pa3eumus y
OepeMeHHbIX C HEKJACCUUecKuMU (popmamu 2eCmayuoHHO20 caxapHozo duabema u nposooums
o6cnedosaHue coznacHo npuHsmeim 8 PO pekomeHoauusm.

V seHwuH ¢ HB/IKH He pekomeHOyemcs npumeHeHue 21l0KOKOpmukoudos npu bepemeHHocmu,
eciu oHa Hacmynua 6e3 ux ucnonb308aHuUsl

PodopaspewieHue nposodumcs no 00WuUM axkyulepckum nokasavusm. B dens podos wenwjunam, y
KOmMopblX 8 pe3y/ibmame mecma ¢ mempako3akmuoom 8buis18/15L710Cb HeadeK8amHoe noswluleHue
Kopmu3ona (meHee 500 Hmonv/n), HeE0Ox00umo 8eedeHue 2udpPOKOPMU3OHA NAPEHMEPAanbHO.
ITocne podos 8 niaHo8om nopsioke IHOOKPUHONI020M NPUHUMAEMCsl peuleHue 0 Heobxodumocmu
danvHeliwezo JeueHus: nayueHmxu ¢ nomowsro I'K unu 803MOXHOCMU NOCMENEHHOLl €20 0MMeHbl
[1,3,29,85,175,176].



Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM
ITOMOII

Kputepuii kayectsa

YpoBeHb AOCTOBEPHOCTU
AOKa3aTesibCTB

YpoBeHb ybeanTenbHoCTH
pekoMeHcaaunmu

BbINONHEHO UccnefoBaHMEe YPOBHS  aHAPOCTEHAMOHA
KpOBW BCEM MauUMEHTaM C BUPWUIIbHOW U COMbTepsioLei
dopmon BOAKH

A

BbinonHeHo uccnenosaHue YPOBH# 17-
rMAPOKCMMNPOrecTepoHa (17-0OHP) KpoBU BCEM
naumeHTam C BUPWUIbHOM W conbTepsatowern dopMon
BAKH

BbINO/HEHO MccnenoBaHWe YPOBHSI TECTOCTEPOHA KPOBMU
BCEM MaUMeHTaM C BWPWIbHOW W CONbTEpsOLLEN
¢dopmon BOAKH

BbinonHeHOo nccnenoBaHne akTUBHOCTM peHUHa niasMmbl
KpOBM Npu conbTepsowen popme BAKH

BbinonHeHa MynbTUCNIMPanbHas KOMMbloTepHas
TOMOrpadusa nnm MPT HaAMNoOYe4yHUKOB ans
onpeaeneHnss BTOPUYHbIX OObEMHbIX 06pa3oBaHu Yy
nauueHToB C Khaccuyeckmmm dopmamm BAKH, vy
KOTOpbIX He yAaeTcs AOCTUYb LeneBbiX nokasaTenewu
aHApOreHoB, a Takxe npu 3nu3onax ANuTenbHON
AeKOMMeHcauMm B aHaMHese y nauneHToB

BbINO/IHEHO YNbTPa3BYKOBOE WCC/eA0BaHWE OPraHoB
MOLUOHKW MY>YMH

BbInONHEHO ynbTpasByKOBOE uWcCCNefoBaHWE OpraHoB
Manoro Tasa, npu nogospeHun Ha OART - MPT opraHos
Manoro Tasa

BbiMOSIHEHO  Ha3HayeHwe W/MnnM  KOppekums  A03bl
rNIOKOKOPTUKOMAOB MpU Knaccuyecknx gopmax BAKH,
rno nokasaHusmun - HBAKH

BbINO/IHEHO  HasHayeHuve W/WAW  KOppekuus  Ao3bl
MWHEPaNoKOPTUKOMAOB Mpu  conbTepsitoweln  dopme
BAKH

BbinonHeHna OEeHCUTOMETpUSA npwm nepBnUYHOM
obpaiieHnn, nmbo npuv aHaMHEeCTUYEeCKUX JAaHHbIX O
nepuopax nepenosnmposkn [KC uanm nepeHeceHHbIX
aTpaBMaTUYECKMX nepenomax
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Poccun, MockBa. [oueHT Kadeapbl akKyllepcTBa, TI'MHEKOJOIMM, HEOHATOJIOTUM,
aHecresuonormm wu peaHumaroimorun @OIbY «HMUL] akyuiepcTtBa, T'MHEKOJIOTUM U
rnepuHatosoruu uM. akagemuka B.M. KymakoBa» Munsgpasa Poccun, Mocksa.

Koudgnukm unmepecoe omcymcmaeyem.

AnapeeBa E.H., 1.M.H., TOKTOp MeOMIIMHCKMX HayK, Ipodeccop, aupektop MHcTUTyTa
PEeNpOAYKTUBHON MeIMILIMHBI, 3aB. OTHEJeHMEM SHIOKPUHHONI TMHEKOJoruu, mpodeccop
Kadenpel sHIOKpuHONOoruu DPIBY «HaumoHanbHBIM MeIOUIIMHCKUIL MCCIeI0BaTe/lbCKU
LIeHTp SHAOKpMHonorun» MwuH3apaBa Poccun, mnpodeccop kadenpbl penpoayKTMBHONM
MeauuyHbel U xupyprun ®I'bOY BO MI'MCVY um. A.M. EBgokumoBa MuH3zapasa Poccumu,
SIBJISIETCSI WIEHOM OOIllecTBa MO PEenpoOAYKTMBHOM MeOMuLMHEe U XUpypruu, Poccuiickoii
accouManuy TMHEKOJIOTOB 3HAOCKOIIMCTOB, POCCHMIICKOM accouyanuuu 1o SHAOMETPUO3Y,
Poccuiickoro o6IecTBa aKyliepoB I'MHEKOI0r0OB, MEKIYHAPOIHOM acCoIMaly aKyIIepoB-
TMHEKOJIOTOB U 3HJIOKPUHOJIOTOB.

Kongnuxkm unmepecoe omcymcmayem.

VkeroBa JK.A., Bpauy oOTAe/leHUs SHIOKPUMHHON ruHekonormu @®IbBY «HMUILL
SHIOKpuHonorum» Mmuusapasa Poccuu, Mocksa.

KapeBa Mapusi AHapeeBHa, [1.M.H., 3aBeIyIOIasl OTIOEeJIeHMEeM OMyXOJieil 3HIOKPUHHBIN
cucteMmbl ®I'bY «<HMULI sHmokpmuHonornn» Munsapasa Poccun, Mocksa.

Kongnuxkm unmepecoe omcymcmayem.

Kanunuenko Hartanpa IOpbeBHa, K.M.H., Be[d.H.C. OTOeJeHUS TUPEOUIQJOIUMN,
PENPONYKTUBHOTO ¥ _coMaTuyeckoro passutua @IbY «HMUL >sHOOKpUHOIOTUN»

Mwunsgpasa Poccuu, Mocksa.
Kongnuxkm unmepecoe omcymcmaeyem.

Illnbman Bopuc MwuxaityioBu4., acnupaHT VHCTUTYTa KJIMHUUYECKON SHIAOKPUHOIOTUMN
OI'BY «<HMMUII sHgokpuHonoruu» Munsapasa Poccun, MockBa.

Kongnuxkm unmepecoe omcymcmayem.


https://www.endocrincentr.ru/departments/institut-detskoy-endokrinologii/otdelenie-tireoidologii-reproduktivnogo-i-somaticheskogo

daneeB BamenTtmH BukTOpoBMY, 1.M.H., Mpodeccop, 3aBenywuuii Kadempoii
sHpokpuHonornu ['BOY BIIO «IlepBbiit MOCKOBCKMII TOCYOAapCTBEHHbIA MeOULIVHCKU
yHuBepcutet uMmeHu .M. CeueHoBa», Mocksa.

Kougnukm unmepecoe omcymcmaeyem.

bupwokoBa Enena BanepbeBHa, 1.M.H., npodeccop Kadeapbl SHIOKPUHOJOTUM U
muab6etonoruy MIMCY um. A.W. EBnokumoBa, MocKkBa

Kongnuxkm unmepecoe omcymcmayem.

Aunudepo Mwuxamn bBopmucoBudu, a.M.H., Tipodeccop, mIaBHbIi Bpau IBY3
«DHOOKPUHOJIOTUYECKUIT OucraHcep» [lernaprameHTa 3ApaBOOXpaHeHUs] ropojga MOCKBBI,
[JIAaBHBIN SHOOKPUHOJIOT ropoia MOCKBBI

Kougaukm unmepecoe omcymcmeyem.

CymioroBa JI.A., n.mM.H. mpodeccop kKadenpbl Tepaluu C KypcaMy SHAOKPUHOJIOTUH,
(YHKIMOHAMbHOV U YIbTPa3BYKOBOM AuarHocTukyu uHctutyta HITP ®T'BOY BO TiomeHCKOTO
I'MY MunsnapaBa Poccun, raBHbIN SHIOKPUHOJIOT TroMeHCKoi o61acTu, TioMeHb.

Koudgaukm unmepecoe omcymcmaeyem.

Kucenésa T.II., n.M.H., mpodeccop Kadeapbl BHYTPEeHHUX OOje3HEN U SHIOKPMHOJIOTUM
YpaJibCKoro lT'ocymapCcTBEeHHOTO MenuiunHCcKoro YHuBepcurera, [JIAaBHBIN
SHIOKPUHOJIOT YpasibcKkoro ®enepanbHOro okpyra, EkaTepuHOypr.

Kongnuxkm unmepecoe omcymcmayem.

SipmommHckasgs M.U., TOKTOp MeAMIIMHCKMX HayK, Mpodeccop Kadeapbl akyliepcTBa U
ruHekonorun ®I'bOY BO C3IMV wmmenu WU. WM. MeunuroBa MwuH3sgpaBa Poccun,
PYKOBOOMTENb OThOena 3SHAOKpuHomoruu penponykuun OIbY «HUW akyumepcrtBa u
ruHekosorun umenu [1.0.0Tta», siBasieTcss wieHoM Poccuiickoro o6lecTBa akyllepoB-
IMHEKOJIOTOB.

Koudgaukm unmepecoe omcymcmaeyem.

Cyrypuna JI.B., 1.M.H., mpodeccop, pyKOBOAUTeIb OTAesa OXpaHbl PErnpomyKTUBHOTO
3n0poBbst ®TBHY «HayuHblIi1 lIeHTp MpobsieM 3I0POBbsI CEMbU M PEITPOAYKIIVM UeloBeKa» (T.
VpKyTCK), ABISIeTCS WieHOM ACCOLUMALMK TMHEKOJIOTOB-3HO0KPMHOMIOIOB Poccuu, yieHoM
Poccuiickoro o61ecTBa akyliepoB-IrMHEeKOI0TOB.

Koudgaukm unmepecoe omcymcmaeyem.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

1. SHOOKPUHOJIOTU;
2. akylIep-ruHeKoJIOTH;
3. TepareBThI.

B OCHOBY KIMHMYECKMX pPEKOMEHIAIMii IIOJIOKEeHBbI CUCTEeMaTu4YecKyue 0030pbl, MeTa-
aHaIM3bl ¥ OPUTUHAJIbHBIE CTAThM, @ TAK)Ke HaydHble pabOThI 110 JAHHON MpobIeMaTuKe B
Poccuiickoi @epepaniyu U APyrux CTpaHax.

MeToapl, MCITOJIb30BaHHbIE JIS1 OLI€EHKM KavyeCcTBa U CUJIbI JOKA3aTe/lbCTB:

e KOHCeHCYC 3KCIIepToB
e OUeHKa 3HAUMMOCTU B COOTBETCTBUMM C YPOBHSAMMU [OOKA3aTEJIbHOCTU U KJIacCaMU
peKoMeHaauum (IpuUIararoTcs).

Ta6muma I11 YpoBHM OOCTOBEPHOCTM HOKa3aTeJIbCTB C YKa3aHMEM MCIIO/Ib30BAaHHOM
KJIaccuuKkauum ypoBHel JOCTOBEPHOCTHU JoKa3aTeabcTs (Y )

yan Uepapxusa pAuU3aHOB KJIIMHUYECKUX WUCCNeAOBaHUM MNo Yy6biBaHMIO YPOBHS [OCTOBEPHOCTHU
AoKa3saTtenbCcTB OT 1 0 5

1 CuctemaTtnyeckuit 063op PKU c npumeHeHneM MeTa-aHanmsa

2 OtaenbHble PKW 1 cuctematnyeckmne o63opbl MccrienoBaHuin noboro amsariHa (nomMmmumo PKW) ¢ npuMeHeHuem
MeTa-aHanusa

3 HepaHooMU3MpOBaHHbIE CpaBHUTENbHbIE UCCNIEA0BAHUSA, B T.4. KOFOPTHbIE UCCef0BaHUS

4 HecpaBHUTeNbHbIE WUCCEA0BaHUSA, OMUCAHUE KIIMHUYECKOro cfiyyasd WIinM Ccepum CcrydaeB, uUccnefoBaHus
«KCNTYHan-KOHTPOJIb>»

5 MmeeTca nuwb o60CHOBaHME MexaHu3Ma [AeNCTBMS BMellaTesbCTBa (,D,OKJ'IMHM‘-IECKME I/ICCJ'Ie,CI,OBaHMFI) nnun
MHEHWNE 3KCNepPTOB

Tao6nauma I12. llIkana onpeneneHust ypoBHel yoeauTeabHOCTU pekoMmeHaanuii (YVYP)

YYP Pacwudcdposka

A OpHo3HauvHas (cunbHas) pekoMeHzauums (BCce MCCnefoBaHUS MMEKT BbICOKOE WU yAOBNEeTBOpUTENbHOE
MEeTOA0J/I0rMYeckoe KayecTB, UX BbIBOAbI MO MHTEPECYIOWMM UCXOAAM SIBMSIOTCS COr/laCoOBaHHbIMU)

B HeonHoO3Ha4vHasa (YCJ'IOBHaH) pekomMeHgauuna (He BCe nccneaoBaHuA UMEKT BbICOKOE nnun
YAOOBNETBOPUTENBHOE METOA0JI0NNMYEeCKoe Ka4yecCcTBO n/Mnn ux BbIBOAbI MO UHTEPECYHOLWMM UCXoAaM He
ABNAKOTCA COFJ'IaCOBaHHbIMVI)

C Huskas (cnabasi) pekomMeHaaums — OTCYTCTBME AOKA3aTENbCTB HaAsexallero kadyecTsa (BCe UccienoBaHus
MMEKT HU3KOe MEeToAO0SIorMYeckoe KayecTBO M WX BbIBOAbl MO WMHTEPECYILWMM WUCXOAaM He SABNASTCS
COrnacoBaHHbIMM)

Ta6muua I13. Komowumnanum VYA u VYYP paaa JjiedeOHbIX, HTPOGMIaKTUUECKUX
BMENIATE/ILCTB ¥ PeadW/IMTAIIMOHHBIX MeponpusITUii (0e3 yuéTa Ba)XKHOCTU MCXOH0B)

yana Kputepuu onpeaneneHus YYP UToroebii YYP
1=Haunbonee [OCTOBEpHble OAHOBpPEMEHHOE BbINOJIHEHWNE ABYX YC/IOBUN: A
AoKa3aTenbCTBa: 1. Bce wccnenoBaHuMsi WMMEKOT BbICOKOE WAW  YAOBAETBOPUTENbHOE
cucrematudeckne o63opbl PKN ¢ MeTOoA0/10rM4ecKkoe KayecTBso;
npUMeHeHneM MeTa-aHanusa 2. BbiBOAbI WCCNefOBaHM MO WMHTEPECYHLWMM MUCXoAaM SIBASIOTCS

corslacoBaHHbIMm*




(,D,OKJ'IVIHVI‘-JECKVIE MCCﬂe,D,OBaHMFI) nnn

MHEHWE 3KCNepPTOB

yaa Kputepuun onpeaneneHuna YYP UtoroBbiii YYP
BbinosiHeHMe XO0Ts 6bl 04HOMO U3 YC/TOBUNA: B
1. He Bce uccnepoBaHWs MMeEKOT BbICOKOE WNW YAOBNETBOpUTENbHOE
MeTOA0/I0rMYeckoe KayecTBo;
2. BblBOAbI MCCNefOBaHUI MO MHTEPECYIOWMM UCXOAaM He SIBISHTCS
cornacoBaHHbIMU*
BbinonHeHMe XoTs 6bl 04HOro U3 YC/IOBUIA: C
1. Bce uccnenoBaHnst UMEKT HU3KOE METOL0NI0rMYeCcKoe KayecTso;
2. BbiBOAbI UCCNeAOBaHUM MO MHTEPECYOWMM MCXOAaM He ABASATCA
COrnacoBaHHbIMU
2=0TAeNbHble PKN 7] OAHOBpPEMEHHOE BbINOJIHEHWNE ABYX YCOBWUIA: A
cucremaTmyeckne 0630pbI 1. Bce wuccnenoBaHWsl WMMelT BbICOKOE WM  yAOBAETBOPUTENbHOE
nccnenoBaHun  nwboro aAusanHa METOA0J/I0rMMYeCcKoe KauyecTBo;
(nommmo PKW) ¢ npuMmeHeHueMm 2. BblBOAbI WCCNefOBaHWN MO WMHTEpPEecylWUM UCXoAaM SBASKTCH
MeTa-aHanusa COrnacoBaHHbIMU*
BbinosiHeHMe x0Tst 6bl 0AHOMO U3 YC/IOBUN: B
1. He Bce nccnenoBaHusi MMEKT BbICOKOE WU YAOBNETBOPUTENbHOE
MeToA0JSIornMyeckoe KavyecTso;
2. BblBOAbI MCCNefOBaHUIN MO MHTEPECYIOWMM UCXOAAM He SBJSTCA
cornacoBaHHbIMU*
BbinosiHeHMe XoTs 6bl 04HOMO U3 YC/IOBUNA: C
1. Bce nccnenoBaHns UMEKT HU3KOE METOL0M0rMYeCcKoe KayecTso;
2. BblBOAbI MCCNEefOBaHUI MO MHTEPECYIOWMM UCXOAaM He SIBISHTCS
cornacoBaHHbIMU*
3=HepaHaoMU3MpOBaHHbIE OaHOBpeMeHHOoe BbIMOAHEHWE ABYX YC/I0BUIA: A
CpaBHUTENbHblE WUCCNEeAOBaHUA B 1. Bce wuccnepoBaHus WMMEKT BbICOKOE WIW  yAOBIETBOPUTENbHOE
T.4. KOrOpTHblE UccneaoBaHns MeToA0SI0rnM4yecKoe KavyecTso;
2. BbiBOAbI ucCnepoBaHMA MO MHTEPECYHOLWMM UCXOAAM  SBASIOTCS
cornacoBaHHbIMU*
BbinonHeHne xXoTs 6bl 04HOr0 U3 YCNOBUIA: B
1. He Bce uccnenoBaHWsl MMeIOT BbICOKOE WNW yAOBNETBOpUTENbHOE
MeTOA0J/I0rMyeckoe KayecTBo;
2. BbiBOAbI UCCNEAOBaHUM MO MHTEPECYOWNM MCXOAaM He ABASAITCA
COrnacoBaHHbIMU*
BbinosiHeHMe x0Tsi 6bl 0AHOMO U3 YC/IOBUIA: C
1. Bce uccnenoBaHnst UMEKT HU3KOE METOL0N0rMYecKoe KayecTso;
2. BbiBOAbI UCCNeAOBaHUM MO MHTEPECYOWNM MCXOAaM He ABASATCA
cornacoBaHHbIMU*
4=HecpaBHUTENbHblE UCCNEA0BaHMUS, ONUCAHNE KIIMHUYECKOro C/lydast Unn cepum cny4vaes C
5=HanmeHee pocToBepHble [OKa3aTeNbCTBa: WMeeTcsa /uWb 060CHOBaHWE MexaHu3Ma [encTBus C

*Ecin oneHuBaeTcs ogHO KV, To JaHHOe yCl10Bye He YUUTBIBAeTCS.

CBsi3aHHbIE JOKYMEHThI:

1. TTopsimok OKa3aHMs MEeOMIIMHCKONM TMOMOILIM B3pOCJIOMY HaCeJeHUI0 MO0 MpohuiIio
«3HOoKpuHoorus» (IIpukasz MuHMUcTepcTBa 3apaBooxpaHeHnst Poccuiickoin ®enepannn
oT 12 Hosi6ps 2012 1. N 899H).

2. CTaHgapT  CIeUMaJM3UMPOBAHHOM  MEOUIIMHCKON  IOMOIIM  MpU

BPOKIEHHBIX

aJlpeHOTeHUTAIbHbIX HapyIIeHUsX, CBSI3aHHbIX C nedunutom ¢epmentoB (IIpukas

MunHucrepcTBa 3apaBooxpaHeHust Poccuiickoir @emepatiyin ot 7 Hosi6ps 2012 1. N2 658H)

ITopsaOK OOHOBJ/IEHMSI KIMHUUYECKUX PeKOMeHAAaIuii — rmepecMoTtp 1 pas B 3 roza.




IIpunokenue A3. CripaBoYHbI€ MaTepHaJbl,
BK/II0YasA COOTBETCTBYE IIOKA3aHUM K
IIPMMEHEeHWIO ¥ IIPOTUBOIIOKAa3aHuM, CII0CO00B
IPUMEHEHMS U N03 JIEKAaPCTBEHHBbIX
IpenapaToB, MHCTPYKIIUU 110 IPUMEHEHUIO
JIEKapCTBEHHOrO Ipernapara



IIpunokeHue b. AIropUuTmMBI JeiCTBUI Bpadya

NauwneHT ¢ NnoacIpeHnemM
Ha BROHASHHY K QACEYHKLAK
KOPLI HAONOUEUHMKOR

NuarHocTHKa

l

Dopma peduumTa
21-rmapoKcKnael
KnaccuMeckan?

L ] 4

ANFOPHTM BECHHUA ANropnTM™ BEASHWA

Ft'tpr.ﬂhl){ navlWeHToORB
€ KNACCHYeC KMMK GopmMami
nedumTa
21-rMopoKcUnasbl

B3POCNBX NaLUMeHToR
€ HEKNacCMYeCKon Gopmoi feduunTa
21-mapokcunazm (HBAKH)

I. Ob11ag cxema

II. AfiropuTM BefeHMS B3POC/IbIX IMAlIMEHTOB € Kiaccuueckumu dhopmamu gebunura 21-
TUIPOKCUIIAS3HI

MaUMeHT C YCTAHOBNEHHEIM
B J2TCTEE AWArHOIOM BUPWABHOW MAK
consTepaowen dopmamu BOKH

EcTe NoBBILIEHWE
aHapoCTEHgMOHA,
1700, TecTocTepona,
peduHa unn APM
Eblle Uenesbix?

L L

Koppekuwa 0o3sl MoKo-
W MUHEPaNOKOPTUKOWAOE

Y

ANA ACCTUMEHNA LENEBLIX YPOBHER
ropMoHORB

III. AiropuT™M BemeHMSI B3POC/bIX MAlMEHTOB C HeKjaaccuueckoi ¢dopmoit medbunura 21-

ruapokcmiasel (HBIKH)

ExeronHoe gucnancepHoe HabniopeHne
(oueHKa penpoOyKTMEHON GYHKLMK,
MeTabonuueckny HapyLleHui)




MNaymenTka c nogospedvem Ha HBKH

l

EcTe noEbwenne Her
17 ON glwe 30 HMonesN

{10 urimn)?

Ypoeews 17 QM
6—30 Hmonsn
{2=10 Hr/mn)?

v

MpoeegeHne reHETUUECKOro

WCCNEA0BaHUA HA BbiARNEHWE
MYTALA B reHe

CYP 21 ruppoKcunazel

¥

= MYTALWK B reHe

Onardoz HBIKH noareepsaeq CYP21 rMApOKCHNa3b

L J

MokazaHwa K HazHavyeHuo Tepanian MK,
KOK nnu komOuHaywa ME+KOK:

- Gecnnogwre/HeBbiHAMEaHNE
GepeMeHHOCTH

- HapylWeHWA MEHCTRPYANLHOMD LUK

- BbICOKAA CTEMNEHb MMPCYTHIMa
(FMPCYTHO® YOO BblWwe 15)




ITpunokenue B. Undopmanust ajisi mamyeHTa

BpoxkagenHas nuchyHKIIMA Kopbl HanmnmoueyHnukoB (BJIKH) — 3a6oneBaHue, CBsI3aHHOE C
HapylIeHueM paboTsl HagnmouedyHnkoB. Hagmoueunnky (HIT) — mapHble opraHbl HeOOIBIINX

pasMepoB, pacrooKeHHbIe 61M3KO0 K moukam. COCTOSIT U3 2 OCHOBHBIX YacCTei: BHYTPEHHSISI
YyacTb — MO3TOBOJ1 CJIO¥, BhIpabaThIiBaeT afipeHaanH 1 3Ta GyHkius npu BIKH He HapylieHa.
Hapy>kHbIi1 10/ — KOPKOBBINM CJI0M, MMEHHO TaM BO3HMKAIOT HapyIIeHMs, IIPUBOAMIIIME K
passutuio BJIIKH.

B KOpPKOBOM cji0oe BbIpabaThIBAIOTCSI TOPMOHBI (CTEpPOMIbI), KOTOpbIe MOMAepPKMBAIOT
OCHOBHbIE XKM3HEHHble (PYHKIINMM OpraHm3Ma. ITU TOPMOHBI 00pa3ylOTCsI U3 XOJecTepuHa
IIyTeM CJIO)KHOT'O, MHOTO3TAIIHOrO IIpoliecca M B KOHEYHOM HTOre, B KOPKOBOM CjI0O€
BbIPAOATHIBAIOTCSI 3 TpPYMIlbl TOPMOHOB: KOPTM30J, ajabJOCTEPOH, MYXKCKME I10JIOBbIe
TOPMOHBI (AHIPOTEHDI).

KopTuson perymupyer paboTy IMpaKTMUYECKM BCEX CUCTEM OpraHM3ma: KpoBooOpallleHMue,
OTBET Ha cTpecc (B TOM uuciie pu MHOeKIn, TpaBMe) ¥ MHOTO Jpyroe

AnbaocTepoH: OTBeuyaeT 3a MOAAepkaHMe B OpraHu3Me HOPMAJIbHOTO YPOBHS TaKUX
BellleCTB, KaK KaJivii, HAaTPUIA.

AHpaporeHnsl: BbipabaTbiBatoTcss B HII Kak y MYKYMH, TaK M Y SKeHIIMH, BJIMSIOT Ha
penpoayKTUBHOe 300pOBbe.

Pabora HII KOHTponupyeTcsi TOJOBHBIM MO3roM (IrMrmodu3oM, rumoTajiaMmycom). Ecim
ypOBeHb KOPTM30Jia B KPOBM HENOCTATOUEH [JiT HOPMaabHOM paboThl OpraHm3ma, 3TO
«pacrno3HaeTcsl» TUIIOTaJaMyCcOM, CUTHaj MepemaeTcss runodusy M B HeM HauMHaeT
BbIpabaThIBaTbCsl TOPMOH KOpTUKOTpoIuH (AKTT), KOTOpbIit meiicTByeT Ha KOPKOBbIN C/I10¥
HaJITIOYeYHMKOB - TIPOMUCXOOUT BbIOPOC KOpTM307a. Korma B opraHuMsme IOOCTUTAeTCs
HOpPMaJIbHBI/I YPOBE€Hb KOPTM30JIa, CTUMYISILIMS Turodusa IpeKpallaeTcss U BbipaboOTKa
AKTT cHmxkaetrcs. EciM nauueHT NOpuHMMAET IIpernapaTbl I[NTIOKOKOPTUKOCTEPOUIOB
(CMHTeTUUYeCKUIT KOPTU30J) B TabieTKax, MHbEeKIMSIX, TO IMIIOTaJIaMyC T10f, BO3/eliCTB/EM
3TUX TIpenapaToB, cHisKaeT BbipaboTKy AKTT runmodusom, HIT He ctumynupyiorces AKTT u
CMHTEe3 KOpTM30jla B OpraHM3Me 4YejioBeKa CHmKaetrcsd. EwiM Tepammsg IO KaKUM-TO
MpUYMHAM ITIPOBOAUTCSI [JIMTENIbHOE BpeMsi B OOJbIINX [03aX, TO CUHTE3 «CBOEro»
KOPTU30J1a IpeKpaliaeTcs.

Kak OblJI0O OTMeUYeHO BbIllle, Ipoliecc obpa3oBaHus ropMoHoB B HII MHorosrtameH M Ha
Kak7oM 3Tare paboTaeT cBoit pepmeHT. Eciin XoTs 651 1 hepMeHT paboTaeT HEIIPaBUIbHO —
pasBuBaetcsa BIKH. B koneunom nrore, mpu BJIKH Bo3HMKaeT HeZOCTaTOK 0O0pa30BaHMS B
OpraHmM3mMe KOpTU30ja U, B psife CaydaeB, ajibAIOCTEpPOHA, a aHAPOTe€Hbl CUMHTE3UPYIOTCS B
OpraHu3Me B IIOBBIIIEHHOM KojauuecTBe. [Ipy HM3KOM ypOBHE KOPTM30Jia y IAliMeHTOB C
BIIKH nioBeimaeTcst ypoBeHb AKTT, KOTOpPBIii ITBITAETCS «CTUMYIMPOBATh» paboTy Kopbl HII,
BO3HMKaeT pa3pacrtanue (runepriasmus) Tkauu HII.



[Tpaktuuecku 90% ciyuaeB BJIKH cBsi3aHO Cc HapylleHueM paboTsl gepMeHTa, KOTOPIiA
HasbIiBaeTcs 21-ruapoxrcmiasa. TO MPOUCXOOUT M3-3a PA3HBIX MyTalUil B reHe, KOTOPBIi
«oTBeyaeT» 3a pabory depmenrta. T.e. BIKH - 32T0 reHerumuecku o0OYyCIOBIEHHOE
3aboneBanme! IIpy mpakTHMUYeCKM MOJHOM HapyIIeHuM paboTsl (GepmMeHTa - pasBUBAETCS
Kinaccuueckast opma BIKH. Knaccuueckass BIKH sto 2 Buma (dopmbi) 3aboneBaHMS:
BUpWIbHAsA (meduIUT KOPTMU30ja, IPM HOpPMaJbHOM 00pa30BaHUM ajbJOCTEPOHA,
BbIpaKeHHOE YyBeJIMUeHMe aHIPOreHOB B OpraHu3Me) WU coabTepsiomas (aepuinut
KopTu3ona+aeduiiuT aabJOoCTEPOHA, BbIpa)KeHHOe yBeduvYeHMe aHAporeHoB). I[Ipu
HEIoJHOM HapylieHunu depMmeHTa — BO3HMKaeT Hekaaccumdeckass ¢opma BIKH (Tombko
130bITOUHOE 0Opa30BaHMe aHIPOTreHOB, KOPTU30/1, aJIbIOCTEPOH B HOPME).

Knaccuueckue ¢popma BJIKH auarnoctupyetcs ¢ poxkaenusi, B PO ¢ 2006 r BBefileH CKPUHUHT
HOBOPOKIEHHBIX Ha 3TO 3abojeBaHyme. Y HOBOPOXIEHHBIX C COJbTepswoIieir dopMoii
3aboseBaHMs1 0e3 JieueHMS BO3HMKAET CHIDKEHMe amIleTuTa, IIoTepsl Beca, pPBOTA
(conpTepsiomye Kpusbl). Y HOBOPOXKIEHHbBIX AEeBOUEK M3-3a HempaBuabHON paboTsl HIT u
0bpa3oBaHMs OOJIBIIOTO KOJAMUECTBA aHIPOTEHOB M3MEHSIIOTCSI Hapy KHbIe IT0JIOBbIe OpTaHbl
110 MY3KCKOMY THUITY, UTO TpeOyeT B psifie CaydaeB IIpoBeaeHNe IUIacCTUUeCKUX onepaunii. [Tpu
BUPWIbHOI (opMe He OBbIBae€T COJbTEPSIOMIMX KPU30B, Y [OEBOYEK €eCTh IIPU3HAKU
HapylIeHU1 HAapy>KHbIX IIOJIOBBIX OPraHOB, Y MaJbUMKOB B BO3pacTe 2-4 JieT BO3HUKAKOT
MIpU3HaKM OBICTPOrO POCTA U IMOJIOBOTO co3peBaHMsl. [leTu 6e3 jieueHMsI cHavaja OrepeskaioT
CBEpPCTHMKOB B POCTE, HO AHAPOTeHbI CIIOCOOCTBYIOT OBICTPOMY 3aKPBITUIO 30H pPOCTa B
KOCTSIX M B KOHEUHOM UTOT€e, POCT Ialii€HTOB HU3KUIA.

Heknaccuueckast popma BJIKH ayarHocTupyeTcsl y MOJTOABIX KEHIIMH UM TTOAPOCTKOB IIPH
obcemoBaHMM Ha IIPeAMET HEepPeryaspHOro MEHCTPYaJbHOIO IMKIA WM M3O0BITOYHOIO
OBOJIOCeHMS. Y MY>KUMH 3TO COCTOSIHME He BbI3bIBA€T HUKAKUX KIMHUYECKUX TPU3HAKOB U
He OMarHoCTUPYeTCS.

IOuarHo3 BJIKH crtaBuTcsI Ha OCHOBaHMM KOMILJIEKCHOIO 00C/IegOBaHMs, BKJ/IIOUAIOIEro
MccienoBaHMe YPOBHSI TOPMOHOB, B psifie ciayuaeB Ha 1pobe ¢ AKTT, reHeTMUecKoro aHaim3a,
Y3U, KT/MPT.

HOetu u B3pociable ¢ KinaccuueckuMmy @opmamyu BIKH [OMKHBI ITOKM3HEHHO JIEUUTCS
Tab/ieTkaMM, ComepsKallyMy KOPTU30J - IIIOKOKOPTUKOUIaMu. IIpy ITOCTOSTHHOM JIeUeHUU
Hopmainsyetcsl ypoBeHb AKTI' u angporenoB B HII, Hopmanu3yeTcss ypoBeHb KOPTU30Jia B
KpoBu. IIpu conprepsmomeii popMe 3aboieBaHNsT JOIIOTHUTETbPHO Ha3HAYAIOTCS IIperapaThl
anpaocTepoHa. HeoOxomyMMoO MOMHMTH, UTO KOPTM30J BakeH [JISI OpraHmsMa B JIIOOBIX
CTPECCOBBIX CUTYyalLlMsI: TPy 3a00/eBaHMSIX, TPaBMax, OIlePaTUMBHBIX BMeIIaTeabCcTBax. [Ipu
BIIKH B Hafmmo4euHMKaxX MaleHTOB He IMPOMUCXOAUT HOPMAaIbHOTO 00pa30BaHMs KOPTU30J1a,
II09TOMY B CTPECCOBBIX CUTYaLMSIX HEOOXOAMMO YBEJIMUMBATD N03Y ITTIOKOKOPTUKOMUIOB U
BBOAUTD X BHYTPUMBIIIIEYHO UJIM BHYTPUBEHHO. YeTKMI1 aJITOPUTM OEeMCTBUS OOJIKEH JATh
Jleyauiuii Bpay rnaiyueHra.



[TauieHTKM € Hekmaccuueckoii (opmoit BIKH TpebyloT MHAMBUAyaAbHOTO Iomgxoma. Y
OOJIBIIMHCTBA MaIlMEeHTOK IJIaBHAas kajo6a — M306bITOUHBIM POCT BOJOC Ha Teje, MPU 3TOM
MEHCTPYaJIbHbBIN IIMKJI MOXXET ObITh HOPMAaJIbHBIM M OeCIuIonys MOXKeT He ObIThb. B Takmx
CIy4asix peKOMEHIYIOT MCII0/Jb30BaTh pas3jiMuHble METOIbl 3Nwisluu. B ciydae, korga y
MalMeHTOK eCcThb Mpo6seMbl € 3avyaTMeM WIM BbIHAIIMBaHMEM OepeMeHHOCTU WIu
BbIpa’KEHHOE HapylleHMe MEeHCTPYaJIbHOTO ILIMK/Ia — pellaeTcs BOIMIPOC O Ha3HAYeHUU
[JIIOKOKOPTUKOUIOB WJIM OPAJIbHBIX KOHTPALIEIITUBOB.

Heobxogy¥Mo OTMETUTb, UTO [JO0O3bl IpenapaToB IIOAOMPAIOTCSI  MHAMBUIYATbHO
SHIOKPMHOJIOTOM II0[ KOHTPOJIEM TOPMOHA/JIbHBIX aHAAM30B KpOBU. JIMHAMMUUECKOe
obcimemoBaHMe B3pPOCIABIX IMALIMEHTOB, Kak IIpaBUjIO, IIpoBOAMTCS 1-2 pasa B TOf.
O06s13aTeIbHO HAZO MPOBOAUTDL 00CIenOBaHMS i1 0OHAPY>KEeHUST OC/IOKHEHUI 3a60/1eBaHMS
WM TIOCJENCTBUIA HeNpaBWIbLHOTO JieueHUsI (COCTOSIHME >KeTyIOYHO-KUIIEUHOro TpPaKTa,
HabsomeHne oPTaabMOoIOra, ITMHEKOJIOTMUECKOe ¥ aHIPOJIOrMUecKoe 00c/ien0BaHme)

Y B3powibix manueHTOB ¢ BIIKH ecTecTBeHHO BO3HMKAIOT BOIPOCHI, CBS3aHHbIE C
BO3MOXXHOCTBIO HacjaeqoBaHMsl 3abosieBaHUsI UX OeTbMU. [Ipy CIMsiHMM criepMaTo3ouaa u
MaTepUHCKOI SiilleKIeTKM GopMupyeTcs: reHoM ItoAa. Kaskmasi KimeTka 1iofa ComepskuT 23
rapbl XpOMOCOMBI, IIPM 3TOM OJIHa XpOMOCOMa 13 Iapbl OT MaTepu, Apyras OT OTLa. boyie3Hb
pa3BMBAETCS €eCiM 2 XPOMOCOMBI COJep)KaT MOBPEXKOEeHHbIN reH (2 MyTauumu), eciu
BbISIBJIEHA TOJABKO 1 mMyTauusi (IOBpEeXIEeH reH OOHOM XPOMOCOMBI), TO TaKOe COCTOSIHUE
Ha3bIBAETCS «3[0POBbI HOCUTEJIb». Terepb pacCCMOTPUM CUTYaALMI0, KOTAA B CYIIPYKEeCKOM
rape oauH u3 naptHepoB 6osieH BJIKH. B ciyuae, ecinu npyroit mapTHep 3/10pOB, TO pe6beHKyY
repenacTcsl TOMbKO 1 reH ¢ myTalueit u pebeHOK OymeT 340poB. Eciv mapTHep Toske 60j1eH
BIKH wnnau sgBisieTcs 340POBBIM HOCUTEJIEM, TO BO3MOYKHA CUTYaIMsI POKIAEHMSI pebeHKa C
BIKH. T.o. TakMm CYOpykecKMM IlapaM HeoOxoauMa KOHCY/JbTallusl TeHeTuKa U
obcemoBaHMe TTapTHepa Ha IMpeaMeT MyTaluy B reHe ¢epMeHTa 21 IMIPOKCHIIA3EI.

Yacrag cutyauus npu BIKH - 3To mncuxosormuueckue IpobsieMbl. ITO 3abosieBaHUe,
0e3yC/IOBHO, SIBJISIETCSI CTPECCOM JijIsi  4JIeHOB CeMbM UM  B3POCJbIX TaIMME€HTOB.
Crieuuanmn3upoBaHHAsA TIICUXOJOrMYECKass TIIOMOINb BO MHOIMX CTpaHax SBJISETCS
HEeOTheMJIEMOII YacThIO paboThI ¢ rmauyeHTaMmu ¢ BIKH.

B sakioueHuu Xoresaoch ObI cKasaTh, yTo BJIKH - 3aboneBaHue, Ioagaolleecs JTe4eHuIo.
[Ipy amekBaTHONM TepanmmMyu M KavyeCTBEHHOM HAOMIOJeHMM 3a IaliMeHTaMM OHM BeIyT
HOPMaJIbHbII 00pas >KM3HU, ITOTHOCTHIO COLMAIbHO aJallTUPYIOTCS, ITOTyYaloT 06pa3oBaHue,
CO3Jal0T CeEMbM, BOCIIMTHIBAIOT JETEIA.



IIpuno>xeuue I'1-I'N. IlIkanbl OLleHKH,
BOIIPOCHUKMU U Jpyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIEe B KIIMHNUYECKUX PEKOMEeHIAIUIX

I.1. [TogcueT r’MpPCYyTHOTO 4YMC/Ia M0 MOAMGMDUIIVMPOBAHHOM IIKAaJIe
deppumaHa-TomiBes
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I'2. XapakTepuCTHKaA INIIOKO- M MMHEPAJIOKOPTUKOUIHBIX IIperapaTos
niasa nedeHuss BIIKH

I'mokokopTuKOMAbl Mexauusm peiictBusi u  (apmakonornuyeckue 3¢ @eKTsl.
MexaHM3M  JeMCTBMUSI  IVIIOKOKOPTUMKOMAOB  OCHOBAaH HAa  MX  CBSI3bIBAHMU  C
BHYTPUKJIETOUHBIMM CTEPOUIHBIMU pelerTopaMy, IIpUM 3TOM TOPMOHBI PEryJIupyioT
SKCIIPECCHIO IIMPOKOTrO CIIEKTPa F€HOB Ha TPAHCKPUITIMOHHOM U ITOCT TPAHCKPUITIMOHHOM
YPOBHSIX. [TTIOKOKOPTUKOMIBI UTPAIOT BAXKHYIO POJIb B afamnTalluy OpraHmM3Ma K CTpeCCOPHbIM
BO3/Ie/ICTBUSIM BHEIIIHEH Cpefbl, OKa3biBass MHOTOCTOPOHHEE BJIMSHME Ha OOMeH BeIlecTB.
OHM CIIOCOOCTBYIOT Pa3BUTUIO TMIIEPIJIMKEMUM Uepe3 HECKOJIbKO MEXaHM3MOB:
CTUMYJIMPYIOT TI€YeHOUHBI IJIIOKOHEOTeHe3; YCMIMBAIOT KaTaboau3M OeIKOB, CTUMYIMPYS
BbICBOOOXKIEHME aMMHOKUCJIOT — CYyOCTpPaTOB IVIIOKOHEOTeHe3a; CHIDKAIOT MOoTpebsieHne U
MCITOJIb30BaHME TJIFOKO3bl SKMPOBOI TKaHbIO; YBEIMUMBAIOT 3DGEKTUBHOCTh OEMCTBUS
TOPMOHOB, CTUMY/JIMPYIOIIMX KJIIOUeBble MeTabolnueckyue TMpollecchl, B TOM UMC/Ie



[JIIOKOHeOoreHe3. [TIIOKOKOPTUKOUABI YCUIIUBAIOT JIUTIOJIUTUYECKOE AeliCTBME KaTeX0JIaMUHOB
n CTT ¥ MoBBIIAIOT COMlepsKaHMe CBOOOMHBIX SKMPHBIX KUCIOT B IIJIa3Me; OKa3bIBAlOT
a”Habojmyeckoe AeicTBMe Ha OOMeH Oe/IKOB B NeUeHM M KaTabojuyeckoe — B MBbIIIIAX,
KUPOBOI ¥ JMMGOUAHON TKaHSIX, KOXe, KOCTIX. OHM MOOABISIIOT POCT U [ejieHue
dbubpobacToB M CMUHTE3 KO/IaTeHa, 3a CYeT 4Yero HapyllaloT penapaTUBHYIO ¢asy
BOCITaJieHusI; TpU UX U3ObITKE YCWIMBAETCS KOCTHasi pe30pOiys, IIOAABJISIeTCS
KocTeoOpa3oBaHue, B pesynbTare dero cHipkaercss MIIKT. INMIOKOKOPTMKOMABI 00/1aaioT
CWJIBHBIM TIPOTUMBOBOCHAJIUTEIbHBIM ¥ MMMYHOCYIIPECCUMBHBIM [eiicTBMeM. B cucreme
TUIIOTa/IaMyC—TUTIO(PU3—HAATIOUeUHUKA IeViCTBYeT KJIaCCUYeCKUM TIPUHLAIL
«OTpUIIATEIbHOM O0OpaTHOM  CBSI3M»: INIIOKOKOPTUKOMABI TIOHAB/ISIIOT  OOpasoBaHMe
KOPTUKOTPOINUH-PpUInU3UHr-ropmoHa u AKTT. B sHAOKpUHOIOTMM OCHOBHOE TIOKa3aHue [,1s
Ha3HaueHMs [VIIOKOKOPTUKOUIOB — 3aMeCTUTeJbHAsi Tepamnus I[pu HeOOCTaTOYHOCTU
(QYHKIIMM KOPbI HAZITIOYEUHUKOB.

[Io TpPOmOMKUTENBHOCTM [EeNCTBUS IIperapaThbl IIIOKOKOPTUKOUAOB pas3lessoT Ha 3
TPYIIIbI: KOPOTKOTO OeiCTBUSA (TUOPOKOPTU3O0H), CpemHel MPOLO/IKUTEIbHOCTU OeMCTBUS
(TIpeIHM30/I0H, METUITIPEAHU30JIOH) U OJIUTEIbHOI0 NeCTBUS (deKkcaMeTa3oH). Kpome Toro,
pasauuHa 1 6uoorndyeckast akTMBHOCTD IperapaToB (Tabm. I'1).

Ta6muma TI'2.1. CpaBHMUTeIbHAsi XapaKTepUCTUKA IIpenapaToB IMIOKOKOPTUKOUAOB U

MMWHEPAJIOKOPTUKOMIOB
MpenapaTtbl CraHpapTHas AKTUBHOCTb
TabneTrnpoBaHHas

c¢dopmMa, >SkKBUBaNEHTHas
no rJIlOKOKOPTUKOUAHOM
AKTUBHOCTU, MI

nokokopTMKOMaHas MwuHepanokopTMkomngHas AKTT-
noaasnstoLlas
TMAapOKOPTU3OH 20 1 1 +
MpeaHnsonoH 5 4 0,5 ++
MeTunnpenHU30n0H 4 5 0,1 ++
[ekcameTa3oH 0,5 30 0,05 +++
ONyaApOKOPTU3OH 0,1 15 150 -

DapmakokuHemukad. IIpy ripmeme BHYTPb INTIIOKOKOPTUKOUILI XOPOIIO BcachiBatOTCA B XKKT,
IpyyeM IpyeM IUINY MayIo BIMSeT Ha UX abcopOuyio. [Ipyrue myTu BBeOeHMs IIperapaToB
TIpU JIeUeHUM SHIOKPUHHBIX 3a00/ieBaHMUI MPaKTUUYeCKM He MCIIONb3YIOT, 3a UCKIIoUeHeM
CIydyaeB OCTPOI HaAMOuyeuyHKoBO HegocrtaTtouHoctu (OHH), korga rugpoKOpTM30H BBOIST
napeHrepajabHo. Hecmorpst Ha KopoTkue Tj,n, B TKaHAX ITIIOKOKOPTMKOMIBI COXPaHSIOTCS
ropasfo Jojbllle, B COOTBETCTBUM C uUeM MUX TepamneBTudeckue 3G@eKTbl TOCTAaTOUHO
nnuTenbHble (Tabn. I'2, I'3).

Tao6numa I'2.2. ®apMaKOKMHETNKA ITPernapaToB NIIOKOKOPTUKOUIOB

MpenapaTt T1/2 U3 Nna3mbl KPOBU, Y T1/2 U3 TKaHeWN, 4




MMApOKOPTU30H 0,5-2 8-12

MpeaHn3onoH 2-4 12-36
MeTunnpenH3osoH 2-4 12-36
[ekcameTasoH 5 36-54

ITobouHvle ahpekmot. YacToTa pasBuUTUS U BbIpaskeHHOCTb HITP MTIOKOKOPTUKOUIOB 3aBUCST
OT OO03bl UM [JUTEIbHOCTM WX IIpUMeHeHMs. XapaKTepHble II000YHbIe SIBJIEHUSI IIPU
IapeHTepajbHOM IIPUMMEHEHUM TITTIOKOKOPTUKOMUIOB OOBIYHO OOpaTUMMbl M MOTYT OBITh
yCTPaHEeHbI WJIM YMEHbIIEHbI ITPY CHYKEHUM JO3BI.

DHOOKpuUHHAsA cucmema: yrHeTeHMe (QYHKLUMM HAAIIOUEUHMKOB, BTOPUYHASI apeaKTMBHOCTh
HAJMOYEeUYHMKOB U IrUmo@u3a pasjinyHOro reHesa, pa3BuTtue cuHapoma MiieHKo—-KyiinHra,
HapylleHUsT MEeHCTPYaJbHOr'O ILMKJa, CHM)KEeHMEe TOJEePaHTHOCTU K IJIIOKO3e, MPOsIBJIEHUE
JaTeHTHOro caxapHoro nauabetra (CJI), TMOBbIlIeHMEe TIOTPeOHOCTM B WMHCYJAMHE WIN
TepopaJIbHbIX TUIIOITIMKEMUUYECKUX CpeacTBax y 00abHbIX C/I.

JKKT: nernTuueckas si3Ba C BO3MOXHBIM IpoOOAeHMEM M KpPOBOTeueHMeM, ITaHKpeaTUT
(TOmIHOTA, pBOTA), B3OyTME >KMBOTA, ISPO3MBHLIN/I3BEHHbINI 330(armMr; MOBbIIIEHNE
aktuBHOCT AJIT, ACT u menounoin docdarassr (IIIP) B chIBOPOTKE KPOBU (OOBIYHO ITU
M3MeHeHUs] He3HAUMTeIbHbI, He CBSI3aHbl C KaKMMM-JIMOO KIMHUUECKUMU CUHIPOMAMU U
00paTUMBbI IIOC/Ie ITpeKpallleHys TeueHusI).

CepdeuHo-cocyducmas cucmema:. XCH y OO0JIbHBIX C COOTBETCTBYIOLIEN
TpeIpacrnoiokeHHOCTbhIO, TTOBBIIIeHMe apTepuasbHOTO AaBiaeHus (All), y O0IbHBIX C OCTPbIM
M TIOAOCTpPhIM MH@aApKTOM MMOKapja — paclpocTpaHeHMe ouara HeKpo3a, 3amejjieHue
dbopmupoBaHMs pyoII0BOJ TKAHM, UTO MOXKET IIPUBECTH K Pa3pbIBY CEPAEUHON MBIIIIIIbI.

HepeHas cucmema: MOBBIIIIEHVE BHYTPUUYEPEITHOTO JaBeHMS C OTEKOM IMCKA 3PUTEIbLHOTO
HepBa, CYyAOPOIH, TOJIOBOKPYKeHMEe, TOJIOBHAsI 00Jb, MeNupuii, nesopueHTamnus, sidopus,
raJUTIOLVHALIMM, MaHMaKaIbHO-IeIPeCCUBHBIN IICMUX03, AeIPeccusi, TapaHois.

OpzaHbl uyscme: 3amHsSISI CyOKaIlCy/lsipHas KaTapakTa, IIOBBbIIIIeHMEe BHYTPUIJIA3HOTO
nasyienus (BI'II), maykoma ¢ BO3MOKHBIM ITOBpPEXAEeHEeM 3pUTEIbHOIO HepBa, 5K30(TalbM,
CKJIOHHOCTbH K Pa3BUTUIO BTOPUUHBIX OaKTepUATbHBIX, TPMOKOBBIX WJIM BUPYCHBIX MH(PEKIMI
rJ1as.

ObmeH e6euwjecms: OTPULIATENIbHBIA a30TUCTBINM OajaHC, OOYCJIOBJIEHHBIN KaTabOoaM3MOM
6eJIKOB.

OnopHo-dguzamenvHas cucmema: «CTepOUAHAS» MMOIIATUSI, CHUKEHME MBIIIEYHOM MAaccChl,
OCTEOIIOPO3, Pa3pbIBbI CYXOXKUINI, B 0COOEHHOCTH aXMJIOBA CYXOKMINS, KOMIIPECCMOHHbIE
repesioMbl TTO3BOHKOB, acenTUUeckuit HeKpo3 3nudu3oB OelpeHHOI M ILJIeUeBOi KOCTH,
MaTOJIOTUYECKIE TIePeIOMBbI IIMHHBIX KOCTEIA.

KoxcHbie nokpoeosl. MeoJIeHHOe 3a’KMBJIeHVEe PaH, UICTOHUYEHIME M CHUM)KeHMEe IIPOYHOCTU KOXKMU,
[neTexmm, SKXmMmmMo3bl, SpuTeMa Jilia, BOSMOXXHOe€ I10AaBJ/IeHIE€ peaKII MU IIPY KOXXHbIX TeCTaX,



TUPCYTU3M, TIOBBIIIIEHHOE TIOTOOTIe/IeHNE.
AJiepzuueckue peakyuu: reHepaan30oBaHHbIe (KOXKHAS ChIIlb/KPAaliMBHULLA).

/Ipyeue: TIOBBINIEHME aIleTUTa, MKOTA, apUTMUM, TUIEPKOATY/ISIIINSI, TPOMOO3bI,
TpoduyecKke M3MeHEeHIsI POrOBUIIbI, IIOBBIIIEHHOE BbhIBEAEeHME KaJIbIVsl, TUIIOKAIbIIMEMMUSI,
pasBUTHE UM 000CTpeHMe MHPEKIMOHHBIX 3a00/1eBaHMIA.

CuHOpoM «ommeHbl»: eClIu y TallMeHTa, IJAUTeIbHO IPUHMMAIOIIEro ITTIOKOKOPTUKOUIBI,
OBICTPO YMeEHbIIATh 03y IIpeliapaTa, MOTLYT pPa3BUThCS MNPU3HAKKM HAAIIOUEUHMKOBOI
HeIOCTAaTOUYHOCTH, apTepuabHas TUIIOTEH3US U cMepTh. KpoMe TOro, BO3SMOKHO pa3sBUTHE
CUHApPOMA «OTMEHbI», He CBSI3aHHOTO C HAJIIOYeYHMKOBOJ HEJOCTaTOYHOCTHIO (AHOPEKCHS],
TOIITHOTA, PBOTA, JIeTaprus, TOJI0BHAsI 60JIb, TMXOpaJiKa, apTPaIrus, JecKBaMalys SIIUTeNns,
MMaJITKSI, CHVDKeHMEe MaCChl Tela, CHuskeHue AJl).

Ta6mmua I'2.3. JlekapcTBeHHbIE B3aMMO/IeiCTBUSI IJTIOKOKOPTUKOUIOB

Mpenapatbl 3¢ dekTbl

BnokaTopbl KaibUMEBBIX KaHaN0oB, XUHUAMH, CHuxeHne ahHeKTUBHOCTM NePEUNC/IEHHbIX NpenapaTos
3PUTPOMULIMH, UHAUHABUP

HMBM Bo3pactaHue pucka popMmnpoBaHus A38 B XKT

NHaykTopbl depmeHta CYP3A4 (Hanpumep, OcnabneHne AelCTBUSA MIOKOKOPTUKONAO0B
deHnTonH, deHobapbutan, kapbamasenuH,
NpUMKUAOH, pudabyTuH, pudamMnuuUnH) KUn

npenapaTos, NOBbILLAKLLNX
mMeTabonmyeckni KIIMpEHC

rNIOKOKOPTUKOMA0B (acpenpuH n

aMUHoOrnTeTMMNA)

NHrmbutopsl depmeHTa CYP3A4 YBenuMyeHue KoHUeHTpaumn rinioKOKOPTUKOMAOB B KPOBU
(KeTO)KOHaSOJ'I, MakKponuaHble aHTUOBMOTUKM

v ap.

MMNOrMMKEMUYECKNE, aHTUTMMNEPTEH3UBHbIE | [JIIOKOKOPTUKOMAbI YMEHbLUIAOT TepaneBTUYECKOE AEWCTBUE MEPEYUCTIEHHbIX
npenaparsl, npasukBaHTeNb n npenapaTtos
KanuiBbIBOASILLME ANYPETUKN

lenapwH, anbeHpason, kanuicbeperarowme MoBbileHne aKTUBHOCTW NepeYvncieHHbIX NpenapaToB
ANYPETUKN

HenpsiMble aHTUKOAryNAHTbI MN3MeHeHUsi CBEPTbIBAEMOCTM KPOBMU

AHTaroHMCTbI B>-aapeHopeLEenTOpoB, MNpuMeHeHMe BbICOKMX [A03 T[/IIOKOKOPTUKOWAOB YBEMUMBAET PUCK Pa3BUTUSA
TMasuaHble ANYDPETUKN, dypocemuna, rMnoKaameMmm

3TaKpuHoBas KUCNoTa, WUHIMBMTOPbI

kapboaHrnapasbl, amboTePULIMH

AHTaUWAbI YMEeHbLUAT BCacbiBaHWE MIOKOKOPTUKOMAOB NpW NpUeMe BHYTPb
Canuuunatsl YBesIMyeHne NoYeyHoro KanpeHca caamumnaTos
OpanbHble KOHTpaLenTuBbl, | YBenuueHue Ty, MIIOKOKOPTUKOUAOB

AHTUTUPpEONAHbIE NpenapaThbl

Tanngomupg, BO3MOXHO pa3BuUTUE TOKCMYECKOro 3nNuaepManibHOro HeKpoansa

CepaeyHble rnnMKo3nabl [NoKOKOPTMKOMAbLI MOryT MOBbIWATb PUCK BO3HUKHOBEHUSA apuUTMUU WK
ANTUTANIMCHON MHTOKCUKALMK

ComaTponuH 3amepneHne abcopbunm comaTponuHa

3TaHo/, 3TaHoNCoAEepXallune npenaparbl YBennyeHne 4acTtoTbl TMOSABAEHUS WAN WHTEHCMBHOCTM 3PO3UBHO-S3BEHHbIX
nopaxeHuin XXKT




MuHepanokopTukouabl. Mexanusm aeiictBus u papmakonornueckue 3¢ ¢eKrsl.

OcHoBHast (QYHKUMS MMHEpPAJTOKOPTUKOMUIOB — 3ajiepskka B OpraHmMsMe HATpUSl U
rnojaepskaHue (Qu3MoJOrMYeckoii OCMOJIIPHOCTM BHYTpPeHHel cpenbl. [71aBHBI OpraH-
MMIIIeHb 9TUX TOPMOHOB — I10UKa, IJle OHY YCUIMBAIOT aKTUBHYIO peabcopOIiio HAaTpus B
OUCTAJbHBIX M3BUTHIX KaHAJIbIAX M COOMpATENbHBIX TPYOOUKAX, CTUMYIUPYS IKCIIPECCUIO
reda Na'-K'-AT®a3pl. Kpome TOro, MuHepagOKOPTUKOWUAbI CIIOCOGCTBYIOT BbIIEI€HNIO
IMOYKaMM MOHOB Kajaus, BOAOpOma M aMMOHus. [Ijasg 3aMeCTUTEeNbHON Tepanunu
MMUHEPAIOKOPTUKOMUOHON HEOOCTaTOYHOCTM B HACTOsIEee BpeMs IIPUMEHSETCS TOJIbKO
(QIyIpoKOpPTU30H.

@apmaxkokuHemuka. Ilocie TipuemMa BHYTPb QIYyIAPOKOPTU30H OBICTPO U IMOJHOCTBIO
BcacbiBaeTcst U3 JKKT. Cpax QIyIpoKOpTM30HA B ILIa3Me AOCTUTAETCS IMPUOIM3UTETbHO

yepe3s 2 4. CBsg3bpIBaHMe C Oenkamy Iuiasmbl — 42%. MeTtabonusupyeTcsi B II€UEHN.
BbIBOAMTCS MOYKaMy B BUJle HEAKTMBHBIX MeTabonuToB. Ti, M3 miaasMbl — 3,5 4. Jlerko
MPOXOOUT TruUcToremMatndeckue Oapbepbl. Tin — 18-36 4y. He3HauurtenbHas 4YacTb

SKCKpEeTUpyeTCsd MPpn JiaKTallum.

OcobenHocmu npumenenus. IlpemapaT 3¢deKTBeH mnpu mOpueMe BHYTPb U 00agaer
MOLIHBIM MMHEPATOKOPTUKOUIHBIM OeMCTBMEM, CONOCTABMMBIM C aJbgoCTepoHOM. [Ipu
O6epeMeHHOCTM MOXeT IOTpPeb0oBaThCs yBenudyeHue O03bl (GIyAPOKOPTU30HA, MOCKOIbKY
3HAUUTEJIbHO TOBBILIAETCS YPOBEHb IporecTepoHa — aHTaroHMUCTa
MMUHEPaJTOKOPTUKOUIHBIX pellenTOpoB. MHorma [no3y GaygpoKOpTU30HA MPUXOIUTCS
yBeIMUMBaTh B JieTHee BpeMs (0COOEHHO B YCJIOBMSIX KapKOTO KJMMaTa) M3-3a OO0JbIINX
TOTephb C ITIOTOM HATPUsI U BOAbI (Tabm. I'4).

ITobouHoe deticmaue.

Co cmopoHbl cepdeuro-cocyoucmoti cucmemol: AL, nmepudepudeckue oTeku, runeptTpodus
JIEBOTO Keaymouyka cepilia, HeJOCTaTOYHOCTh KpOBOOOpallleHMsl, TUIlepHATpUeMusl,
TUIIOKA/IbLIMIEMMSI, apUTMMUM, Opamukapausi, usameHeHusi Ha OKI, xapakTepHble IS
TUIIOKA/IME MU, TUTIEPKOAT YIS, TPOMOO3bI, 00/IMTEe PUPYIOLINI SHAAPTEPUNT.

Co cmopoHbl 0nopHo-d8uzamesnbH020 annapamad: MbllleuyHasi ¢JlaboCThb, CTEPOMUIHAST ITOTEepsI
MBIIIIEYHOM MacCChl, OCTEOIIOPO3, KOMIIPECCUOHHBIN Iepe/ioM IT03BOHOYHMKA, aCeIITUYEeCKU
HEKpO3 TOJIOBOK OeIpeHHON M TIe4eBOi KOCTeH, MaToJoTMYecKyue IepeoMbl IJIMHHBIX
TpyOUYaThIX KOCTEIA.

Co cmopousl JKKT. CrepoupHasi si3Ba C BO3MOXXHBIM ITPOOOAEHMEM ¥ KpPOBOTEUEHMEM,
TMaHKpPeaTUT; METeopu3M, SI3BeHHbI 330¢haruT, HapylleHUs] MOUIleBapeHus, TOIIHOTA,
TIOBBIIIIEHNE WM CHVKeHMe alllleTUTa, pBoTa, UKOTa, MoBbilieHne akTUBHOCTU AJIT, ACT n

.

Co CMOPOHbBL KOXuUu: yrpu, 3aMeaieHHOE 3a’KUBJIEHNME PdH; MCTOHUEHME KOXU; IIeTeXUN U
remMmaTombl, 3puUTeMa, IMOBbIIIIE€HHAasd IIOTIMNBOCTD, aJIJIepI'I/I‘{eCKI/Iﬁ AJepMaTUT, KpaliMBHNMIIA,



aHI‘I/IOHeBpOTI/I"IeCKI/II‘/JI OTeK, S3KXMMO3bI, TUIIED- WM TUIIOIIUTMEHTalld, CKJIOHHOCTb K
Pa3BUTUIO ITMOAEePMUN 1 KaHOM034a.

Co cmopoubt I[HC: mnosbiiienue BYII, roJIOBHast 0O0JIb,

CYIOpOTH, TOJIOBOKPYKEHMeE,

HapylieHus CHa.

Co cmopoHbl 0p2aH08 IHOOKPUHHOLL cucmeMpl: BTOpUYHAsSI HAAIIOUEUHMKOBAsI ¥ TUIIOTaIaMO-
rurnopuszapHasi HeIoCTaTOYHOCTb, CMHAPOM KyliiHra, HapyIieHus MeHCTpyaJabHOIO IIMKIIA;
HTT; manudecranusi jgatreHTHoro CII ¥ TOBbIIIeHMEe IIOTPEOHOCTM B MHCYJIMHE WU
TepopaabHbIX TUIIOITIMKEMMUYECKMX IIperapaTax y 60mbHbIX ¢ CII; TMPCYTU3M.

Co CMOpOHbL  Op2aHa 3aaHIA CY6K8.1'ICY]IHpHa$I yYBeJIMUEHNE
BHYTPUIZIA3HOTO OaBJIeHMS, ITIayKOMa, BKBO(I)TELHI)M, CKJIIOHHOCTb K Pa3BUTUIO BTOPUUYHDbIX

3PpEHUA: KaTapaKTa,

6aKkTepMalbHbIX, TPMOKOBBIX MM BUPYCHBIX MHOEKIMII I71a3, Tpoduueckue M3MeHEHUS
POTOBUIIBI.

Co cmopoHsl ncuxuueckoli cchepvl: MAaHUM UYL Oe/IVPUO3HbIN CUHIPOM.

Memaboauueckue HapyuweHusl: OTPULIATENbHbIA a30TUCTBIN OajaHC;
TTIOKO3ypYs, TIOBBILIEHHOe BhiBemeHue Ca?t, rumokaneMmdecKkyii CMHIPOM.

TUIIEePriinvkKeMusd,

Hpouue: aHad)I/IHaKTI/I‘IECKI/Ie peakumnn; yBeJamMdeHne MacCbl Tejla; MaCKMPOBKa CMMIITOMOB

MHQeKIMOHHbIX 3a0ojeBaHMit; OOMOpPOKM; pasBuUTHME WIM obOoCcTpeHMe MHPeKIMii
(TIOSIBJIEHMIO 3TOM HeKelaTelbHOI 10604yHOoi peakuuy (HIIP) crmoco6CTBYIOT COBMECTHO

TIpYMeHsieMble UMMYHOZMPEeCCaHThI ¥ BaKLMHALMS); IEMKOLUTYPUS ; CUHAPOM «OTMEHBI».

Ta6muma TI2.4. BsaumopneiictBue GIYIPOKOPTH30HA C OPYTUMM JIeKapCTBEHHBIMU
cpencTBaMu

MpenapaTt

SddekTbi

CucreMHble KO- 1 MUHEPANOKOPTUKONAbI

MoBbiwaeT 3hPEeKTUBHOCTb (M TOKCUYHOCTb)

AHabonunyeckne crepounabl, aHAPOreHbl

CHuxaeT 3pPeKTUBHOCTb, YBENIMUMBAET renaTOTOKCUYHOCTb, MOBLIWAET PUCK
pasBuUTUS Nepudepuyecknx oTekoB, yrpei (MPUMEHSITb OCTOPOXHO GOMEe3HsX
neyeHu n cepaua)

CepaeuHble
Bbl3blBatOLLNE
amdboTepmumH B)

rNKO3nabl n
rmnokaameMmmnio

npenaparbl,
(anypetnku,

YcununsaeTt BeposATHOCTb HIP

HaTpuiicogepxalive npenapartsi

BospacTaeT puck pa3BuTusi nepudeprmyeckmx OTEKOB U rMMNepTeH3UN

AueTtuncanuumnosas kucnota n apyrvue HIMBI

MOBLILIAETCA PUCK U3BSA3BIEHUS CM3UCTON 06010UKM XKenyaka

Bapbutypathl, npoTMBO3MMUIENTUYECKUNE
cpeacTsa (dbeHuTOUNH, kapbamasenuH),
pudamnmumH

YckopstoT MeTabonm3Mm KOPTUKOCTEPOUAOB (MyTeM UHAYKUMN MUKPOCOMasbHbIX
depMeHTOB) 1 0CcNabnatoT ux gencrTene

KOK, coaep>alime aCTporeHsbl

3ameanatT MeTabonusm, nencreme

dbnyapokopTM3oHa

yBenuumsaloT Ty, W ycunusaloT

AHTUIMCTaMUHHbIE NpenapaTsl

OcnabnstoT gencreme hnyapoKOpTU30HA

AHTUKOArY AHTSI
WHAAHAMNOH,
YPOKMHa3a

(NnpousBoAHble  KyMapwHa,
renapuH), CTpenToKMHaza,

B3bIBaAlOT CHUMXXEHME, @ Y HEKOTOPbIX 60/IbHbIX — MOBbIWEHME 3P HEKTUBHOCTH
hNyapoKopTM30Ha




TpuumMkInyeckne aHTuaenpeccaHTbl MoryT ycunumBaTb MNCUXMYECKME HapyLeHUsi, CBsA3aHHble C MNpPUEMOM
GnynpokopTuloHa (He cneayeT Ha3HavaTb WX  AN8  JleYeHUs  AaHHbIX
HapyLleHWi)

SdenpuH MoXeT ycKkopsiTb MeTabonM3M KOPTUKOCTEPONAOB (BO3MOXHA KOppeKuus A03bl
hNyapoKoOpTU30HaA)

MepopasnbHble rMNorankemMuyeckme cpeactesa U | OcnabnseT runornnkeMuyeckoe AencTeme
MHCYNIWH (BO3MOXHA  KOppekuus  A03bl
rUMOrSTIMKEMUYECKUX CPEACTB)

Kanuncbeperatouime OVNYPETUKM, Ocnabnsert gencreue
cnabuTenbHble cpeacTBa

MMMyHoAenpeccaHThbl MoBbiwaeTcs puck pasBuTUS NHdeKkunn, nmMdom " Apyrux
nnmdonponndepaTnBHbIX 3aboneBaHum

CoOBMeCTHOE MNpUMeEHeHne C AernosapuUsyroLWwmMm ONyapOKOPTU3OH MOXET cnocobcTBoBaTh YCUNEHUO 6nokagbl CWMHaNCoOB W
MUopenakcaHTamMum npMBOAUTb K YBEJIMHEHUIO NMPOAO/DKUTENIbBHOCTU HEPBHO-MbILLEYHOU 6nokazbl
3a CYET rmnokKanbueMnmn

MNpuMeHeHMe  BaKUWH, COAEpXaluMx >XWBble | Bo3MOXHa penavkauus BupycoB (pa3BuUTME BUPYCHbIX 3aboneBaHuin) u

BUPYCbI CHWXeHue  BblpaboTkm  aHTUTEen  (OAHOBPEMEHHOE  MNpUMEHeHue  He
pekoMeHayeTCcs)

Opyrve BaKLMHbI B coyeTaHum C MoBbIWAKT PUCK HEBPONOTMYECKUX OCMIOXHEHUA W  CHWXAKT BblpaboTky

bNyaApOKOPTU3OHOM aHTuTen

Tao6muma I'2.5. CxeMa KOppeKIuUM 3aMeCTUTeNIbHOM Tepanuy ipyu BJIKH

Ycnosune [encrteune

Jlnxopapnka YBenunyeHune o3bl rMaApokopTu3oHa B 2 pasa npu t 38rpC, B 3
paza npu t 39rpC go Hopmanmsaumum (0b6bl4HO 2-3 AHSA);
NMoBbILLEHHOE ynoTtpebnexuve 3/1EKTPOSIUT-CoAEepPXKaLLMX
XUAKOCTEN

[acTpoaHTepuT wAnM  TpaBMa (NpUeM  opasbHbIX  (OpM 'mapokopTnsoH B/M 100 Mr B cyTku (Hanpumep, yTpom 50 wr,
HEBO3MOXEH) AHeM 25 Mr v Beyepom 25 Mmr)

Xupypruyeckoe neyeHne  (HEC/IOXHOE;  MasloOMHBa3UBHblE 'mapokopTusoH B/M 50-75 Mr B CyTkM 06bl4HO 1 - 2 AHS
npoueaypesl, Hanpumep 330aroractpoayoAeHoCKoNus, (Hanpumep, 25-50 mr 3a 15 -30 MWHYT 40 BMewaTenbcTBa U
3KCTpakums 3yba) 25 Mr nocne BMeLWaTeNbCTBA)

Bonblwoe  Xxupypruyeckoe  BMelaTeNnbCTBO  noa  obwum MmapokopTnsoH* 100 Mr B/B 60/OCHO, Aanee HenpepbiBHOE
Hapko3oM, TpaBMa, poAabl unuM 6one3Hb, KoOTopas TpebyeT BBeaeHune 200 mr B cyTku (Mnm no 50 mr kaxabie 6 4 B/B nnun
WHTEHCUBHOM Tepanuu B/M); HenpepbiBHOe BBeAeHWe xuakocteh (5% pekcrtposa u
0,9 wnm 0,45% NaCl)

Mocne poaos 6e3 0CNOXHEHWN — 06bIYHO NepeBOASAT Ha NpUeM
nepopanbHbix KC B 06bI4HbIX AN1S NauMeHTa Ao3ax.

Mpwv rnagkom TeyeHun

nocneonepaunoHHOro nepnoaa B nepsble

TPW AHA BHYTPMMbILLIEYHO BBOAAT

100-150 Mr rmapoKopTM30Ha B CYTKM,

3ateM 3-5 gHen — 75-100 Mr B CyTKH,

nocse 4yero nauMeHTa NepeBoasT Ha

TabneTnpoBaHHble Npenapatbl N0 06bIYHOM CXeMe.

ALAVCOHNYECKNI KpU3 CM TekcT panee

*2udpoKOpMU30HA CYKUUHAM HAMPUst

I'4 Anroputm jiedueHusI OCTPOI1 HAAIIOUEeHMKOBOM HEeJOCTATOYHOCTU
npu BAKH

JDKCTPEHHbIE Mepbl.

e YCTaHOBJIEHNME BHYTPUBEHHOI'O JOCTYIIA.
e B/B BBegenue 2-3 a1 0,9% pactBopa HaTpusi xjaopupa (CO CKOpOCTbO 1 J1 B d4ac).
O6s13aTeTbHO MOHUTOPUPOBATb IIPU3HAKM TEPerpy3ku >KUIKOCTbIO (apTepuasbHOe




IlaBjieHue, IeHTpaJibHOEe BEHO3HOE€ [aBJjieHue, Ouypes3, JIeKTPOJUTBI KPOBU, XPUIIbI B
JIETKUX).
e B/B BBenmeHMe ruapokoptusoHa (100-150 mr HeMeAieHHO U 1ajiee Kaxkabie 6 yac).

Mepbl Imocjie CTaGI/IJIM?:aI.H/II/I COCTOAHMA MManueHTa.

e [Ipomomkenue B/B BBemeHue 0,9% p-pa HaTpus xjopupa C yMeHbIIeHMEM oObema U
ckopoct wuHGY3uM (B TeueHue 24-48 wuac), mociae BocctaHoBaeHusi OIIK -
IOTIOJIHMUTEIbHOE BBemeHme 5% p-pa mekctposs (0,5- 1 71).

e [locTerieHHOe YMeHbIIIeHNE I03bI INIIOKOKOPTUKOUAOB ( B TeueHue 1-3 nHein).

e Hauajio 3aMeCTUTEe/IbHOI MMUHepPaToOKOPTUKOUIHONM Tepanuu (GpayapokoptusoH 0,1 mr/
CyT.) TIpU TapeHTepaJbHOI Ao3e TuapokopTuzoHa MeHee 100 mr/cyT, IpekpalleHuun
BBenmeHns 0,9% p-pa Harpus XjIopuga WIM Iiepexofe Ha IMepopajbHbIil IIpueM
TUIPOKOPTU30HA.

e Tlouck u JiedeHMe 3TUOJIOTMUECKOTO (akTopa (BeposITHbIX MHMEeKIMii), MpuUBeaInx K
OCTPOV HAZITIOUEYHUKOBOM HEJOCTATOYHOCTMU.

HanbpHerliIiee BegeHue

[Tocne crabmuam3anuy COCTOSTHUSI TIallMeHTa M CHMKEHMUSI CYTOUYHOI M03bI TMIPOKOPTU30HA
MeHee 100 Mr B CYTKM Tlal[MeHTa TI€PEBOMSIT Ha T[IOCTOSHHYIO 3aMeCTUTE/IbHYIO
TOPMOHAJIbHYIO TepaNMIo TabJIeTUPOBAHHBIMM IIpeliapaTaMy IMIPOKOPTU30HA.

Ta6mma I'2.6. 3amecTuTeNbHAg Tepanus Py OCTPOI HAAIIOUEUYHMKOBOM HeLOCTATOUYHOCTU
ripu BIKH

Mpenapar NMpuMmeHeHune

[orocnutanbHbIX 3Tan

f'mapokopTn3oH BHYTPUBEHHO (rMApOKOPTU30Ha CyKUMHAT HaTpus) VNN BHYTPUMBILLEYHO,
(npenapat Bbibopa) 100-150 mr

[ekcameTasoH nnun BHyTpuBEHHO, 4—-8 Mr CTPYMHO Ha AOrocnuTasibHOM 3Tane

npeaHN3010H BHyTpuBeHHO, 40 Mr CTpyMHO Ha AOrocnuTasbHOM 3Tane

1 cytkmn

'MApoKOpTM30H BHYTpMBEHHO 1AW  BHYTpUMbIWeEYHO, 100-150 wMr kaxable 6 u,
(npenapart Bbi6opa) MaKcuManbHasa cytoyHas gosa — 800-1000 mr

2-5 cyTkm

TMApoKOpPTM30H Mpwn A 100 MM pT CT © Bblle NepeBos Ha BHYTPUMbILLEYHOE BBEAEHMUE ,

50-75 Mr kaxable 6-8 4, C mocnegylwmM CHUXEHMEM [03bl KaxAable
cyTkm (25-50 mMr 2-4 pasa B cytku). lpu pose meHee 100 mr -
pobasneHune dnyapokoptnsoHa 0,05-0,2 mr/cyT

Mocneayrowme aHU

MepeBoa Ha nepopasibHbI NpUeM

MMAapoKOpTM30H + -BHyTpb, 40 Mr ytpom 1 20 mr B 18:00, nocTeneHHOe CHWXeHWe A03bl A0
CTaHAapTHon 3amectutenbHoW (4o 40 ™Mr ruapokoptmsoHa (10 Mr
npeaHn30sI0Ha) B CYTKW)

bNyapoKOPTU3OH - BHyTpb, 0,05-0,2 Mr B cyTku (06bI14HO 0,1 Mr /cyT)




