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170HP —17-runpoxkcunporecTepox

HLA-xommiekc — Human Leucocyte Antigens (cucrema reHoB
TKaHEBOW COBMECTHMOCTH YEJIOBEKA)

TART — Testicular Adrenal Rest Tumors (0Opa3oBaHus B sUKax

113 OCTaTOYHON HAANOYEYHUKOBOM TKaHM)
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A" — ApTepuanbHas rurnepTeH3ust

IAKTI'— AnpeHOKOPTHUKOTPOIHBINA TOPMOH

IAPII] — PeHnHOBast aKTUBHOCTH IJIa3Mbl KPOBHU

B/IKH — Bposxaennast tucyHKIHs KOPBI HAAMTOYECIHUKOB

['K— ' JTFOKOKOPTUKOUIBI

['® BJAKH — I'unepronnyeckas ¢popma BJIKH

JIOK — JIe30KCUKOPTUKOCTEPOH

DKKT — XKeny104HO-KUIIEUHBIA TPaKT

IMT — UHnekc Macchl Teja

KOK — KomOnHMpOBaHHbIE OpalibHbIe KOHTPALIENTHBBI

JITIBIT — JIunmonpoTtenibl BBICOKOW MIOTHOCTH

MK — MuHepanoKOpTHKOHU b

HBJIKH — Heknaccuueckast hopma BpoxKAeHHON AUCHYHKIIUU
KOpPbI HaJINOYEYHUKOB

HIIO — Hapy»xHbI€ 1107I0BbIE OpTraHbl

HTI" — Hapymenue ToepaHTHOCTH K TIIFOKO3€

OI'TT — OpanbHbli IITIOKO30TOJIEPAHTHBIM TECT

OXC — O6muit xonecTepuH

CJ1 — Caxapublil tuabet

Tepmunbl 1 OnpeneneHue
CexBeHHpOBaHUe - ONIPeIEIeHNEe MOCIeI0BaTENbHOCTH HYKIeoTH10B B Mosiekyie JJHK nmu
MOCTIeI0BATEIbHOCTH aMUHOKHUCIIOT B MOJIEKYJIe Oernka.
KomnayHa-reTepo3uroTHOCTb - COCTOSTHUE OPraHU3Ma, MPU KOTOPOM OJIMH U TOT K€ JIOKYC Ha
TOMOJIOTMUHBIX XpOMOCOMAX MPEACTABIIEH Pa3HBIMU MYTaHTHBIMU aJUICIISIMHU.
MyTtauusi (MaTOreHHbIl BAPUAHT) - U3MEHECHHE B HACIEJACTBEHHBIX cTpyKTypax ([IHK, rew,
XpoMocoMa, TEHOM):
*CO CIBUIOM paMKH - MPHUBOIALIAS K HApYLIEHUI0O HOPMAIbHOI'O OTCYETa KOIAUPYIOIIMX
TPUILIETOB (ZI€N€lMH WK BCTaBKM y4yacTkoB Mojekyisl JIHK, pazmepbl KOTOpBIX HE KpaTHbI
TPEM OCHOBAHMSIM); OOBIYHO MPUBOJUT K M3MEHEHUI0 aMHUHOKHCIOTHON MOCJIEeI0BATEIbHOCTH
OcInka;
* CIIJTAMICMHIOBasl - 3aTparuBarollias CalT CIUIaiicMHra M NPUBOASIIAs K HEMpPaBUILHOMY
BBIPE3aHUI0 MHTPOHA JIMOO K ynaneHuto u3 monekyinsl PHK umndopmanmonno 3naunmoii
9K30HHOM MOCIEeI0BAaTENIbHOCTH.
Heonaranabnplii ckpununr Ha 170HP - no3Bossier AuarHoCcTUPOBaTh KiacCHuecKrue (GOpMBI
nepunura  21-ruapokcunazsl.  Ha  BTOpoM  »Tame  ckpuHUHTa  (peTecTUpOBaHUE)
MPEANOYTUTENBHO OMpPEIeNIeHne MYJIbTHCTEPOUTHOTO CHEKTpa METOJAOM TaHIEMHOW Macc-

CIICKTPOMCTPHHU.
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B P® HeonatanpHBI CKPUHUHT Ha BbIsBIeHHE aeduiura 21-THAPOKCHIIA3BI MPOBOIUTCS
cornacHo npukasy Munsapasconpazsutus PO ot 22.03.2006 N 185. CKkpyHUHT HAYMHAETCS B

POIMIBHOM JIOME: Y KaXIOro HOBOPOXKIEHHOrO Oepercsi HECKOJbKO Kamelb KPOBHU Ha

CHeIHabHBIN TecT-0JIaHK, KOTOPBIA HAMPaBJISIETCS B CIEIUATH3NPOBAHHYIO JTA00PATOPHUIO IS
MPOBEACHUS UCCIEAOBaHUs. Y JOHOIICHHBIX JETEH KPOBH ISl MCCIeAOBaHUs OepyT Ha 4 JIeHb
KU3HH, Y HEJOHOIIEHHBIX — Ha 7 JE€Hb >KU3HU. VICnoyIb3ylOTCSl pa3Hble MOPOTOBbIE YPOBHU
170HP B 3aBHCHMOCTH OT MacChl Tejla MPU POXKICHHUH, KOTOPBIC OMPEACICHBI JIIs Ka)I0h
nabopatopuu. CBefeHHs O TMOJOXKHUTEIFHOM pe3ylbTaTeé CKPUHUHTA COOOINalTCs B
MOJIMKIIMHUKY 110 MECTY JKUTEIbCTBA peOEHKa, TI0CIIE Yero MPOUCXOIUT TOBTOPHBIHN 3a00p KPOBU
JUIS PETECTUPOBAHUS.

HNuTpouTtoniactuka - GopMupoBaHue MpeIBEpHst BX01a BO BIIarajuiie.

1. KpaTkasi ungopManus mo 3a0071€BAHMI0 UM COCTOSIHUIO (TpyIIIe

3200J1eBAaHUI MJIA COCTOSTHUM)

1.1 Onpeneaenue 3a00JJeBaAHUA UJIN COCTOSTHUSA (IPYIIBI 3200J1eBAHNN W

COCTOSIHMIA)

Bpoxnennass auchynkuus kopbl HaanodeuHuxkoB (BJAKH) — sto rpynma ayrocoMHO-
peIeCCUBHBIX 3a00JICBaHUM, XapakKTEPHU3YIOMUXCS Ie()EeKTOM OJHOro u3 (EPMEHTOB WU

TPAHCIIOPTHBIX 6CJ'IKOB, IMPUHUMAOIUX YIaCTUC B CUHTC3C KOPTHU30JIa B KOPC HAAIIOYCUHHUKOB.

1.2 9THOJIOrMSI M IIaTOreHe3 3a00/1eBAHNS MJIM COCTOSTHUSA (rpynnbl 3a00J1eBaHNi

MJIN COCTOSTHUMN)

[puunnoit pa3sutus nodoi Gopmbl BAKH sBistoTCS maToreHHble BapHaHThl T€HOB,
OTBEUAIOLINX 332 CUHTE3 (PEPMEHTOB WJIM TPAHCIOPTHBIX OEJIKOB, YYaCTBYIOIMX B OMOCHHTE3€

KOpTHU30.J1a.

BJIKH BcimeactBue agedurura 21-ruapokcuiiazel  0OyCIIOBIIGHA  MaTOTC€HHBIMH
Bapuantamu B rene CYP21 (CYP21A2), naxozsemcs B HLA-koMIuiekce Ha KOPOTKOM ILIeue
6-i xpomocombl (6p21.3). Ommcano OGomnee 200 marorennbix BapuantoB CYP21A2.
BonpmmacTBo (75-80%) M3 HUX MPHUXOJUTCS HA TOYCUHBIC MHUKPOKOHBEPCHH MEXKIY T'€HOM
CYP21 u romonoruunsiM emy rncesaorenom CYP21P (CYP21A1P, CYP21A), B To BpeMs Kak
Bcero 20-25% npuxoanuTes Ha KpyIHbIE MyTalluK — SN U KOHBEPCUH, IPUBOAAIINE K Ooee
TsokensiM - popmam  BJIKH. Kpome Toro, cymectByror 0Oosiee penkue CHopagudecKue

MMaTOIrCHHBIC BAPUAHTHI.


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
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B OGonpmmmHCTBE citydaeB aeduiuta 21 -ruapoKcuiIa3bl OTMeYaeTcss Haauaue (peHoTHr-

TeHOTUITUYECKOH Koppenauuu. Tak maToreHHble BapuaHThl, COMPOBOXKIAIOIINECS COXPaHEHUEM

6omee 5% akTUBHOCTH (epMEHTa, MPUBOIAT K HEKIacCuueckoil popMme 3a00ieBaHus; KPYITHbIE

JeNeMU U CIUTAHCUHT-MYTAIlMH, NIPH KOTOPBIX aKTUBHOCTH (epMeHTa cHikeHa 10 0-2% - k

knaccnyeckuM (popmam. OmHAKO HEOOXOJMMO MOMHHTB, YTO OJHM M T€ € NaTOTCHHBIC
BapHaHThl MOT'YT IIPHBOJUTH K Pa3HbIM (peHOTHIIHUYECKHM mposiBiieHusM (Tadu. 1) [1,2,3,4].

Tabnuya 1. enomunuyeckas Koppeniyus Haubonee 4acmulX Namo2eHHblX 6apUuanmos
eena CYP21 npu paznuunvix popmax B/[KH.

Coabrepswomas popma Bupuabnas popma Hexkaaccuueckas ¢popma

- E3del - P453S - V281L

- 12spl - P30L - P30L

1172N - 1172N P453S

- R356W P105L

- Q318X R339H

- Knacmep E6 V304M

- V237E G375S

B cnyyae xoMnayHI-T€TepO3UTrOTHBIX COCTOSIHUM KIMHMYECKas KapTHHA OINPEAEIsAeTCs
OoJsiee «WIErKMM» IaTOT€HHBIM BapHaHTOM. B oTianume OT AETCKOro BO3pacTa, y B3pPOCIBIX
HECKOJIbKO 00Jiee BBICOKA UYBCTBUTEIHHOCTh MUHEPATOKOPTUKOUIHBIX PELENTOPOB, OITOMY
T€ NATOTE€HHBI BAPUAHTBI, YTO B ACTCTBE Yallle JaBAIH KJIMHUYECKYIO KapTUHY, XapAKTEPHYIO UL
cosbTepstomeil GopMbl, Y B3pOCIBIX MOTYT HPOSIBIATHCS B BUJIE MPOCTON BUPMIBHOM (pOpMBI

(Tabm. 2).

Tabauya 2. @enomunuueckue npossieHUs. PA3TUYHBIX 2EHOMUNO8 Y 83DOCAbIX
nayuenmosg ¢ oegpuyumom 2 1-euopoxcunasol 6 P@ [4].

IMaTorenHbIi Knunn4yeckne npu3HaKu
BAPHUAHT 3a0osieBaHus (%)
12spl/12spl Counbrepsitomiast 85%

Bupmienas 15%
1172N/1172N Conbrepstomas 21%
Bupunenas 78%
E3del/E3del Comnprepsitomiast 100%
R356W/R356W Comnbrepstoriast 100%

l'unepronnueckas popma BJIKH pa3zuBaeTcs BciaeacTBHE MATOT€HHBIX BApUAHTOB I'€HA
CYP11B, nokanum3oBanHoM Ha 8 xpomocome (8q21-q22). B opranusme uyenoBeka
¢byukuuonupyor 2 uzodopmel depmeHTa, obOnamaronme 93% waeHTHYHOCTHIO. 11[3-
runpokcmiaza 1 tuna (CYPI11BI) BelpabaTbiBaeTcsi B MyYKOBOM 30HE KOpbI HAMOYEYHHKOB,

oTBe4aeT 3a OmocuHTe3 KopTH3oia M perynupyercss AKTI mo mexaHuW3my OTpHUIATEIbHOM
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obpatHoii cBsi3u. imenHo aedurut hpepmenta 11B-rumpokcunasel 1 TUIIA MPUBOIUT K PA3BUTHIO

runepronndeckoit popmsl BJIKH. Hanbonee yacTsiii marorenHsiit Bapuant B rene CYP11B1 —

R448H.

W3onmupoBanusiii  gedexkt BTopod u3zodpopmbl 11B-ruapokcminassl  (aiabaoCTEpOH-

cunrerasbl) K BJIKH He oTHOCHTCSI.

Hapymienne cuHTE3a KOpTH30JIa BCIEIACTBHME HEAOCTaTOYHOCTH (depmeHta 21-
THJIPOKCHIIAa3bl BEJET K TOMY, YTO IO MEXaHU3My OTPHIIATEIIbHOH 0OpaTHOM CBS3M HM30BITOK
AKTI' ctumynupyetr KOPKOBBIM CJIOM HAJAIOYEYHUKOB, YTO BBI3bIBAET €€ rumnepruiazuto. [lpu
9TOM U3-3a CYIIECTBYIOIIET0 (epMEeHTaTUBHOrO ONOKa Ha TYyTH CTEPOUAOTeHE3a
HaKarInBarOTCA MPCAMICCTBECHHUKN KOPTU30JIa U aHAPOIr€HOB, IIYTHU O6pa30BaHI/I$I KOTOPBIX HC

3abnokupoBansl (puc.la, 16, 18). [1,2,4]

P450scc + P450c17 +
STaR P450c17 170H- b5 17BHSD5
XonectepuH » [perHeHonoH NPErHEHONOH > AMA » AHOpPOCTeHANON
3BHSD2 3BHSD2 3BHSD2 3BHSD2
\d \ \ A4
P450c17 170H- 17BHSD5
o R TEELe T > >
[porecTtepoH nporecTepoH AHAPOCTEHANOH TecTtocTepoH
P450c21
g v P450c21 P450c11p 5aR2
11-pe3oKen- \4 A4 Y
KOPTUKOCTEPOH 11-ne3okcn- 110H- Ourngpo-
KOpTn3on AHAPOCTEHANOH TeCTOCTepOH
P450c11B P Ap A P
\d
P450c11p 11BHSD2
KopTukoctepoH & ¥
11-keTO
P450c11AS | KopTnson aHAPOCTEHANOH
18-rugpokcn-
KOPTUKOCTEPOH 17BHSDS
\ 4
P450c11AS
v 11-keTO
TeCTOCTepOH
AnbaoCcTepoH

\ Pucynok la. Cxema crepouorenesa

Mpumeuanus. P450scc (CYP11Al) — 20,22-necmonasa, wim «QpepMeHT, pacieIUISTFOLIH
OOKOBYIO IIeb X0JecTepuHa» (SCC - ot anri. side chain cleavage); StAR — CrepouaoreHHbII
ocTpblit perynstopublii 6enmok; P450c17 (CYP17A1) — 17a-ruapokcunasa; P450c17 + b5 —
17,20-mua3a (CYP17A1) + cytochrome b5; 3HSD2 — 3-6era-
TUApPOKCUCTEepOonieruaporenasa, tum 2; 17BHSDS — 17-6era-
rUApoKcucTepouaeruaporenasa, Tun 5; P450c21 (CYP21A2) — 21-ruapokcunasa; P450c1 13

6
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(CYP11B1) — 11P -ruapokcunaza; 11BHSD2 — 11-6eTa-ruapoKCUCTEpOH AT HAPOreHasa, THIT
2; P450c11AS (CYP11B2) — anpaocreponcunTasa; I A — neruaposnuanapocTepoH; SaR2 —

S-anbda-peaykrasa 2.

P450scc + P450c17 +
STaR P450c17 170H- bs 17BHSD5
XonectepuH » [IperHeHonoH »| nperHeHonoH > OMA > AHAPOCTEHANON
3BHSD2 3BHSD2 3BHSD2 3BHSD2
Y Y P450c17 + Y Y
P450c17 170H- bs 17BHSDS 5
MporecTtepoH nPOrecTepoH »| AHOPOCTEHANOH »| TectocTepoH
\
P450c21X P450c21X 5aR1 P450c11p 5aR2
\
Y v Y Y A4
1 1-pe3okcu 1 1-ne3okcn Sa-nperHan-17a- 110H- Owvruapo-
)t <OpTN30N on-3,20-auoH AHAPOCTEHANOH TeCTOCTePOH
A
3aHSD
(peaykraza) 11BHSD2
Y v \J Y
R s 170H-anno- 11-KkeTO 3aHSD
elEpon . NPEerHaHoNoH | |aHAPOCTEHANOH (okenpaza)
P450c17 17BHSDS
\d Y
11-keTO
AHAPOCTEPOH TeCTOCTepOH AHZpocTeHanon
Iy
17BHSD5

Pucynok 16. [Tarorenez BJIKH Bcneactsue neduruta 2 1-rugpokcunasst (P450c21).

Mpumeuanus. P450scc (CYP11Al) — 20,22-necmonasa, win «QpepMeHT, pacileIUISTIOLTH
OOKOBYIO IIeb X0JIecTepuHa» (SCC - ot aHri. side chain cleavage); StAR — CrepongoreHHbII
ocTpblit perynstopublit 6emok; P450c17 (CYP17A1) — 17a-ruapokcunasa; P450cl7 + b5 —
17,20-mua3a (CYP17A1) + cytochrome b5; 3HSD2 — 3-6era-
TUApOKCUCTEeponIeruaporenasa, Tum 2; 3o0HSD — 3-anbda-ruipokcucTeponaeruiporeHasa;
17BHSDS — 17-6era-ruapokcucreponnaeruaporenasa, tum 5; P450c21 (CYP21A2) — 21-
runpokcunasa; P450c118 (CYP11B1) — 11 -ruapokcunasa; 11HSD2 — 11-6eta-
rugpokcucrepoueruaporenasa, tun 2; P450c11AS (CYP11B2) — anpaocTepoHcHHTa3a,
JAI'DA — neruaposmmanapoctepor; SaR 1 — 5-anbda-penykrasa 1; SaR2 — 5-ansda-penykrasa

2.




]

XomnecTepHH

l

[IpermeHolon —»

]

IIporecrepoH

17-OH-miperseHoNoH

AKTTI ¢ 21-ruipoKcHIIasa

I[E'BOKCI-IKO]JTH-
KOCTEpPOH

l

KopthkocTepon

|

ANBI0CTEPOH |
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——— JlernaposnuaHipocTepox

| l

17-OH-nporectepon T —%® AHIPOCTeHIHOH

v

TectocTepon 1

11-1e30KCHKOPTH30IT

Kopru3zou |

Pucynok 18. [1atorene3s BJIKH BcienctBue nedunura 21-runpokcunasbl (B COKpaieHHOM

BH/JIC).

[Tpu I'® BJIKH (nedunut 11B-ruapokcunassl, P450c11p) marorenes ananoruuex nepunuty 21-

THJIPOKCHIIA3kI. [ TaBHBIM OTIIMUMEM SIBIISIETCS TO, uTO NpH I'D O10K pacronaraeTcst HUxe, MpH

3TOM Hapylaetrcs KoHBepcus nezokcukoptukocrepona ([IOK) B kopruxocrepon. MmenHo

n30biTok JIOK, obnmamaromiero MUHEpPAIOKOPTUKOUAHON aKTUBHOCTBIO, CUMTAETCS OCHOBHOM

MPUYMHON TMOBBIIICHUS apTepuanbHoro nasinenus npu BIAKH (puc. 2). Taxxe oOcykmaercs

BO3MOXHasl posib 18- ruapokcu- u 19-okco- meraboautos JJOK, xotopsie TOXe 00nanaroT

MHHEPATOKOPTUKOUAHBIMU CBOMCTBAMH.
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_______1

XonecTtepHH
Ilpernenonmon ——» 17-OH-nipersenonon~ ——* Jlermaposnmannpocrepon
IIporecrepon 17-OH-nporecTepoH —* AHOPOCTeHINOH
AKTT 1 l J, ‘
Jde3okcukopru- 11-ne30KcHKOPTH30 | Tecrocrepon
KOCTEpPOH T

T | 11B-rugporkcninasa |

KopTtukoctepon

|

AmpIocTepoH Kopru3zoa |

Pucynoxk 2. ITarorene3 BJIKH Bciencteue nedunura 11B-ruapokcuiassl.

1.3 DnuaemMuoa0orus 3a00JJeBaHusl MM COCTOSTHUSA (FPVIILI 3200JeBAHMIE I

COCTOSIHM)

PacnipocTpanenHocTs kiaccudeckux ¢opm aeduimra 21 -ruapoKCuiia3bl COCTABIsAET OT
1:14000 o 1:18000 >xuBBIX HOBOPOXAEHHBIX B MHpe. [10 1aHHBIM HEOHATAILHOTO CKPUHUHTA B
P® pacnpoctpaneHHOCTh 3a00s€BaHMs B OTAEIbHBIX peruoHax coctasisger oT 1:5000 no
1:12000, B estom 1o crpane — 1:9638 xuBbIx HOBOpokAeHHBIX. Heknaccuueckas gpopma BJIKH
BcrpeuaeTcss yame —oT  1:500 go 1:1000 cpeam oOmieil momymisinuu, a B HEKOTOPBIX
M30JIMPOBAHHBIX  JTHUYECKUX TPYININAX, XapaKTEPU3YIOIIMUXCS  BBICOKMUM  IPOLEHTOM
OJIM3KOPOJICTBEHHBIX OpakoB (HampuMep, €Bper AIIKEeHa3W), pacHpOCTPAHEHHOCTb MOKET

noxoauts a0 1:50 mo 1:100 [2,3,5].

Ha Bropom mecte Haxoautcst runepronndeckas popma BJIKH (I'd BJIKH) — nedunur
11B- runpokcunasbl, KOTopasi BCTpedaeTcs Mo JaHHBIM JuTeparypsl npumeprno y 1 #a 100000
HOBOPOXIEHHBIX, a cpenu eBpeeB Mapokko - 1 Ha 5000-7000 HOBOpoxkAeHHBIX. B Poccuu

pacnpoctpaneHHocTs I'® B/IKH He uzyueHa.

OcranbpHbIC (I)OpMBI OIIMCAaHbI JIUIIb B BUAC OTACIBHBIX KIMHUYCCKUX Ha6J'IIo,[[eHHfI n HC

noajae)Kar CuCreMaTu3ainuu J1Jisl BI)Ipa6OTKI/I KIIMHUYCCKUX peKOMeHHaHHﬁ.
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1.4 Oco0eHHOCTH KOIMPOBAHUS 32001eBAHNSA WU COCTOAHUSA (IPVIIbI

3a00JIeBAHMI WJIN COCTOSIHMI) 10 MeKIVHAPOAHOM CTATHCTHYECKOH Kaaccupukannu

00J1e3Hel M P00JeM, CBA3AHHBIX CO 3/I0POBbEM

Aopenozenumanwvnute paccmpoiicmea (E25):

E25.0 - BpoxxaeHHble aipeHOTeHUTATbHBIC HAPYIICHUS, CBSI3aHHBIE ¢ AeUITUTOM (PEepMEHTOB;

E25.8 Jlpyrue agpeHoreHuTalbHble HapYLIEHUS;

E25.9 AnpenorenuranbHo€ HapyIIEHHE HEYyTOYHEHHOE.

1.5 Knaccudukauus 3a601eBaHusl WJIH COCTOSIHUSA (TPYNNbI 32001eBAHUI MJIH

COCTOSIHMIA)

B nacrosimee Bpems onucano 7 ¢popm BIKH:

e JIMIIOWJIHAS TUTIEPIUIA3Us KOPHI HAAMIOUEYHUKOB (nedunut StAR-nporepuna);
e nedunur 20,22-1ecMoma3kI;

e gedunut 17a-ruapokcunaspl/17,20-nmuassr;

e nedunut 3B-TUIAPOKCUCTEPOUAACTUAPOTECHAZHI,

e gnedunut 21-ruapoKCcuiIasml;

e neduuut 11B-Tuapoxcunassl;

e JePUIIUT OKCUIOPETYKTa3bI.

HaubGonee wuactas ¢opma BJIKH, BcTpewaromascs Oomee wem B 90% ciydaes,
oOycnoBieHa aeduiuroM ¢epmenta 21-ruapokcunassl. B cBoto ouepens, BIKH Bcneacteue
nedumuTa 2 1 -TuapoKcuIa3sl MoIpa3aeiIsaeTCs Ha HEKIACCHUYSCKYO U KiTacCHYeCKue (BUPHIIbHAS

U CONbTEpAOIas) GOpMBL.

1.6 Kiinnnuyeckasi KADTUHA 3200J1€BAHUSA WU COCTOSIHUS (TPyNnbl 3200J1eBAHU

MJIM COCTOSTHUMN)

Knunnyeckas kaptuna neduuura 21-rupokcuiasbl CKIaAbIBAETCS U3 JABYX OCHOBHBIX
COCTaBJISIONINX: HAAMOYSCUHUKOBON HEIOCTATOYHOCTH, BO3ZHUKAIOIICH BCIEACTBUE neduiurta
CHHTE3a KOPTH30JIa U allbJIOCTEPOHA, U THIEPAHIPOTEHNH, BO3HUKAIOIIEH M3-3a U30BITOYHOM
MPOAYKIIMM HE3a0JIOKUPOBAHHBIX TMOJIOBBIX CTEPOUJIOB. B 3aBHCHUMOCTH OT CTEHEHH
COXPaHHOCTH aKTUBHOCTHU (pepMeHTa 21-THAPOKCUIIA3hl BBIACISIOT IBE KIacCHUECKHEe (HOPMBI

BJIKH: conbrepsrolyo 1 BUPUIbHYIO.
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IIpu conprepstomiel Gopme uMeeTcss AePUUUT KaK MUHEPAIOKOPTUKOMUIOB, TaK H
TIIIOKOKOPTUKOUIOB. [Ipruem aeduuuT nocieqHux, Npu OTCYTCTBUM KOMITEHCAIIUU, TPUBOAUT
K Pa3BUTHIO CMEPTEIbHO-OMACHOIO COCTOSIHUS — COJIBTEPSIIOIIET0 KpH3a, 00YyCIOBJIEHHOIO
CHIDKEHHEM peabcopOLuu HaTpusi B KaHAJIbLAX MMOYEK, CHUKEHHEM O0BEM IUPKYJIUPYIOLIEeH
KpPOBH, apTE€PUAIILHOTO 1aBJICHUS, PA3BUTUEM BbIpaXKEHHOI 0 00e3B0okrBaHus. Hanbouee Tsxeno
COJIBTEPAIOIINE KPU3bI MPOTEKAIOT B JETCKOM BO3pAacTe, C BO3PACTOM MX YacTOTa CHUXKAETCH,
OJIHAKO B CTPECCOBBIX CHUTyalUsiX, HaI[pUMEp, MpPU OMNepanusix, TpaBMaX, HHTEPKYPPEHTHBIX

3360J’ICB8.HI/I$IX, OHU MOTYT OCJIOKHUTBH TCYCHUC 3a00JIeBaHUS U Y B3pOCJIbIX.

[pu BupniabHOH hopMe oTMEUaeTCst TOIBKO ASHUIIUT KOPTU30JIA, YTO MPH OTCYTCTBUHU
J€YEHUs TPOSBISAETCS MBIIIEYHOH CIab0CThIO, YTOMIISIEMOCTbIO, TOTEMHEHHUEM KOXKHBIX

ITOKPOBOB Ha (1)OH€ CUMIITOMOB T'HIICPpaHAPOrCHUM.

HpI/I HEKJIaCCHYECKOM (bopMe 3a00J1eBaHUs BCAyHIUMHU J)KaobaMu MNannMCHTOK SABJIAIOTCA
M30BITOYHOC OBOJIOCCHUC, HapylmICHHUA MCHCTPYaJIbHOT' O IIHMKJIa, 6GCHHOI[I/IG niIn

HEeBBIHAIIMBaHKUE OepemMeHHocTH [ 1,2,4,6].

2. inarHocTuka 3a00/1eBaHUsI WM COCTOSIHUSI (TPyNIbI 3200/1eBAHUIA MM
COCTOSIHUIA), MeTUIIUHCKHE TOKA3AHNS U IPOTUBONOKA3AHUS K IPUMEHEHHI0

METOA0B JTUAI'HOCTHUKH

Kpurtepun ycraHoBiieHusi AuarHosa kJjaccuueckux d¢opm aepunura 21-
TUAPOKCHJIABI: JMAarHo3 YCTaHABIMBAETCA C POXKACHUS HAa OCHOBAaHWU pPE3yJIbTaTOB
7a00OpaTOpHBIX  WCCICIOBAaHWI:  HEOHATAJLHOTO  CKpUHUHTa  (ompenenenue  17-
TUIPOKCUIIPOTECTEPOHA Y HOBOPOXKICHHBIX), B MOCIEIYIOIIEM MOITBEPKICHHOTO MOBTOPHBIM
1abopaTopHbIM 00CIIEIOBaHNE C ONpEAEJICHHEM B KPOBM MOBBIIIEHHOro ypoBHs 17 OHP,
JIOTIOJIHUTEIBHO TECTOCTEPOHA, aHIPOCTEHANOHA, TIpU conbTepsiomeil Gopme 3aboneBaHus —
TIOBBIIIEHHBIM YPOBHEM PEHHMHA M PEHWHOBON aKTUBHOCTH IIa3Mbl KPOBHU, THIIEPKATHEMUH,
TUIIOHATPUEMHH;, PE3yJIbTaTaMH T'€HETHYEeCKOro oOcienoBaHus (BBIABICHHWE MYTalluii B T'eHE
CYP21A2); nanHbIMH (U3UKILHOTO OOCIIEIOBaHUS: HapylleHHe (OpPMHPOBAHUS HAPYKHBIX
MOJIOBBIX OpPraHOB Yy HOBOPOXJEHHBIX J>KEHCKOTO II0JIa, MPHU3HAKOB MPEKICBPEMEHHOTO
II0JIOBOTO Pa3BUTHS y JETEW 000MX MOJIOB. B HEAMAarHOCTHPOBAHHBIX CIydyasX KJIACCHUYECKUX
¢dopm BJIKH mamumeHTKH ¢ KEHCKMM KapHOTHIIOM HMMEIOT MYXKCKOW (DEHOTHI, MPUHIIUIIBI
71a00paTOPHON U TeHETUYECKOM TMarHOCTUKHY 3a00JI€BaHMs Y B3pOCIIBIX TaKUE K€, KaK B IETCKOM
Bospacre [1,2,4-15].

Yposenv  yoeoumenvnocmu - pexomenoayuit A  (yposenv  0ocmoeeprHocmu

ookazamenvcme — 2)
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Kpurepun ycraHoBjeHHsI AMArHO3a HeKJaccuyeckoil ¢opmbl nepunura 21-
THAPOKCUWJIABI: JIMarHO3 YCTaHaBJIMBAECTCA HAa OCHOBAaHMM AHAMHECTUYECKUX JaHHBIX:
MAalUEHTKH HNPEIbSIBISIOT >KajJoObl HAa HapyUIEHUS MEHCTPYaJbHOrO LMKIA, IPHUBBIYHOE
HEBBIHAIIMBAHUE WM OecIuiofue, M30BITOUHBIA POCT BOJIOC B aHJPOTE€H3aBUCHMBIX 30HAX;
JAHHBIX (U3UKAJIBLHOTO OOCIE0BAaHUS: Y KEHIIUH BBIABISAIOTCA MMPU3HAKU TUPCYTHU3Ma, aKHE;
71a00paTOpPHOTrO W TEHETHYECKOro oOcienoBaHMii: nosbiieHUs ypoBHs 170HP, BbisgBieHue
myTtanuii B TeHe CYP21A2. Y MyX4WH NPUTIETbHAS JUArHOCTHKA 3a00JIEBaHUS HE POBOTUTCS,
BCJIEJICTBUE OTCYTCTBHS KIMHUYECKHUX MNPOSBICHUN. VCKitoueHHEe COCTAaBIJIAIOT MAalMEHTHI C
oecrmoguem, TART, onyxonsMu HaAMOYEUHUKOB M C pe3ysbTaTaMH T'€HETUYECKOIO
oOcienoBaHus, KOTOpbIE SIBISIOTCA  MPOMEXKYTOUHBIMH ~ MEXIY KIACCMUECKUMU U
Hekmaccuueckumu penorunamu [17,19, 21,24-31,45,81,82].

Yposenv  yoeoumenvnocmu - pexomenoauyuit A  (yposenv  0ocmoeepHocmu
0oKazamenvcme — 2)

Kpurepun ycranoBjieHusi iuar1o3a runeproundeckoi ¢gopvsl BAKH BeciaencrBue
aepunura 11B-ruapokcuiaspl. JMArHO3 YCTAHABIMBACTCS C POXACHUS HAa OCHOBaHUU
onpezaeneHus 11-1e30KkCUKOPTU30IIa, TEHETUYECKOTO 00CIeI0BaHuUs: NCCIEI0BaHUE MYTallU B
rene CYP11Bl. Kak mnpaBmiio, mpu 3Toil (opme 3a00seBaHUsI OMPEAEISIETCS IOBBIIICHUE
170HP, mosToMy 1o pe3yiabTaTaM HEOHATATFHOTO CKPUHUHTA M TIOCIISTYFOIIETO JJa00PaTOPHOTO
oOcieoBaHMs TAIlMEHTaM YCTAHABIMBAETCS MEPBOHAYAIBHO JHATHO3 BUPWIBHON (HOPMBI
nepunuta 21 ruApoKcHiia3bl, OJHAKO B IOCIEAYIOUIEM, YUWUTHIBas KIMHUYECKYIO KApTHHY
3a00JI€BaHNs: BBIABICHHS apTEepPUATbHON TMIEPTEH3UN Y NAlMEHTOB, HU3KOM YPOBHE KaJHs U
aKTUBHOCTH peHuHa 1uia3mbl (APII) BHe npuema MuHepamokopTHKOUIHBIN npenapatoB (MK)
WM nepeno3upoBku rimokokopTukouaHbiMu  (I'K), mnpoBoautcs Oonee yriayOineHHOE
oOcieoBaHME C  ONpEJENIEHUEM  BbIIIEyKa3aHHBIX  J1a0OpaTOPHBIX  IapaMeTpoB U
yCTaHaBJIMBaeTCs qUarHo3 runepronndeckoit popmer BAKH [1,4,6].

Yposenv  yoeoumenvnocmu - pexomenoayuir C  (yposenv  O0ocmosepHocmu

ookazamenvcme — 4)

2.1 ’Kajao00bI 1 aHAMHE3

Kanobsl  mamumeHToB  ompeaensitorcs  dopmoil  3aboneBaHus  (BUpHANIbHAS,
CoJIbTEpsIIOIast, HeKi1accuueckas) [1,2,4,6].
JKamoObl ManMeHTOB  OMpPENestoTCs  KIMHUYECKOW KapTuHOW  nedurura  21-

rugpokcuiassl (cm 1 1.5).

2.2 duzukajabHoe 00cae10BAHHE
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o  ODusukanbHOE 00CIICIOBAaHNE MAIMEHTOB PEKOMEHI0BAHO MPOBOJUTH MO CTaHIAPTHBIM

MPUHIMIIAM TponeaeBTUKH. HeoO0X0oauMO MpPOBECTH OICHKY aHTPOMOMETPHUYECKUX

MapaMeTpoB, CTENEHW THUPCYTH3Ma Y JKCHINWH, OICHUTh HaJW4YMe KIMHUYECKUX

MPU3HAKOB HAAMOYEYHUKOBON HenocTtarouHoctu [ 1,2,4,6].

YpoBenb yOenuTeqbHOCTH pekoMeHaamuid C  (ypoBeHb JI0CTOBEPHOCTH
J10KA3aTeJILCTB — 5)

Kommenrapuu: /lpusnaku eunepanopozeruu y HCeHWUH ¢ KIACCUHeCKUMU popmamu
oedpuyuma 21-eudpokcunazvl 00bIYHO APKO GLIPANCEHbI U NPU  OMCYMCMEUU JleHeHUs]
NpOAGNAIOMCS  BUPUIUZAYUEU HADYHCHLIX NOJOBbIX OP2aAH08, daAMeHOopeell, BblPANCEHHOU
anoneyueti u 2upcymusmom. B neouaecnocmuposannvix cayuasx BIAKH nayuenmxu ¢ sceHCKum
KApUOMUNOM — UMEIOM  MYHCCKOU  ¢heHomun. Y MyscuuH HNpusHaAKu HAONOYEYHUKOBOU
2UnepanopoceHul NPOsBIIOMCS 8 MEeHbUlell CMEeNneHU, YeM 8 0emCKOM 803pacme, K HUM MONCHO

omuecmu akue u becniooue.

Hepeoxo y nayuenmog ommeuaemcs HU3KULL KOHEUHbIU POCH, YMO MOJCEem ABNAMbCs
crnedcmeuem Kak HedoCmamouHo2o (U3-3a u30bimka aHOpoO2eHos8), MaxK u u3olmouno2o (U3-3a

U30LIMKA 2IHOKOKOPMUKOUOOB) JIeYeHUsL 8 OenCmae.

Hexnaccuuecrxas ¢popma BJIKH He conpososicOoaemcs npusHakamu HAONOYe4HUKOBOU
HeOOCMAamoyHOCMU U NPOABAAEemcss 0080IbHO HNO30HO — O0O0bIYHO Nocie nyoepmamuozo
go3pacma. Y mysxcyun 3mo 3a00ne8anue npaKxmuyecku HUK020a He OUdeHOCMUPYemcs U He
mpebyem nevenust 8 C8s3U ¢ OMCYMCmMaueM XapaKmepHulX NPU3HAK08. Y JHceHuun Ommeuaromcst
NPUBHAKU YMEPEHHOU 2UNepaHoOpO2eHUU. aKHe, 2UpPCYMu3M, aloneyusl, 4acmo HabIodaemcs

Hapyuienue meHcmpyajlbHoco yuKkia, becnnooue u He8bIHAUUBAHUE 5€p€M€HHOCWlu.

YV nayuenmos c oeppuyumom 11f-eudpokcunasol, kax u npu eupunvHou ¢hopme 21-
2UOPOKCUNLA3bL, PA36UBAIOMCS KIUHUYECKUe NPUSHAKU, CBA3AHHble ¢ Oelicmeuem u3owimia
anopoeenos u oeguyuma xopmuzona. Ilosmomy 6 demckom 6ospacme HepeoKO NAYUEHMAM
owuUbOUHO yecmanasausaemcs ouazHo3 degpuyuma 2 1-eudpokcunaszvl, mem 0OoJiee umo yposeHbs
17-OH-npocecmepona (170HP) y Hux 00bIYHO NOBbIUEH, KAK U NPU GUPUILHOL Gopme.
3anodo3pume  2unepmoHUYecKyio (opmy MONCHO 6 CAYUAsAX NOBbIULEHUS APMEPUATbHO2O0
0aslieHust y NAYUeHmMo8 HA 2IIOKOKOPMUKOUOHOU mepanuu 6 OmCYMCmeue NpU3HaKos
nepedoszuposku mepanuu. A, xomopas ecmpevaemcs y 2/3 nayuenmos ¢ oegpuyumom 11[-
2UOPOKCUNLA3bL, HAYUHAEN NPOSBISIMbCI 8 PA3HOM 803PACHe, Hauje 8 Oemcmee, MONCem HOCUMb
KAK YMEpPeHHbll, MAaK U BbIPANCEHHbIU XApAKmep ¢ pa3sumuem OCIOXCHEeHUU: 2unepmpoqus

JI€B020 JHCENYO0UKA, PEMUHONAMUSL, MAKPOBACKYAAPHbIe ocnodichenus [1,2,4,6].

2.3 JIabopaTopHble IMATHOCTHYECKHE MCCIEeI0BAHMS

13




KP82

JAunarnocruka kiaaccuueckux popm nepunura 21-rugpoKcuiiaspl

e B KkadecTBe OCHOBHOTO METOJa BBISIBJIICHUS KIACCHYEeCKHX ¢GopM nedurura 21-
THUAPOKHCIIA3bl PEKOMEHYETCS TMPOBOJUTH BCEM HOBOPOXKJICHHBIM HEOHATATbHBIN

CKpUHHHT ¢ uccienoBanueM yposas 170HP B kposu [5,7-15].

YpoBeHb y0eOIUTEJHbHOCTHM peKoMeHJanmuii A  (YpoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 2)

KommenTapuu: 61acooaps momy, umo B/[KH aensemcs eenemuueckum, NOMeHyuaibHO
JIeMANbHbIM U UMEIOWUM YemKUll OUACHOCMUYeCcKUll Mapkep 3a00ne8anuem, OnmuMaibHbiM
memooom evisignenus B/IKH 6o ecem mupe 6 nacmoswee epems cuumaemcs npogeoeHue
HeonamanbHo2o ckpununea. C cepedunst 2006 2. on OvLn Hedpen u 6 Poccuu, umo nozeonsem
nocmasums OUACHO3 U HAYAMb JleyeHue ewje 6 panHem Oemckom eoszpacme. Illosmomy
OUACHOCTUKA KIIACCUYECKUX POPM 80 83pOCIOM 8o3pacme 00biuHO yoice He mpedyemcs. OOnako
uHoz20a 3abonesanue He OUASHOCMUPYEMCs 608peMs, U YCMAHOGIeHue OUazHo3a mpeoyemcs 6
cmapwem eo3pacme. QOObiuHO >ma cumyayus G03HUKAEM ) 63POCAbIX NpU COYemanuu

Hecoomeemcmeusl nacnopmuoco U ceHemu4eckKkoco noaa uiu npu OUMENbHO cyu;ecmeyiou;eﬁ

msxcenou supunuzayuu [5,7,8,9,10,11,12,13,14,15].

o PexoMeHIyeTcs HMCIONB30BaTh MCCIEAOBAHUE YPOBHS 17-TUAPOKCUIIPOTECTEPOHA B
KpPOBU B paHHUE YTPEHHUE YacChl KaK INIaBHOTO AuarHoctuieckoro mapkepa BJIKH B Tex

ClIydasx, Korga AUarHo3 paHec HE ObLI YCTaHOBJICH B XOJ€ HCOHATAJIbHOI'0O CKpUHHHTa

[16-19,21-28].

YpoBeHb  y0eAMTEIbHOCTH pexoMeHaamuii A  (ypoBeHb /I0CTOBEPHOCTH

0KA3aTeJILCTB — 2)

Kommentapuu: [Juaenocmuxa oedhuyuma 2 1-2udpokcunazvl 0OCHO8aHA HA Onpeodesenuu
ypoeua 170HP — npeowecmgeHHuxa KOpmu3oid, HAX00Auje2ocsi HenocpeoCmeeHHO Hao
pepmenmamusnvim O10K0oM. Ilpu Knaccuueckux gopmax e2o ypoeeHv 00bIUHO 3HAUUMENbHO
npesvluer — oonee 300 umonwv/n unu 6onee 100 ne/mn. Kpome moeo, ommeuaemces 3nawumenvroe
nosvluleHue yposHell mecmocmepora, AHOPOCMEeHOUOHA U OPY2UX NPeOuleCmEeHHUKO8 NOI08bIX
cmepoudos. Ilpu makux nokasamensx OUACHO3 He Bbl3bleaden COMHEHUU, OONOIHUMENbHO20
noomeepaicoenusi ne mpebdyemcs. Ilpeonoumumenvuuiii 1a00paAMOPHBILL MEMOO ONpedeneHs.

2OPMOHANILHBIX NoKazameneu — HCUOKOCMHASL MAHOeMHAs. maccnekmpomempusi, memoo MDA
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daem bonbuiee Hucio JIOHCHONOJIONCUMENIbHBIX pe3yibmamos

[16,17,18,19,21,22,23,24,25,26,27,28].

JInarnocTuka HekJaccuueckoi (popmbl 21-ruapoKcuiasbl

e Jlmarnoctuky HBJIKH pekomenayercss mNpoOBOAWTH Yy JKEHIIMH C TpPU3HAKAMHU
TUPCYTU3MA, aJlOTIelUH, aKHe, HApyIIEHUSIMH MEHCTPYaIbHOTO IMKIA, OECIUIOANEM

W/WITH TIPUBBIYHBIM HEBBIHAIIMBaHKEM OepeMeHHocTH [16-19,21,29-31].

YpoBeHb y0eaIUTEJHbHOCTHM pexkoMeHAamuii A  (ypoBeHb J0CTOBEPHOCTH

10KA3aTeJILCTB — 3)

KommenTapuu: Juacnocmuka nexknaccuueckou gpopmwi BIIKH sensemcs 6onee wacmoti
3a0avel u pymuHHO 6Cmpedaemcsi 8 NPaKmuke dHOOKPUHOI0208 U AKYULEPOB-CUHEKOI0208, MAK
KaK NO KIUHUYECKUM NPOABLEHUSAM MO 3a001e8aHue cxoxce ¢ CUHOPOMOM NOJUKUCTIOZHBIX

AUYHUKOS. MmenHo ¢ smum 3aboneeanuem u npogooumcs dauje eceeo Oouggepenyuanvras

ouacnocmuxa HB/[KH [16,17,18,19,21,29,30,31]

e Jlna muarnoctuku HBJIKH pexkomenayercs uccnenosars yposeHb 17OHP B kpoBu y

KEHII[MH B paHHIOI (HOHKYISpHYIO a3y B yTpeHHue yace! [16-19,21,29-31].

YpoBeHb yO0eauTeJbHOCTH peKOMeHaamuii A  (YpoBeHb I0CTOBEPHOCTH

J0KA3aTeJIbCTB — 2)

Kommenrapuu: /[ ouacnocmuku uexnaccuyeckou ¢opmsi 3a60p kposu na 170HP
NpoBOOSIM PAHO YMPOM 8 (YOITUKYIAPHYIO (ha3y yuria (e no3onee 5-7 OHs), npu ameHopee — 6
10601 0enb, cmpozo eHe bepemennocmu. Hopmoil cuumaromea noxazamenu menee 6 HMOIb/1
unu menee 2 He/ma, Hudxce smux ypoeuet HB/IKH npaxmuuecku ne ecmpeuaemcs. Cnedyem
NOMHUMb, YMO peghepencHble 3HAYeHUs], KOMOopble NPUBOOSAMCS PA3TUYHBIMU 1A00PAMOPUIMU,
00bIYHO OMAUYAIOMCS U MO2YM OblMb 3HAYUMENbHO HUNCE YKAZAHHBIX «OMPE3HbIX MOYeK» O
ouaenocmuxu Heknaccudeckoli B/IKH. B cnyuae 3nauenuii 6azanvrozo 170HP 6onee 30 nmons/n
unu 10 ne/mn, ouaenos B/IKH cuumaemcs noomeepicoenHvim, U O0NOIHUMENbHOU OUACHOCMUKU

He mpebyemcsi.

Ilpu noepanuunvix snauenusx 170HP (6-30 umonv/n unu 2-10 ne/mn — max Hazvieaemas
«cepas 30Ha»), BbIAGNEHHBIX MUHUMYM NPU 08YKPAMHOM ONpeodeseHull, 8 Mupe peKOMeHOYemcs.

nposooums OONOIHUMENbHbIU cmumyaupyiowuti mecm ¢ npenapamamu uz ATX-epynnot AKTI
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(HO1AA02), umo sensiemcs 3oromeim  cmanoapmom  ouacrocmuxku BIAKH 6  wmupe.

[16,17,18,19,21,29,30,31].

o Ilpu comHuTenbHBIX pe3ysbTaTax onpeaeneHus 1 70HP, a Takxe B 11X TeHETUYECKOTO

KOHCYJIbTUPOBAHUSA JAJICC PEKOMCHAYCTCS ITPOBOANTDL '’CHCTUYCCKOC NCCIICAOBAHUEC I'CHA

CYP21A2 [1-4,32-40, 177].

Anroput™m nuarsoctuku Heknaccuyeckoil BJIKH B PO npeacrasnen B Taba. 3

Tabauya 3. Aneopumm ouaenocmuxu HB/JKH ¢ P® ecneocmeue oepuyuma 21-

2UOPOKCUNA3bL
Bbaszaabubiii ypoBens 170HP
< 6 HMOJIB/II 6-30 HMOJIB/T > 30 HMOJIB/TI
(<2 =r/mmn) (2-10 ar/mm) (> 10 ur/mn)
Mepuunr 21- Pexomenayercs reHeTu4ecKoe Hepunur 21-
THAPOKCHIIA3BI nccijaenosanue rena CYP21A42 THAPOKCHIIA3BI
HCKJII0YaeTCs

YpoBeHb yOeauTeJbHOCTHM PpexkoMeHaauuii B  (ypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 2)

KommenTapuu: B ciyyasx, koeoa npogedenue Cumyaupyowe2o mecma ¢ mempaxko3akmuoom
HEBO3MOMNCHO, TUOO 6 YENsX 2eHeMmUYecKoe0 KOHCYIbMUPOBAHUS NPOBOOUNMCS 2EHEMUUECKOe
uccredosane Ha Haiuyue namo2eHHulx eapuanmos 6 eene 2 1-euopokcunazot — CYP21A42. Ilpu
unmepnpemayuy NOJIY4eHHbIX Pe3yibmamos HeoOX00UMO VUUMbIEANb HECKOIbKO (aKmopos.
Bo-nepsvix, nexkomopuie nabopamopuu ¢ PD nposoosam ouacHocmuky auwib 2-3 Haubolee
MAICENbIX NAMOSEHHbIX BAPUAHMA, XAPAKMEPHBIX 01 Klaccuyeckux gopm 2 1-eudpoxcunasol.
Ilosmomy neped Hanpasnenuem Ha UCCIe008aHUE HEOOXOOUMO YMOYHAMb, NPOBOOUMCS U
uccne008anue Namo2eHHbIX 8APUAHMO8, CReYUPDUUHBLX OJis1 HEKAACCUYeCKOU hopmbl (cm. maoi.
1). Credyem npo6ooumv anaiu3 MAKCUMATLHO BO3MOMICHBIX O/l KAXNCOOU Aabopamopuu
namoeenuvix eapuanmos 6 cene CYP21A2 npu nwboti popme 3abonesanusn. Tak, npu
Hexknaccuyeckux gopmax BJ/[KH 6o3modxcna uoenmugurayus Kax namo2eHHulX 8apuanmos,
NPUBOOAWUX K HEZHAYUMETbHOU nomepe QYHKyuu Oenxa, mak u 8apuanmos, OmeemcneeHHbix
3a noaMyl0 uHakmusayuio benxka. Ommeuero, yumo npu Hanuuuu y nayuenma ¢ H® oouoco
«MAACEN020» U OOHO20 «JIESK020» NAMO2EHHO20 6aApUAHmMA Habmodaemcsi Oolee BblCOKAS
cmeneHv 2Upcymusma U yeeluyeHHvle 3HaueHus 17-2uopokcunpozecmepona, uem npu

uoenmuuxayuu 08yx «aéekuxy eapuanmos. Ocobennocmu cmpoenusi 2cena CYP21A42, a umenno
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Hanuuue 8 HenocpeocmeenHot diuzocmu ncegdoeena CYP21A1, npusoosam k momy, 4mo oKoJo
90% mymanmuulx anneneti A6IAMCA Cle0Cmeuem pPeKOMOUHAYUU MeHCOY IMUMU 2eHaMU U
Hecym 6 cebe 00UH UMY HECKOIbKO YACmblX namozenHulx eapuanmos. C 00HOU cmopombl,
Haiuyue Yacmulx Mymayuil yckopsem u yoeutesisiem 2enemudeckyio ouaznocmuxy. C opyeotu
CMOPOHYL, CNLONCHBIE PEKOMOUHAYUU MeHCOY 2eHAMU NPUBOOSM K MOMY, YO HA OOHOM ajlllefle
Modicem OblMb HeCKOIbKO NAMO2EHHbIX 8APUAHMO8, U ONPEOeNUmb, HAX00AMCS iU OHU 8 PA3HbIX
annenax unu 6 npeoenax 00HO020, HE8O3MONCHO 0e3 2eHomunuposanuss pooumeneu. Ilomumo
9M0o20, cyuecmeayem 6eposmHOCIb HAIUYUSA Y NAYUEHMA HOBbIX HEONUCAHHBIX MYMAayull uiu
2emepo3ucOmHblil HOCUMeNnb «Haubolee Yacmou Mymayuuy MOdXdcem umems He ONUCAHHBIU
namozenHulll apuanm 6 opyeom anneie. I enemuueckasn ouacnocmuxa npu B/IKH sensemcs
BANCHLIM DMANOM 8 Npoyecce NOCMAHOBKU OUASHO3A U NPU NIAHUPOBAHUU DEpeMeHHOCU 6
cembsx, umerowux pebdéuka, donvrHoeo B/KH unu 6 cembsax, exkmouarnuux cemepo- uiu
20MO3UCOMHBLX HOCUmenel namozennuvlx eapuanmos 6 cene CYP21A2. Ho, éasxcno ommemumey,

Umo HeguvlsBIeHUe MYMAYULL 8 OAHHOM 2eHe He CILYHCUM NPUYUHOL 015 cHAmus ouasnosa B/JIKH

[1,2,4,5,32,33,34,35,36,37,38,39 ,40].

JAuarnocruka nepunura 11p-ruapoxcunasbi

e V nanueHtoB ¢ HetunuuHbIM TeueHueM BJIKH wim pazsutuem AT pexomenayercs
npoBoauTh quarHoctuky ['®@ B/IKH nmyTeM KOMIUIEKCHOTO ONpeieieHUe KOHIIEHTPalluu
CTEPOUIHBIX TOPMOHOB METOJIOM TaHJIEMHON MacC-CHEKTPOMETPUM C UCCIIEIOBAHHEM

ypoBHs 11-ae30kcukoprtu3oia B kposu [1,4,6,178].

YpoBeHb ybeauTeabHocTH pexoMeHaamuii C  (YpoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 4)

KommenTapuu: Ocrosuvim mapkepom ouacnocmuku I'®@ BIIKH sensemcs onpedenenue
11-0ezokcuxopmuzona — OCHOBHO20 NpPeOUeCMBEHHUKA KOPMU30AA, HAXOOAWe20Cs HAO
GepmenmamusHviM OIOKOM, KOMOPBLU NPU KIACCUYECKOM 8apuanme 3a00.1e8aHus npesvliuiaem
Hopmy bonee yem 8 5-10 paz. OOnaxo 8 pymuHHOU NPAKMUKE MO BO3MOICHO COeLAMb MOAbKO
8 X00€e nposedeHUss MyTbmuUcmepouornozo axnanuza. Ilosmomy npu nooospenuu na 1'® B/[KH,
Hanpumep, Npu HU3KOM YpOGHe Kaaus u akmueHocmu peruna naasmel (APII) ene npuema
MUHepanokopmukouounwviii npenapamos (MK) unu nepedosuposxu enioxkokopmuxouonvimu (I'K),
npu NoBbIUEHUU aApMepPUudIbHO20 OAGNeHUs Y NAYUeHMO8 C paHee GblAGIEeHHOU GUPUTbHOL
Gopmoii 3abon1e6anus, a makxice npu OMCYMCmMEUYU MUNUYHBIX NAMOLEHHBIX 8APUAHMOS 8 2eHe
CYP21-2uopoxcunaswi, nayuenma HeobX00UMO HANPAGUMsb 8 CHeYUAIUUPOBAHHBLE YeHMPbL 015
VYMOUHeHUs: OUAcHO3a U No0Oopa mepanuu.
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Uccneoosanue mymayuii 6 eene CYPIIBI nposodumcsi Kpaiine peoko, HOIMOMY 8
Poccuu cenemuueckyro ouaznocmuky MoicHo nposecmu moabKo ¢ NOMOWbIO CEKEEHUPOBAHUS
2eHa. B nexomopwix cmpanax (nanp. 6 M3zpaune) ucciedosanue 00H020 u3 Hauboiee 4acmolx

namoeennwvlx sapuanmos - His R448H - npumensemca ¢ pymunnoii npaxmuxe.

B numepamype onucamnwi cnyyau nexknaccuueckou popmui oehuyuma 1 15-euopoxcunasol.
B kaunuveckou kapmune OOMUHUDYIOM — NPUSHAKU —2UNEPAHOPOEHUU U  HAPYULeHUs
MEHCMPYATbHO20 YUKILA Y JHCeHUWUH, npu smom A" npu smoti hopme 3ab0resanus nem, 1ubo oxna
HOCUm He3Hauumenvuvlll xapakmep. Jluacnocmuposame Heknaccudeckyro ¢opmy 11[-
2UOPOKCUNLA3bL MOJNCHO HA OCHOBAHUU Noevluienus I 1-0e3oxkcukopmuzona npu nposeoeHuu

manoemMHou macc-cnekmpomempuu. [1,4,6]

2.4 HNHCTpYMEHTAJIbHbIE JHATHOCTHYECKHE MCCIeI0BAHHS

o C nenbto quarHoctuku ocnoxkHeHuid BJIKH n mmurenbHON 3aMeCTUTENBHON Tepanuu
I'KC y mauueHToB pEeKOMEHAYETCSl MCIOJIb30BaTh TAKUE METOJbl MHCTPYMEHTAJIbHOU
JTUArHOCTUKH, KaK: PEHTIC€HOJIEHCUTOMETPHUS BCEM MNAllMEHTaM BHE 3aBUCHUMOCTH OT
crenenn komrieHcanuu, Y3W/MCKT wimm MPT HaamoyeyHWKOB TpU 3MH301aX
JUIUTENIbHOU KoMIeHcauu, Y 3W opraHoB MOIIIOHKK BceM My>kunHaM, Y 3U Masoro taza
BceM skeHIMHAM (mipu nogo3peHun Ha OAPT — momomuutensHo mpoBereHue MPT

majsoro tasa [1,4].

YpoBenb y0enuTeJbHOCTH pekoMeHaamuid A  (YypoBeHb /JI0CTOBEPHOCTH

J0KA3aTeJILCTB — 3)

KomenTtapun: Hucmpymenmanvhas ouacHocmuxa y 63pocivix nayuenmos ¢ BIKH
HANPAasieHa Ha BblAEIEHUE BMOPULHBIX 00PA308AHULL 8 HAONOYEUHUKAX, OCOOEHHO NPU dINU300AX
onumenvrou oexomnencayuu 6 anamuese (Y3U, KT naonoueunuxos). Heobxooumsiii sman —
OYEeHKA COCMOSHUSL PenpOOVKMUGHOU CUCMEMDbL, UCNOTb3YeMble CKPUHUHE08ble MeMmOOUKU —
V3U opeanos manoeo maza y dHceHWUH, Opeanos MOWOHKU Yy Mydxcuun. [lpu nepeuunom
o0bpaweHuu nayueHma npo8oOUMcs. UHCMPYMEHMANbHASL OYEeHKA COCMOSHUSL MUHEPAlbHOU
NJIOMHOCIU KOCMHOU MKAHU (NPO6edeHUe PeHMEeHOOEHCUMOMEMPUY MUHUMYM 2 0OMOeNo8 —
NOACHUYHO20 OMOeNA NO380HOYHUKA U NPOKCUMATbHO20 omoena bedpeHnou xocmu). bonee
noopobHo 00 uHcmpymeHmanvHou oOuacHocmuxe npu BJKH usnooxceno 6 paszdene

«[{ucnancepnoe nabmooenuey [1,4,41-63].

2.5 Vinble THATHOCTHYECKHE MCCAEeT0BAHMS
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OTCYTBYIOT.

3. Jleuenue, BKJIIOYAsi METMKAMEHTO3HYIO U HEMEIUKAMEHTO3HYI0 Tepanum,
AMETOTEepaAnnIo, 00e300,1MBaHNe, MeAULIUHCKHE IOKA3aHUS U

NMPOTUBOIIOKA3aAHUS K IPUMECHCHUIO METO/I0B JICUCHUSA

3.1 KoncepBaTuBHOE JIeUCHHE

Jleyenne manmeHToOB ¢ KJIaccnuyeckuMu popmamu negpuuura 21-ruApoKcuIasbl

o PexkomMeHIOBaHO JI€UUTH B3POCIBIX MAIMEHTOB ¢ Kiaccuueckumu (opmamu BJIKH

THPOKOPTU30HOM WIIK JUTHTENbHO neiictByronmmu ['K [1-6,64-75].

YpoBenb yOeaureJbHOCTHM pexkoMenaamuii C  (ypoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Kommenrtapumu: Jlevenue xnaccuueckux ¢gopm BJJKH ceooumcs Kk noscuzHeHHOMY
NPUMEHEHUIO 2IIOKOKOPMUKOUO08 U MUHEPAIOKOPMUKOUO08 (npu corvmepsrowel gopme).
OcHnognas cnoxcnocms nevenusi B/JIKH 3axniouaemcs 6 mom, umo 8 Hacmosujee epems He
paspabomatvl npenapamol, NOJHOCMbIO UMUMUPYIOWUe COOCMBEHHYIO CeKpeyuio KOpmu3ona u
CcnocobHvle 6 (uzuoIo2UUecKUX 003ax NOJIHOCMbBIO NOOA8UMb U3OLIMOYHLIL  CUHME3
HAONOYEeUHUKOBbIX AHOPO2EHO8, NOIMOMY GedeHUe NAYUeHMO8 COOUMCs K OANAHCUPOBAHUIO

MedHcoy NPUHAKAMU SUNEPKOPMUYUSMA U 2UNEPAHOPO2EHUU.

B omauuue om demckozo 8o3pacma, koeda pekomeHOyemcs 6ecmu NayueHmo8 moabKo
Ha 2NOKOKOPMUKOUOHbIX NPEnapamax Kopomko2o Oelucmeus, y 63pOCiblX NAYUeHmos
B03MOJICHO UCNONb308AHUEe KAK NPenapamos Kopomro2o (2uopokopmuzon™*), max u
ONUmMenbHo20 Oelicmeust (NpeOHU30101**, dexcamemazon™*, memuinpeonHu3onon™>). dmo 6
pside cayuaes Npugooum K YIVHUICHUIO KOMMIAeHmHocmu nayuenmos. Haubonee uacmo
UCNONL3YEMCsl CIe0YIOWAsl cXemMa Nepegood ¢ 00HO20 2NIOKOKOPMUKOUOHO20 Npenapama Ha

** ~

opyeoii: 20 me 2uopoKopmu3oHa 5 me npeonuzonona** = 4 me memunnpeonuzonona** =

0,375-0,5 mz oexcamemazona™>.

Bpemsa naznauenus enrokokopmuxouoHwvlx npenapamog npu B/IKH ocmaemcs 6 mupe
oucKymupyemuvim 80npocom. Ecmb cmopoHHUKU HaA3HaueHus 601buwux 003 ympom, KOmopbvie
cyumarom makou pexcum 6onee DUIUONOSUYHBIM, MAK KAK OH Jyyule UMumupyem

YUPKAOUAHHBLU PUMM 8blpabomKu Kopmu3oaa. /pyaue sxce ommeuarom 00OCmudicenue ayduien
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KOMHeHcayuu npu npumeHeHuu 6016uux 003 Ha HOYb 3a cuem NooasileHusi HOUHO20 8blopoca
AKTI'. B Poccuu uawe npumensiemcs 6mopou 8apuanm, 00HaKO CMpo2ux pekoMeHoayui no

OAHHOMY BONPOCY Hem, U PEueHIe MOdCen 0Cmamscs 3a nedawum epavom [1-6,64-75].

e Ilpu conbrepsromeit  ¢dopme gedpummra  21-THAPOKCUIA3Bl  PEKOMEHIYETCS

nononauteasHo K I'K npumensts MK (¢uyapokoptuzon™*) [1-6,64-75].

YpoBenb yOemuteJbHOCTH pexkoMengamuii C  (ypoBeHb 10CTOBEPHOCTH

J0KA3aTeJIbCTB — D)

KommenTapuu: 0ns xomnencayuu MuHepaiokOpmuKOUOHOU QYHKYUU UCTOIb3Yemcsl
@nyopoxopmuzon. Cpednue O003UPOBKU U CXembl NPUMEHEHUSs Npenapamos O/ JeyeHus

knaccuveckux gpopm BIAKH npedcmaenenvt 6 maon. 4 [1-6,64-75].

Tabnuya 4. Ilpenapamei 2nioko- U MUHEPAIOKOPMUKOUOOB, UCNOTb3YEMble 8 JeUeHUU
kaaccuueckux ¢oopm BIAKH y e3pocnvix, ** -npenapamei, 6xooawue 6 cnucok JKHBJIIT

['uapoxoptu3on™**, ATX kox 15-25 mr/cyT (MmakcumanbHO 10 40
HO2AB09 MT/CYT) pa3euTh Ha 2-3 nmpuema
[Tpenauzonon™*, ATX 5-7,5 mr/cyT (MakcumansHO J0 10
xon HO2ABO6 MI/CcyT) Ha 2 mpuema
Jlexkcamerazon®*, ATX 0,25-0,5 mr/cyT (MakcumanbpHO 70 1
kox: HO2ABO02 MT/CYyT) Ha HOYb

Metunnpeanusonon**, ATX 4-6 MI/CyT Ha HOYb MJIU B 2 IpUeMa
ko1 HO2ABO4
Dynpoxkoptuzon™*, ATX 50-200 Mkr/cyT
kox: HO2AAO02

o PexomennoBaHo yBenuueHue 10361 ['K mnm nepexos1 Ha napeHTepaibHoe BBeeHue 'K B

OCTPBIX CHUTYyaIUsX, TAKUX Kak GeOpunbHas temmneparypa (>38,5°C), racTpodHTEPHT ¢

JICTUIpaTaIlueii, ornepanuu mo; oomiel aHecTe3ueit 1 MaccuBHbIe TpaBMbI [1-6,76-80].

YpoBenb yOenutreJbHOCTH pexkoMenaammii C  (ypoBeHb  J0CTOBEPHOCTH

J0KA3aTeJbCTB — D)

Kommenrapuu: y nayuenmos ¢ xiaccuueckumu ¢gopmamu BKH 6 opeanusme ne
nPOUCXO0UM A0eK8AMHOU 8bIPAOOMKU KOPMU30AA 8 OMBem HA usuyecKuii cmpecc, Hanpumep,
npu  3a601€8aHUAX, CONPOBONHCOAIOWUXCS BbLICOKOU MeMNepamypoll, 2acmposumepume ¢
decudopamayueil, onepayusx u mpasmax. HMmenwo nosmomy ecem nayuenmam c¢ BJ/KH
PEKOMeHOYemcs HOCUms npu cebe UOeHMUPDUKAYUOHHbIE OOKYMEHmMbl Ui  Opaciemsi,

yKasvleamouwiue, 4mo y Hux umeemcs oarnHoe 36160]166‘617—”46, u e ciyuae yp2eHmHbsplx cumyauuﬁ um

20



KP§2
HeobXxo00umMo HezameonumenvHoe 6sedeHue cuopokopmusona. Tax kax 3aboneeanue A6IAemMcs
PEOKUM U He 3HAKOMO MHOSUM CHeyuaiucmam nepeutHo2o 36eHd, NPeoiloAHCeHO YKA3bleams )
MaKux nayuenmo8 HaIuyue XpPOHUYECKOU HAONOYEYHUKOBOU HeOOCMAMOYHOCIU, YUMo

obnezuyaem npuHAmue peuteHusl 6 OAHHBIX cumyayusix.

B cnyuae unmepkyppenmuuvix 3a60neeanutl, npu KOMOPbIX COXPAHEHA B03MONICHOCHb
npooodcenus nepopaiviozo npuema 'K, neodxooumo yeenuuenue 003vl 2IIOKOKOPMUKOUOOE &
2-3 pasa. Ilpu uesgpghexmusnocmu 6600uUmMcs 2UOPOKOPMUZOH (SUOPOKOPMU3OH CYKYUHAM
nampus) 50-100 me enympumvluieyro, oanree npu HeoOXo0UMOCMU 88edeHuUe NOBMOPAEMCcsl NO
50 me xaxncovie 4-6 uacos. B cnyyae omcymemeus yayumenus camouyecmaeus 6 meuenue 24-48
Yaco peKOMEeHOYemcsi 20CNUMANU3AYUs 6 CMmayuouap, 20e npoeoOUMcs: 6HYMpPUBEHHAS.
unghysus 2uopokopmuzona Ha ¢poHe pecuopamayuonHou mepanuu. Ilpu npumeneHuu
napenmepanbHo20 2UOPOKOPMU3OHA, 0034 (DIYOPOKOPMUZOHA He MeHsemcs, aubo daxce MK
ommeHaomces noanocmoio. Kak monvko cocmosanue nayuenma cmabunusupyemcs, ciedyem

HOCMENEHHO BEPHYMbCS K 00bIUHbLIM 003aMm npenapamos [1-6,76-80].

o HpI/I OMOOHWOHAJIBHOM U HCPBHOM HAIIPSAKCHUH, ITPU JICTKUX BUPYCHBIX 3a00JIeBaHUSIX H

npezacTosmel puzndeckoit Harpyske yBennunBath 103y 'K He pexomenmyercs [1-6, 76-
80].

YpoBenb yOeautTesbHOCTH  pexkoMenaamuii C  (ypoBeHb  JOCTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

KommenTtapuu: npu  ¢usuueckux Hacpyskax u  NCUXONIOSUYECKOM  Cmpecce

Heobxooumocmu 8 yeenuuenuu 003wl I K nem [1-6, 76-80].

JleyeHne manMeHTOB ¢ HeKJIaccu4ecKUMHU Gpopmamu nepunura 21-rugpoKcuIasbl

e Jleuenne maumenrox ¢ HB/IKH c nmomompro I'K pexkoMeHI0BaHO NpOBOAUTH NpU
BBISIBJIEHMM BBIPDAKEHHOM TUIEPAHIPOreHUM, OEcIyionus WM HEBbIHAIIUBAHUS

6epemennoctu [17,75,81-89].

YpoBenb yOemuteJbHOCTH pexkoMenaamuii C  (ypoBeHb [10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)
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KomMeHTapuu: ) owceHwun ¢ BbIpaAdNCEeHHbIMU CUMAMOMAMU  2UNEPAHOPO2eHUU
603MoocHo  HazHavenue ['K (mabn. 5). Ilomumo s3moeo, mepanuro MOXMCHO NPOEOOUMDb
KOMOUHUPOBAHHO C SUPMOHATbHLIMU KOHMPAyenmueamu ojis cucmemno2o npumenenuss (ATX

k00 GO3A) u/unu anmuanopozcenamu (ATX koo GO3H), a maxace pekomendosams sHceHuunam

paznuunsle memoowt snunsyuu [17,75,81,82,83,84,85,86].

Tabauya 5. [lpenapamot I'K, ucnonvzyemvle 8 nevenuu nekiaccuveckou popmol BIIKH

I'unpoxoptuzon™*, ATX xon 10-15 mr Ha 2-3 npuema B

HO02AB09 IIEHb
[Mpenunuzonon**, ATX 2,5-7,5 mr Ha 1-2 npuema
xox HO2ABO06

JlexcameTa3on™** (TOJIBKO BHE 0,25-0,5 Mr Ha HOYB
o6epemenHoctn), ATX
xox: HO2ABO02

Metunmpeaanzonon™*, ATX 2-6 MI Ha HOYb
xoa: HO2ABO4

Hecmomps na mo, umo y 68% owcenwun ¢ nexnaccuueckou B/IKH camonpouseonvhvie
bepemeHHOCMU MO2YmM HACMYNUMb U 0e3 NPUMEHeHUs 2NHKOKOPMUKOUOO8, CNOHMAHHblE
8bLIKUOBIWU HA PAHHUX CPOKAX NPU OMCYMCMBUU JeUeHUs CIMPeyaromcs 00CmMamoyHo 4acmo.
Ilosmomy paccmampusams gonpoc o I'K mepanuu Heodxooumo, npexicoe 6ceeo, HA dmane
NIAHUPOBAHUSI OepeMeHHOCMU, OCOOEHHO Y JiCeHWUH ¢ 0ecnaoouem uiu HNpUSblYHbIM
HesbiHawusanuem depemennocmu. Heobxooumo ommemums, ymo 6 ciyyae, Ko20a peutaemcsi
gonpoc 6 noavzy 'K mepanuu ouenb 6adCHO HAYUHAMb ee C 2Mana niaHUpPOBaAHUs
bepemenHocmu, a He Koz20ad OepeMeHHOCMb Yice HACMYNULd, MAK KAK UMEHHO 3man

umniarmayuu Ha quHe T'K naubonee sasicen 0 YiyuyuiteHUusl npocHo306 6bIHAUUBAHUA.

Bepemennvie ocenwunvt ¢ BIJJKH oondichbl HabIo0amvcs 8pavom-3H00KPUHOIO20M,
UMeowuM onvlm 8e0eHUsi Nayuewmog ¢ OaHHbIM 3abonesanuem, U  HA3HAYeHUe
2NIIOKOKOPMUKOUOO8 O0JIHCHO NPOBOOUMbCS NOCAE OYEHKU BEPOSMHO20 NOJONCUMENbHO20
appexma npenapama 6 CpagHeHUU C NOMEHYUANLHbIM PUCKOM, C UHGOPMUPOBAHHO2O
000p0BONILHO20 co2nacus nayueHmku. JleueHue mooicem nposooumsbcsi ¢ NOMoubio 06020
2NIIOKOKOPMUKOUOHO20 npenapama, 3a UCKIIOYeHuem oexcamemasoHa. J{o3vl npenapamog c
HacmynieHuem b6epemeHHOCmuU 00bIYHO He MEHAIMCS, ledyeHue nposooumcs oo 68 nepeom-
8MOPOM MPUMECPAX C NOCTeOVIouel OMMeHOU, b0 00 PO008 6 3aBUCUMOCU OM MedeHUs

bepemennocmu.
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Kax npasuno, npu uexnaccuueckou BIKH omcymcmeyrom Oeguyum xopmusona u
conbmepsOwue Kpusbl, NOIMOMY Hem Heobxooumocmu nogviuiams 003y I'K 60 epems
CMpeccopHbIX COCMOSHULL, ONEPAMUBHBIX BMEUamenbCme Uil OCMpbIX UPYCHBIX 3a001e8aAHU.
HUckniouenuem senisemcs 6visgieHue HeOOCMAMOYHOU 8blpabOOmMKU KOPMU30IA 80 BPeMs.

cmumynupyioujeco mecma (menee 500 umonwv/n) [1,87,88,89].

e VYV JKEHIIMH C YMEpPEHHOW THIepaHAporeHuedl u auchyHKIueld SHUIYHUKOB BHE
IUIAHUPOBAHUS ~ OCPEMEHHOCTH  PEKOMEHIyeTcs mnpuMeHeHne Bmecto [K
CUMITOMAaTUYECKON Tepanmuu: MPOrecTareHbl W 3CTPOreHbl ((UKCHPOBAHHBIE
komOmHanuu), kox ATX GO3AA wiwm antmangporens, kox ATX GO3H
[17,75,83,84].

YpoBenb yOeauTeJbHOCTHM PpexkoMmeHaanuii B  (ypoBeHb [10CcTOBepHOCTH

J0KA3aTeJILCTB — 3)

KomMmenTapuu: necvomps na mo, umo namozenemuyeckoe jiedeHue HeKIaccuieckol
@opmvr BIIKH 00191cHO nNpo8oOumuvcsi no mem dce NPUHYUNAM, 4mo U Apu KIACCUYeCcKUx
Gopmax (nymem 6o03meweHus Oegpuyuma KOpmu3ona), Heobxooumocmsv HazHavenus [K
mepanuu abcoNOmHo 8cem HeHwunam ¢ Heknaccudeckou B/IKH evizvigaem 6onvuiue cnopvi y
cneyuanucmos 8o ecem mupe. [eno 6 mom, umo 003wl I'K, nHeobxooumvle 0nsi nooasieHus
U30LIMOYHOU NPOOYKYUU AHOPO2EHO8, HEPeOKO ABNAIOMCSA CYNPADUIUOLOSUYECKUMU, YMO, C
VUemom MsACK020 medenust OaHHOU hopmbl 3a001e6aHUsl, Bbl3bLEAEN ONPEOETIeHHbLE COMHEHUS 8
HeoOX00UMOCIU UX NOHCUZHEHHO20 npuema. [10amomy ece bonvuue cheyuanrucmos 80 8pem mupe
NPUXO0OAM K MHEHUIO, YO 6He NIAHUPOBAHUsL DePeMEeHHOCIU U 8bIPANCEHHOU 2UNEPAHOPOSEHUU
npumenenue I'K He asisemcs 06a3amenvHblM U MOXCem OblmMb 3aMeHEeHO CUMNIMOMAMUYECKOl
mepanueil 6 sude KOK u/unu anmuanopoeenos [17,75,83,84].

e Jleunts 6eccumnromusle popmbl HBJIKH y xxenumun He pexomennayercs [17,45,81,82].

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH

J0Ka3aTeJbCTB — 5)
e Jleuuts myxuun ¢ HBJIKH ne pexomennyercs [17,45,81,82].

YpoBenb yOeautreqbHOCTH pexkoMenaamuii C  (ypoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KOMMeHTapHI/I: B cuydae 0ecCUMnMOMHO20 MeYeHUs 36150]166611—!1/{}2)/ HCEHUWIUH mepanusl

He nposooumcs. Jleuenue nBJKH y myxcuun 6 6onvuiuncmee ciyuaed He HPOBOOUMCH.

23



KP82
Ucknrouenue cocmasnsiom nayueumol ¢ oecnioouem, TART, onyxonimu HAONOYEUHUKO8 U C
Ppe3yIbmamamu  2eHemu4ecko20 00c1e008aHus, KOmopble SGIAI0MCL  NPOMENCYIMOUHbIMU

MedHCOY KIACCudeckuMu u Hekaaccuveckumu gpenomunamu [17,45,81,82].
Jleuenue I'® BJAKH

o Jleuenne I'® BJIKH pexomeHyeTCsl IpOBOIUTH MO TEM K€ MIPUHIUIIAM, YTO U JICUEHHE
BUPUIILHON (OpMBI, 00ycloBIeHHON nedunuTom 21-ruapokcumiasel. B Tepanuu moryT

npumeHnsaThes 'K npemaparsl KOpOTKOTo u AnuTensHoro aeiicteus [1,4,6,90-92].

YpoBenb yOeaureJbHOCTH pexkoMenaanmuii C  (ypoBeHb J0OCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Kommenrapuu: Ilayuenmor ¢ xnaccuyeckou ¢opmoii oegpuyuma 11[-euopoxcunasot,
Kak u npu opyeux opmax B/[KH, noscuznenno noayuarom npenapamol I'K ¢ yenvio koppexyuu
CUMNIMOMO8 HAONOYEYHUKOBOU HEeOOCMAMOYHOCU, 2UNEPAHOPOEHUU U  apmepudIbHoll
eunepmensuu. Ecnu npenapamom evibopa y Oemeti s6151emcs 2UOPOKOPMUZOH, Y 83POCIbIX
MOJCHO UCNONIL306AMb U NPenapamul 0IumenbHo20 oelcmesus. Heobxooumocmu 6 HasHavyeHuu
MK y makux nayuenmos uem, max Kak HeOOCMAMOYHOCHb alb0OCMEPOHA C U30bIMKO8

sosmewaemces JJOK [1,4,6,90,91,92].

e [lammmentam ¢ I'@ BJIKH B kauecTBe OONOJHMUTENBHOM TEpanuu PEKOMEHIYETCS
Ha3zHayaTh aHturunepreHsuBHble npenaparbl (ATX xox C02), npeanodTutenbHO
kanuiicoeperarone auypetukn  (ATX kom CO03D) u  AUTHAPONTUPUANHOBBIC

IIPOM3BO/IHBIC CEICKTUBHBIX OJIOKaTOpOoB KanblMeBbix kaHanoB (ATX kom CO8CA)

[1,4,6, 90-92].

YpoBenb yOenuteJbHOCTH pexkoMengamuii C  (YypoBeHb [10CTOBEPHOCTH

0KA3aTeJbCTB —5)

Kommenrapuu: eciu na ¢one monomepanuu I'K ne yoaemcs ckoppecuposamo Al
MOJICHO OONOJHUMENbHO UCNONB306AMb AHMUSUNEPIMEH3UBHbIE NPEenapamsl, U3 KOMOPbIX
npeonoumumenvhublMy  AAlomces  Kanuicoeperaiomue auypetuku (ATX koo C03D) u

OULUOPONRUPUOUHOBBLE NPOUZBOOHBLE CETIEKMUBHBIX O10Kamopos Kaavyuesvix kananos (ATX koo

COSCA) (rughedunun, ATX xod: COSCAO5) [1,4,6, 90,91,92].
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3.2 Xupypruyeckoe JjieueHue

o PexomeHayeTcss mpOBOIUTH NEPBbIM 3Tanm (EeMUHU3HPYIOUIEH IUIACTUKU HapyXHBIX
IOJIOBBIX OPraHOB B IEpBbIE TOAbl JKM3HM peOEHKa U 3aBeplliaTh BCE ITallbl

XHpypruueckoro jgedenus y nmauentok ¢ BJIKH B mybGepraTtHom Bo3pacte [93-98].

YpoBenb yOemuteqbHOCTH pexkoMenaamuii C  (ypoBeHb 10CTOBEPHOCTH

0Ka3aTeJbCTB — 4)

KommenTapuu: wna ceco0HAwHUL OeHb He NPO8edeHO  PAHOOMUBUPOBAHHBIX
KOHMPOAUPYEMbIX — UCCLe008aHULl,  NO3BOJANWUX — CIAHOAPMUUPOBAMb  NOOX00bl K
xupypeudeckomy aeveruro nayuenmox ¢ B/JJKH. Omoii npobneme 001cHo 6bimsb yoeneHo ocoboe
BHUMAHUE.  CBOEBPEMEHHOCMU  NPOBeOeHUsT  heMuHusupyiowell  NIACMUKU  HAPYICHBIX
2eHUMAnull, OyeHke COCMOSAMENbHOCMU ONEePAMUBHOS0 BMEUamenbcmed U Omcymcmeus
pazeumus. NOCMONEPAYUOHHBIX OCIONCHEHUl (pyoysl, cmpukmypvl u m.0.) Bupumuzayus
2eHumanuil Habaoaemcs y nayueHmox ¢ podcoenus. Ilpu vlcokoil cmenenu supuiuzayuu
GemuHuzupyroOwas nIAcmuKa npogooumcs 8 08a SMana: Nepevlil dman, GKIYAOWUL
KAUMOPONIACMUKY U PACCEYEHUe YPOLEHUMATbHO20 CUHYCA, NPOBOOUMCSL 8 NEPEble 200bl HCUZHU
pebenka, 6mopol 3man — UHMPOUMONIACMUKY — DEKOMEHOYemcsi Npo8oOUms Hocje
HACMYNjienuss MeHapxe U OOCMUNCEHUs: OOCMAMOYHOL ICMpo2eHu3ayuu ceHumanui. B
npaKmuKe Yacmo 6CMpeyaromcs Cyiau, Ko2oa mopot 3man niacmuki He Rpo8ooUmMcsl 6NJ10Mmb
00 83pocnoeo eospacma. Takux dceHwuH HeoOX00uMO HANpasisims 6 Gedepaivhole
CReYUaIU3UPOBAHHbIE YEHMPbL 2UHEKOJI02UYECK020 NpOQUIA, 20e uMeemcs ONnbvlm MaKux
onepayutl, a makdxice KOMAHOA HKCNEPMO8 8 3MOoU o0bracmu. Xupypeu, aHecmesuonou,

ncuxonoeu u sndokpuronoeu [93,94,95,96,97,98].

3.3 UHoe Jeuenue

)IBYCTOPOHHSIS[ AIPCHATIDKTOMMUA.

e B penkux ciyyasx y HallMeHTOB C HEKOHTPOJIMPYEMOM THIIEpaHPOreHUEN IIPU yCIIOBUH
JOCTaTOYHOW MPHUBEPKEHHOCTH K JICYEHUIO MOKET ObITh PEKOMEHJ0BAHO MPOBEICHUE

JIBYCTOpOHHE#H aapeHamkTomun [99-101].

YpoBenb yOemutesqbHOCTH pekoMeHaamuid C  (YypoBeHb /J10CTOBEPHOCTH

JA0KA3aTeJbCTB — 4)
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KommenTapuu: Hebonvuioii npoyenm nayuenmos ¢ maxceou cotomepsiowei hopmoti

BJIKH c npakmuuecku nOIHbIM OMCYMCMEUeM akmusHocmu 2 1-2uopokcunaszvl ne noo0aromcs
nevenuro I'K: 0adxxce npu ucnonvb308anuu 8b1cOKUX 003 NPenapamos He CHUNCAemcsi 8blpabomka
anopozenos u ocmaromces npuzHaku eupunuzayuu. OcobeHHo 3mo aKmyaibHO Npu peuieHuu
80NpOCA 0 B0OCCMAHOBNIEHUS. (hepMmUNbHOCMU. B makux ciyyasx psoom agmopos npeonazaemcs
anvmeprHamusHvll memoo nevenusi BIIKH - 0sycmoponussa adpenanskmomus. OOHako smom
Memoo JieyeHus 8vi3vieaem MHo20 6onpocos. C 00HOU CIMOPOHbI, ee npogedeHue YMeHbulaem
sUpUIU3AYUIO U NO0380dem npumeHams MmeHvuue 003wl K. C Opyeoii — umeromcs
UHMPAONEpPayuUoHHble PUCKU, PUCK AOPEHANI08bIX KPU308 nocmonepayuonno. [lpomusonokasano
npo8ooUmMs  08YCHIOPOHHIONW — AOPEHANIIKMOMUI)  HEKOMNIAEHMHLIM —NAyueHmam, m.K. 8
NOC1eoNnepayuoOHHOM nepuooe HepeyApHbIL Npuem Npenapamos 3aMecmumenbHol mepanuu
I'K mooicem oxazamvcs amanvuvim. HmenHO nodmomy peuieHue 0 HpoGedeHuu Cmoib
PAOUKATLHO20 JeUeHUsl He Q0IHNCHO NPOBOOUMBCSL PYMUHHO 8 00wetl amOyi1amopHoU NPaKmuxe.
Ilpu 603HUKHOBEHUU NOOOOHLIX cumyayuti, K020a NAYUEHMbl He OOCMUSAIOM KOMNEHCayuu
oadxice npu npumeneHuu cynpagusuonocudeckux 003 I'K u pazeumuu sampocenHozo
2UNepKoOpmuyu3Ma,  OHU  OOJCHbI  OblMb  HANpagiewsvl 6  hedepanvbHblil — YeHmp

SHOOKpuHOﬂOZMQQCKOZO I’lqubI/UZ}l ons peuterHus sonpoca 00 onMuUManbHOM Memooe Jle4eHus

[99,100,101].

HpeHaTaJIbHaﬂ TEpaus

e He pexkoMeHayeTcsi MpOBOAUTH JICUEHHE OEpPEeMEHHBIX MpernapaTtaMu JeKCaMeTa30Ha C
[ENbI0 YMEHBIICHHs] CTENEHH BUPWIM3ALUU Iulofa (NmpeHaranpHyro Tepanuio). OnHa
JOJDKHA ~ paccMaTpuBaThCs KaK  AKCIEPUMEHTaldbHas  METOAMKA, IPOBOJUMAs
UCKJIIOYUTEILHO B CIEUUAIM3UPOBAHHBIX IIEHTPaX, HMEIONIMX COOTBETCTBYIOLIUI

IPOTOKOJI JIedeHus1 U komuTeT 1o dtrke [10,103-113].

YpoBenb yOeaureJbHOCTH pexkoMenaamuii C  (ypoBeHb  JOCTOBEPHOCTH

JI0KA3aTeJIbCTB — 2)

Kommentapuu: [Ipenamanvhas mepanus — smo neuenue Off label dexcamemaszonom
OEPEeMEHHBIX JHCeHUWUH, Y KOMOPbLIX NO PEe3yIbMAamam 2eHEeMmUuYecko20 KOHCYIbMUPOSaHus
uUMeemcs. BblCOKULL PUCK POdcOeHUsi pebeHka ¢ Kiaccudeckou ¢opmou Oegpuyuma 21-
euopoxcunasvl (Hanpumep, 6 ciyuae yoce umetowuxcsi Oemei ¢ BIKH 6 cemve u
HOOMBEPIHCOCHHBIM HOCUMETbCMBOM Mymayuu y 0060oux pooumenei, Ko20d PUCK pPOACOeHUs

nocneoyouje2o 601bHo20 pebenka cocmasisiem 25%). Tax kak oekcamemazon — eOUHCMEeH bl
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I'K npenapam, nponuxarowuti uepe3 niayexmy u cnocoonbslii no0agums npooyKYuo aHOpo2eH08
HAONnouYeyHuKamu niood, npu e2o HA3HAYeHUu ¢ CamblX PAHHUX CPOKO8 2eCmayuu cyujecmeayem
B03MONCHOCMb CHU3UMb cmeneHsv supuruzayuu HIIO y noeopoosicoenuvix desouex ¢ B/KH.
Pexomeoyemvie 6 muposoii rumepamype 0031 #oexcamemasona 20 mre/ke éeca bepemenHou
JHCeHWUHDL, Makucmanvho 1,5 me/oenv. Ha ghone neuenus, yposeHv niokokopmuokuoos niooa

Mootcem npesvlulanob cpedHue 3Havenus nokazameinei 6 60 pas.

OcHosHnas npobema 3axKnouaemcs 8 mom, Ymo 0Jisk O0CMuUdICeHus dghghekma HavuHamo
mepanuio HeoOX0OUMO KAK MONCHO paHvuie — He no3oHee 6 Hedeau cecmayuu. B mo sce epems
nposedeHue NPeHamaibHolu OUAZHOCMUKU Ols1 ymouHeHuss noaa u waauuus BJIKH y niooa
803M02cHO monvko Ha 9-10 nedene Gepemennocmu. Ilosmomy neuenue blcOKUMU O003aAMU
dexcamemasoHa HA dManax 3aKiaoKu Opeamos HanpacHo oyoym noaydyams 7 us 8 demei. B
Hacmosuwjee 6pems HA KOMMEPYECKOlU OCHO8e OOCMYNeH Memoo OnpedeneHus 8 Kposu
bepemennot drcenwunvl yuacmka JJHK nrooa, xapakmepnozo ons Y-xpomocomsl ¢ 6onee panHux

CPpOKO6 cecmayuu, HO noxKa sma MemoouKa He 86e0eHd 6 noecemMecmHnyro npaKkmuky .

Brusnue dexcamemazona na enympuympodnoe u oanvHetiuiee pazgumue pebeHka 00 cux
nop 00 KOHYa He U3V4eHO, HO npeonoaazaromcs e2o Hecamuenvle 3¢gexmur na L[HC,
pacnpeoeienue HHuposoll K1emuamxi, QyHKYUuIo HaONo4eyHUKO8 U NOONCeNYOOUHOU Jcelle3bl 8
pamkax ghemanvrozo npozpammuposanus. Kpome mozo, oueguonvl nHecamugnvle 3¢pghexmeol Ha

OpcaAHU3IM mamepu no muny AmpoceHH020 cUNePpKopmuyusmMda.

Heobxooumo ommemums, umo 6 Poccuu cywecmeyem mueHue, umo OeKcamemasoH
cnocoben npedomepamums eupunuzayuio HIIO y oOesouex 6 pe3yrvmame HUBEAUPOBAHUSL
oeticmeus. MAmepuHCKUX aHOpO2EeHO8, NOIMOMY HepeoKo O0eKCamemasoH HA3ZHAYAemcsl
bepemennvim  dceHwunam c Hekaaccudeckou BJKH. Oonako OaHmbie ucciedosanull He
NnOOMEEePHCOaAIOm 803MONCHOCIb NPOXOHCOCHUS MAMEPUHCKUX AHOPO2EHO8 Yepe3 NIayeHmy u
ux HeeamugHoe GIusAHUe Ha Na00. [losmomy Oexcamemazon OONYCMUM K HPUMEHEHUI) y
OepeMeHHbIX JHCeHWUH TULULD OIS MmeX PeOKUX CIyuaes, Ko20a no003pesaenicsl Haiuyue msixicenblx
knaccudeckux gopm BIKH y camoeo pebenxa. Umenno nosmomy 6 Hacmoswee 8pemMs He
DEKOMeHOyemcs: npo8ooUmb NPEeHAMAIbHYI0 Mepanuio  0eKcamemasoHoM 6 pPYMUHHOU
npakmuxe, a 0eKcamemaszoH OMHOCUMCSL K HedCelamenbHblM npenapamam 0 jeyeHus iroootu

gopmul BIIKH 60 epems bepemennocmu [103-113].
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4. MenuuMHCKAasi peadMIUTALUSA M CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIMIUHCKUE MOKA3AHUSA 1 MPOTHUBONOKA3AHUSA K IPUMEHEHHI0O METO10B
MeJIMIMHCKOH peadMJInuTalui, B TOM YHCJIe OCHOBAHHBIX HA UCIOJIb30BAHUH

NPHUPOJAHBIX Je4eOHBbIX (PAKTOPOB

o Ilpennmaraercs mnaumentam c¢ BJIKH, wumeromum mncuxocouuanbHble MpOOIeMbl
BCJIE/ICTBUE  MATOJIOTWM  TOJOBOTO  pa3BUTHs, oOpamarbcss K DKCIEpTaM,

CTCHUATM3UPYIOIIUMCS Ha TaHHOW Ho3osoruu [114-140].

YpoBenb yOeauTeJbHOCTH pekoMeHaamuid A  (YypoBeHb J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 3)

KommenTapuu: OcnogHoti 6onpoc peabunumayuu 63pocivlx nayuenmos c¢ BIKH
CBA3AH C UX NCUXOCOYUANbHLIMU NpodiemMamu, Kax npu jardom 3ab601e8aHuu, C8A3aHHOM C
namonozueti noi08020 pazeumus. B udeane, KoHuCynbmupoganue OOIHCHO NPOBOOUMbCH

ONBIMHLIMU 6 OAHHOU 00IAcmU cneyuaiucmamul.

46 XX nayuenmam ¢ B/IKH u ux cemvsam modcem nompebosamspcsi NHOMOWb 6 peulenuu
maxkux cneyugpuyHvlx 018 NAmMoNo2UuU NOJ08020 passumus npobaem, kaxk: 1) meouyunckoe
obyueHue cembll, KOHCYILMUPOBAHUE NO BONPOCAM NCUXOCOYUANbHO20 NpPO2HO3d, 2)
ycmauogienue noua 6 Ccayuae BblpadCeHHOU eupuauzayuu; 3) npuHamue peulenus no
nposedeHuro heMunusupyrowel N1acCmuKy 2eHUManuii 8 panHem oemcmee, 4) ncuxocoyuanvbHas
9Kcnepmu3sa OJisl YCMAHOBIEHUs NOJA U KOHCYIbMUPOB8AHUe N0 60NPOCY CMeHbL NOA 8 1000M
803pacme npu HATUYUU HCENAHUSA NAYUEHMA KAK C HCEHCKO20 HA MYHCCKOU, MAK U C MYHCCKO20

HA JCEHCKULL, XOms maKue CUumyayuu KpaiHe peoxu.

Jononnumenvhvie 6onpocwl, chneyuguunvle 011 NAMONO2UU NOJOB020 pPA3GUMUSL,
BKIIOYAIOM NOO20MOBKY K ONepayui, OYyeHKy He MUNUYHO20 0 OAHHO20 NOJAd N08e0eHUs,
coyuanbHylo adanmayuio, Ou- U 20MOCeKCyaIbHy0 HanpagIeHHOCMb (KOMOPas HeCKOILKO blue
v aocenwyun ¢ BJIKH, no éce pasHo ecmpeuaemcsi peoko), 80NPOChl CEeKCYAIbHOU DYHKYUU U
0buje2o Kauecmea HCUsHU, makKxice, KaKk U NOMOWb 8 a0anmayuy nayueHmos npu npossieHuu
JII0OONBIMCMBA CO CMOPOHbL POOCMBEHHUKOS8, CEEPCMHUKO8 WU NON0BbIX NAPMHEPOs U3-3d

Hemunu4YHoco cmpoeHus meida.
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llayuenmvr ¢ B/[KH mocym makdce umems NCUXOCOYUATbHBIE U NCUXUAMPUYUECKUE
npobdneMvl, He CBA3aHHbIe C OCHOBHLIM 3A00]1e8aHUEM, KOMOpble MO2YM peulamscsi 8 ooujem

nopsoke ncuxuampamu [114-140].

5. IllpodpunakTuka u JUCNaHCEPHOE HADJII0IeHNe, MeIUIIUHCKHUE
NMOKAa3aHMS U NPOTHBONOKA3aHUA K IPUMEHEHHUIO METO0B

NpoPUIAKTHKHA

5.1 IlpoduaakTuka H_JWCHAHCEPHOE HAOJIOIEHHE V B3POCIbIX NAIHEHTOB C

Kjaccnueckumu popmamu gepuunta 21-ruipoKcuiasbl

° PCKOMGH,Z[yeTCSI HC pPCXKE 1 pasa B 1o BCEM IMallUCHTaM IpPOBOJUTH O6CJI€,Z[OBaHI/IC JIIsL

YTOYHEHHS CTEIICHN KOMITeHcanuu 3aboneBanus [1,2,42,43,71].

YpoBeHb y0eauTeabHocTH pexoMeHaamuii C  (YpoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

e C uenblO OIEHKU CTENEHU KOMIIEHCAI[MH PEKOMEHAYETCS IMPOBOJUTH HCCIIEIOBAHHE
YPOBHEH aHAPOCTEHAMOHA, 17-TUIpOKCUNPOrecTepoHa, TECTOCTEPOHA B KPOBU BCEM
NaleHTaM ¢ BUPWJIBHOW U conbTepstonieit ¢dopmamu BJIKH, a tarxke akTHBHOCTH

pCeHMHA T1a3MbI (TOJIBLKO MAI[HEHTaM ¢ colbTepsitomel popmoit) [1,2,42,43,71,141-143].

YpoBenb yOeaureJbHOCTHM pexkoMeHaamuii C  (ypoBeHb  JOCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Kommenrapuu: o0 oyenxu s¢hghexkmusnocmu enoxokopmurxouonou mepanuu BIIKH 6
Hacmosiwee pemMsi Hauboee Yacmo 8 Mupe UCNOIb3YIOMCA MpPU NOKA3ameJis. AHOPOCMeEeHOUOH,
170HP u mecmocmepon, Komopvle HeoOX00UMO UCCLed08amb PAHO YMPOM HAMOWAK, 00
npuema npenapamos. [lonycmumo makdce nposedeHue anaiusa uepez 2 y nocie npuemd
npenapamos. IIpeonoumumenvHulii  1a00PAMOPHLIL  MemOoO OnpeoeleHUs 20PMOHATbHBIX
noxazamenei — HCUOKOCMHASL MAHOEMHAsL mMaccnekmpomempust, memoo UDPA oaem Oonavuue
YUCTIO JIONCHONONIONCUMENbHBIX pe3yivmamos. Hsmepenue AKTI ne aensemcs nHeobXoO0umvim

0J151 onpeoenenusi OUAeHOCMUYECKOU Ulu 1eweOnol makmuku y nayuenmos ¢ B/JIKH.

y HCEHWUH C COXPAHEHHbIM MEHCMpPYalbHbIM YUKIIOM uccneoosanue HceiamenbHo

npoeooUMb 6 PAHHIONW (QONTUKYIAPHYIO a3y, npu npueme KOMOUHUPOBAHHLIX OPATbHBIX
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konmpayenmueos (KOK) — na 3-4 denw yuxna (0o nauana nosoii ynaxoexu KOK 015 ucknouenust

nepekpecmHou peakyuu), Ha gpone amernopeu — 8 10001 oens [1,2].

V' myscuun Ounamuueckoe Habn0OeHue OCNONCHAEMCSA meM, UMO YPOBEeHb
mecmocmepond, 8 OCHOBHOM, OMpAdXdCaem 20HAOHYIO, A He HAONOYEYHUKOBYIO NPOOYKYUIO U
no3moMmy He NO0380/iem a0eK8amHo OYeHUmb Komnencayuio 3abonesanus. Myoicuunvl c
OUmMenbHoU O0eKkoMneHcayuel Uil 00beMHbIMU 00pPA306AHUAMU 6 AUYKAX U3 OCMAMOYHOU
Haonoueunuxosou mrxanu (TART), moeym umemvb HU3KUU YPOBEHb MECMOCMEPOHA U3-3A
CHUdCeHUs. hyHKyuu knemox Jlevouea. Ilosmomy enaguvimu mapkepamu cmaHo8samcs YpOGHU
anopocmenouona u 170HP, a makoce coomuouwenue yposHel aHOPOCMEHOUOHA U
mecmocmepona. Omuowenue anopocmenouon/mecmocmepor mernee 0,5 xapaxmepHo O
300p0OBbIX MYHCUUH, COOMHOUEeHUe bolee 2 2080pum O HeyO081emE8OPUMENbHOL KOMNEHCAYUU
BIKH u eunepnpodykyuu naonoueyHukosvix anopocenos [42,43,141]. /lonoanumenvhvim
Memooom 00C1e008aHUsL ABIAEMCS OnpeoeieHue 20HA0OMPONUHOB. Y MYICUUH CHUICEHHDLU
VpOBeHb 20HAOOMPONUHOE MONCEM CE8UOeMeNbCMBo8ams 0 0Oecnioouu y NayueHmos,
nosviuiennvi yposenv O CI' 206opum o HedocmamouHocmu QyHKyuu auuex, 0coOeHHO npu

narmuyuu TART.

Ilo mHenuro bonvuuHCcmMea cneyuarucmos 8 Mupe 8 Hacmosuee 8pems. Omcymcmeyom
yemxue 1a60pamopHule Kpumepuu Komnencayuu 3abonesanus. Cuumaemcs HeyenecooopasHbim
noanoe nooasnenue yposus 170HP, m.k. 011 amozo mpebyemcs npuem cynpaghusuoniocuiecKux
003  2NIIOKOKOPMUKOUOHLIX ~NPEenapamos, Komopbvle 6bl3bl8aiom NnoOoyHvle Ighdexmol.
Komnencuposannwvie nayuenmol ¢ BIJIKH ooviuno umerom yposenv 170HP na sepxuetl epanuye
HOpMbL UTU YMEPEHHO NOBbIUEHHOEe 3HAUeHUue. YposeHb anOpoCmMeHUOUOHa 00axceH Oblmb 6
npeoenax pegepeHchvix 3HaveHull 0Jisi noaa u 8o3pacma. B omoenvnvix ciyuasx (Hanpumep, npu
niaHuposanuu oOepemennocmu unu 6 cayyae Haaudus TART y myoscuun) evibuparomcs
uHousudyaivHvle yenesvie nokazamenu. Jna owcenwun ¢ BJKH, kxomopvie naanupyiom
bepemenHocmys, Ha QoHe NPOBOOUMOU Mepanuu YeiecooopasHo OOCMUICEHUE YPOBHS

npozecmepona 6 poanuxyiapuyto ¢azy yuxkia menee 0,6 ne/mn (menee 2 umonv/n) [73,142,143].

IIpu neobxooumocmu npumeHeHUss MUHepaIOKOPMUKOUO08 npu colvmepsaowel opme
3abonesanus Heobxo0umMo nooodepaicueams ypoeenv APII, penuna na éepxuell epanuye HOpMmbl
UIU NOBLILEHHBIM, HO He Oonee yem 6 2 pasa. IIpu smom, nokazamenu Kaius, HAMpus. KPogu
00121CHbL ObIMb 6 npedenax pegeprcrozo unmepeana. Credyem nOMHUMb, YMO C 803PACTOM

nompebrnocmv 6 MK cnudxxcaemcs, u 003a npenapama Moxcem KOppekmupogamvcs (maon.s)

[73,142,143].
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e [lpu BBIABIEHUH AEKOMIIEHCAMU WK mnepeno3upoBku 'K, momumo koppexuuu
TEepanuu, pPEKOMEHIYETCS TakXe MPOBECTH J1000CIEIOBAaHME HA MPEAMET

OCJIO)KHEHUH, XapaKTepHBIX [UIsi THUIEPAaHAPOTCHUM WJIM TUIEPKOPTUIIU3MA

[18,73,74,144-153].

YpoBenb yOeaureJbHOCTH pexkoMenaamuii C  (ypoBeHb  JOCTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KommenTapuu: cm pasden /[ucnanceproe nabaoodenue u MOHUMOPUHE OCJIOHCHEHUL

Tabnuya 8. Jlabopamopuvie nokazamenu, UCnoib3yemvie Oa OUHAMUYECKO2O

Habmooenus 3a nayuenmamu ¢ B/J[KH.

[Tatiuentsl ¢ BAKH | JlaGopatopusie wmetonsl | LleneBbie ypoBHU

HnCCICJ0BaHuA

O6a nmouna Omnpenenenue [ToBhilIeHNE MEHEE 2-X HOPM
PEHMHOBOW AaKTHBHOCTHU

I1J1a3MBI KpOBU

A09.05.120.001

HccnenoBanue  yposus | PU
KaJus B KpPOBHU

A09.05.031

HccnenoBanne  yposus | PU
HaTpus B KpOBH

A09.05.030

HccnenoBanue  yposus | PU
O0IlIEero TECTOCTepoHa B

kpoBu A09.05.078

HccnenoBanne  yposus | PU
aHAPOCTEHIUOHA B

kpoBu A09.05.146

UccnenoBanme ypoBHs | HeoOxomgum st pacu€ra cBOOOIHOM
rI00ynuHa, dpakim TecTocTepoHa
CBSA3BIBAIOIIETO ITOJIOBBIE

TOPMOHBI, B KpOBU

A09.05.160
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HccnenoBanue  ypoBHS
17-
TUAPOKCHUITPOTECTEPOHA

B kpoBu A09.05.139

ITokazarenr B PU, kak mnpaBuio,

cBUJIETENBCTBYET O nepeao3uposke ['KC

pOrecTepoOHa B KPOBH
(bomnukynspuas  dasza)

A09.05.153

My K4uHBI UccnenoBanme yposus | [Ipu 3Hauenmsix BHe PU memecooOpasna
o0IIEero TECTOCTepoHa B | OIL[EHKa coBMecTHO ¢ ypoBHsimu JII', ®CT,
kpoBu A09.05.078 aHJPOCTEHINOHA
UccnenoBanue ypoBHs | Bue PU  cBUIOETENBCTBYIOT O IUIOXOM
JOTCHHU3NPYIOTLCTO KOHTpOJIE 3a00/IcBaHUs
TOPMOHAa B CHIBOPOTKE
KpOBHU A09.05.131
HccnenoBanne  ypoBHs
(b OJTUKYIOCTUMYTUPYIO
Iero rOpMOHA B
CBIBOPOTKE KpPOBU
A09.05.132
CooTHolleHHe YpOBHEH | >2 — neKoMIIeH calus 3a00IeBaHUs
aHIPOCTEHUOH/TECTOCT
€poH
Cnepmorpamma [TokazaTenu n0mKHBI OBITH B mpenenax PU
B03.053.002 JUISL 37J0POBBIX MYKUUH

JKeHmuHbI HccnenoBanme  ypoBHs | LleneBoit ypoers < 0,6 Hr/mi (2 HMOJIB/T)

IIpU IJIAHUPOBAHUHU OEPEMEHHOCTH

5.2 JlucnancepHoe HAOJIIOIeHNEe U MOHUTOPHUHI OCJI0KHEHU I

Benenue nanueHToB ¢ kiaaccuueckuMu popmamu aeduiuta 21-ruapokcuiassl TpedyeT

HCTIPCPLIBHOI'O MOAACPKAHHUA PABHOBCCUA MCKIAY HM30BITKOM AHOPOTCHOB H U30BITKOM

OK30I'CHHBIX FK, I[06I/ITBC$I KOTOpOIro B KIMHUYECKOM IMPAaKTHUKE ObIBaeT AOBOJIBHO HCHPOCTO.

[TosToMy HEOOXOAMM TIIATETBHBII MOHUTOPUHI OCJIOXKHEHUH W TIOCIEICTBUN Kak CaMoOTo

3360J’ICB8.HI/I$I, TaK U €ro JICUCHUA.

L4 PeKOMeH,Z[yeTCH IMPpOBOANTL CO BCCMU IAIIMCHTAMH C KIIACCUUYCCKUMHU (bOpMaMI/I

nedumuTa 2 1 -rugpoKkcuia3sl mpoduiiakTHIecKue 0eceibl 0 310pPOBOM 00pa3e KU3HH,

C OCJIIbIO MOTHUBUPOBKH IMOAACPKAHHA HOPMAJIBHOI'O HHIACKCA MACChbl TECJa, BO
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n30exaHue pa3BUTHUS META00IMYECKOI0 CHHPOMA U CBA3AHHBIX C HUM OCJIOXKHEHUHN

[18,73,74,144-148].

YpoBenb yOeaureJbHOCTH pexkoMenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJILCTB — 4)

Kommenrapuu: Komnnexc memabonuueckux napywenui npu BJKH eecoma wupox.
Tlomumo OCHOBHLIX NOOOUHLIX AGNEHUL, BO3HUKAOWUX Npu nepedosuposke 'K, maxux kax
odcupenue, apmepuanrbHas UunepmeH3us, OUCTUNUOEMUS, UHCYIUHOPE3UCMEHMHOCb U
Hapyulenus yenegoonoeo obmena, npu B/IKH na opeanuzm nayueHma 6iusiom makice u
O00NONHUMENbHbIE PAKMOPbLL: 2UNEPAHOPOSEHUS, 2UNOSOHAOU3M, d MAKICEe AOPEHOMEOVIAPHAS
Heoocmamounocms (puc. 4). Illosmomy 6 pamkax exce200H020 OUCNAHCEPHO20 00CIe008AHUS
8ce nayueHmvl HysHcoaromces 8 00yyeHuu NPUHYUNam 300po6o2o RUMAHUsL U 300P08020 00pa3a

JHCU3HU ¢ Kraccuyeckumu gopmamu oeghpuyuma 2 1-euopoxcunasol, koumpone A/l u maccot mena

(puc. 3)[18, 73,74,144,145,146,147,148].

Pucynox 3. Ilamozcenes memabonuueckux HapyuieHull npu Kiaccudeckux gopmax oepuyuma 21-

e PexoMeHnyeTcs NOpPOBOJUTH

PCHTICHOACHCUTOMCTPULIO

2UOPOKCUNA3BL.
AppeHomepnynnapHas
HeJoCTaTOYHOCTb
[mnoroHagnsm lMnepkopTMLN3M mnepaCHrﬂ?;reHMﬂ
A
Y
Al
i / \ \
[MnepuHcynuHemna/
Oxuperue NHCYNTIMHOPE3UCTEHTHOCTb
| / |
JHpoTennanbHas
MMnepannupemmna HIH/HTT/CA 2 Tvna AVChYHKLSA

BCEM IManuCHTaM C

KJlacCHUeCKUMU ¢opmamu  aepunurta 21-ruapokcuiia3bl BHE 3aBUCHMOCTH OT

CTETNEeHN KOMIIEHCALMU TIPU MEPBUYHOM OOpAIeHNH, 00s13aTeIbHO €€ MPOBEACHUE —
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NpU aHAMHECTHYECKMX JaHHbIX O mnepuogax mnepeno3upoBkn ['KC  wm

MEPEHECEHHBIX aTPaBMaTHUECKUX repenomax [4,73,74,149-153].

YpoBenb yOeaurTeabHocTH pexkoMenaanuid C (ypoBeHb [10CTOBEPHOCTH

J0Ka3aTeJILCTB — 4)

KommenTapuu: [Ipogedennvle pempocnekmusHble U KO2OPMHble UCCIe008AHUS 8 MUpe
nokasanu, ymo y 63pocivlx nayuenmos ¢ B/JIKH no pe3ynomamam oencumomempuu bis8/5IUC
cHudcenue MIIK, 6 ocHogHOM, 00 cmeneHnu ocmeoneHuu u, 6 MeHbulell yacmome ciyiaes, 00
cmenenu ocmeonoposa. B uacmu pabom 6v110 nokazano, umo cmenens nomepu KOCMHOU MACCbl
sasucum om cymmapuoi 003wl I' KC 6 meyenuu srcusnu. Ilo oannvim @I'BY DHI] 6vino nokasano,
ymo pazeumue OCMeoneHU4ecKko20 CUHOpOMA He 3AUCEeNI0 Om CMeneHu KOMNeHCayuu
3abonesanus u 003 npuHumaemvix I'K npenapamos, nosmomy penmeeHO0OeHCUMOMempUuio
JHcenamenbHo NpoeooUms 8ceM NAyueHmam ¢ Kiaccuveckumu ¢opmamu oegpuyuma 21-
2UOPOKCUNIA3bL BHE 3A8UCUMOCU OM CIeNneHU KOMNeHCayuu npu nepeuyHoM oopaweHuu, eciu
panee OHA He NPOBOOUNACH, a Odllee peulamb 80NpPOC O YACMOMme MOHUMOPUHSA KOCMHOU
NJIOMHOCMU 8 3A8UCUMOCIU OM NOJYYEHHbIX pe3yibmamos (He pedce 1 paza 6 5-7 nem npu

omcymemeuu chudicenus MITK u uawe npu evisignenuu ocmeonenuyeckoeo cunopoma) [4,73,74,

149,150,151, 152,153].

e PekoMeHIyeTcs TPOBOJIUTh HHCTPYMEHTAIbHBIC BU3YAIH3UPYIOITHE 00CIeI0BaHUS
(Y31, MCKT wiu MPT) HaanO4YeUYHHKOB C LENIBIO HCKIIOYCHUST HOBOOOpa30BaHUI
MaIryeHTaM ¢ KilacCuYecKuMu GpopMamu aedunuta 21-rTuApoKcuiasbl, y KOTOPBIX HE
yIaeTcs JOCTUYh IEJIEBBIX TOKa3aTelel aHAPOTeHOB Ha (JOHE PETYISIPHOTO IprueMa
tepaneBTuueckux 103 ['KC, a Takke y MalMEHTOB C JUTUTEIbHBIMH 3MU30]IaMU

OTMEHBI TEpAIlMK WIK HEYJIOBJICTBOPUTEIILHON KOMIICHCaluel 3aboneBanus [4,154-

157].

YpoBeHb yOemurenbHocTH pekomenganmii C  (YpoBeHb /10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

KoMMeHTapuu: y 63pocivlx nayuenmos ¢ Kiaccuweckumu gopmamu Oepuyuma 21-
euopoxcunazvl no oawHoim KT docmamouno uacmo 8wiAGNANMCA 00HO- Ul 08YCMOPOHHUE
0obpokauecmeenuvle 00pa306anus Ha0NoYeuHuKos. llerenanpasnieHHolii CKpUHUHZ NOOOOHBIX
06pazosanuii 066IYHO Mpebyemcs MoIbKO NPU HATUYUU OIUMENbHOU OeKOMNEeHCayuu, max Kax
OHU MO2Yym 00Cmueamv 3HAYUMenbHvix pazmepos. llpu naznauenuu aodexsammuvix 003 'K

ommeuaemcs YMEeHbUeHUue pasmepoes onyxwzeﬁ, xupypcuueckoe Jedernue 00bIYHO  He
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npogooumcsa. Ilpu yooeremeopumenvHol KOMHEHCAyuu 6 Npo8edeHuU CKpUHUHea Hem

H€06X06MMOCWZM, makKk Kdak 06p6130661HM}1 HebObUIUX pasmepoe He umeront KIUHUYeCKo2o

snauenusf4,154, 155,156, 157].

e Pexomennyercs npoBoauTh Y3 opraHoB MOIIOHKH Y MYXUYHH C KJIACCUUYECKUMU
¢dopmamu aedunuta 21- ruapoOKCHUIIa3bl C LEbIO BBIIBICHUS 00pa30BaHMs AUYEK U3

OCTaTOYHOM HajAmoueyHnkoBoi Tkanu TART [42,46,48-52,141,158,159].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB —4)

Kommentapuu: /Joopoxkauecmeennvie 00pazosanus Au4eK U3 OCMAMOYHOU
naonoueunuxosou mranu (TART, testicular adrenal rest tumors) ecmpeuaromes y 21-28%
MYJHCHUH ¢ Knaccuweckumu ¢opmamu Oeuyuma 2 1-2udpokcunasvl, npu  OauUmMenrbHol
OeKoMneHcayuu 3a001e6aHusi OHU MO2YM 00CMU2AmMb DOILUUX PAZMEPO8, COABIUBAMb MKAHD
AUYEK U NPUBOOUMb K 2UNO2OHAOU3MY U Oecnioouto. B Kiunuueckol npakmuxe 803MONCHA
owUOOUHA NOCMAHOBKA OUACHO3A PAKA AUYEK U NpoGedeHue HeoOOCHOBAHHLIX Onepayuul y
maxkux nayuenmos. B omauuue om paxa auuex, xax npasuno, TART — smo osycmoponnue
006pa306anus, umerowue MmeHOeHYUuro K ymeHbuleHuto Ha one unmencuguxayuu I'K mepanuu.
Buoiasnaromes TART nubo nanvnamopno npu ocmompe, aubo una Y3U. Ecmu na ¢hone
oocmudiceHusi kKomnencayuu 3abonesanus, pasmepvl TART ne uzmensromces, pexomenoyemcs
nposedenue KpuoxkoHcepsayuu cnepmvl. Oyenka penpoOyKMusHOU @QYHKYuu y MyHCYUH

Heobxoouma 6 cayuasx oopawjenusi no no8oody 6ecnioous 1ubo npu OIUmenbHoUu 0eKOMNEeHCayuu

3abonesanus [42, 46, 48,49,50,51,52,141,158,159].

e PekoMennayercs xeHIMHAM ¢ kinaccudeckumu ¢opmamu BJIKH mposomute Y3U

OpraHoB MAJIOTO Ta3a C LCJIbIO BBIABJICHUA MMATOJIOIMHU ANYHUKOB, IIPU IMOJO03PCHUU

Ha OART- MPT opranos masoro Ta3a. [52,53,160,161,163-165].

YpoBenb yoequteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)

Kommenrapuu: V ocenwun ¢ knaccuueckumu ghopmamu oepuyuma 2 1-euopoxcunazol
npu 110001 cmenenu KOMneHcayuy Habaooaromces HapyuleHus MeHCmpyaibHo20 yuxkia - y 64-
68% orcenwun npu convmepsiowei u y 55-15% - npu eupurvnoii gopme. Hepeoxo npu
00C1e008aHUU MAKUX JHCEHUWUH GbIABNAIOMCA YIbMPA368YKO8ble NPUSHAKU NOIUKUCTNOZHBIX
auynukos. Ilpu BJIKH 6 namoeenese ¢hopmuposarnus NOJUKUCHOZHBIX SUYHUKOS YYACMEYIOm
UHCYIUHOPE3UCEHMHOCMb, OXCUPEHUe, a MAKJiCe BblCOKAsA ceKpeyus anopozenos. B psoe

cnyuaeg yoaemcsi OOCMUSHYMb HOPMAIU3AYUU YUKAA ¢ nomowwlo unmencuguxayuu 'K
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mepanuu, 00HAKO npu ee Heagbqbekmueﬂocmu uiu noselerul NpuU3HaAKoe AmpoceHHoco
cunepropmuyusma K mepanuu pekomeHOyemCﬂ dobasumo npozcecmacenvbl U ICNPOCEHbL

(¢huxcuposanmvie KomOUHayUU).

B numepamype onucanvl ciyyau eviseneHuss 00pazo8aHull 8 AUYHUKAX U3 OCIAMOYHOU MKAHU
naonouenuxos (OART, ovarian adrenal rest tumors), arnanocuunvim no cmpoenuro ¢ TART. Hx
yacmoma menee 0,1 % cpedu écex obpazosanuil suunurxos. Ilpeononazcaemcs, umo OART wawe
B03HUKAEM y nayueHmox ¢ oaumenvuou oexomnencayueil B/JIKH. MPT manozo masza sensemcs
307I0MbIM CMAHOAPMOM 0Nl YMOYHEHUSI PA3MEPO8 U JOKAIU3AYUU 0ObeMHbIX 00pa308aHUl
AuYHUK08. B muposoil iumepamype onucanvi eounuunvle cayyau covemanusi OART u B/IKH,
PanHAA UX OUASHOCMUKA Y 4acmu NAyueHmoK No380jsaem Npo8ooUumsb Op2aHOCOXPAHAIOUUEe

onepayuu, 4¥mo, 5€3yCﬂ06‘HO, BAJICHO OISl UX KAYECMBA IHCUSHU U COXpPAaHeHUA MeHCI’I’lpya}ZbHOIZ u

oemopoonou ¢pynkyuu [52,53,160, 161,163,164,165].

Ha pucynke 4 mnpeiacraBieH CXeMaTUYHbIM IUIaH OOCIEIOBaHHUS M JWHAMHUYECKOTO
HaOJIOIeHUST B3POCIIBIX MAIIMEHTOB C KJIAaCCHYeCKUMH (popmamu nedunura 2 1 -ruapoKcuiasbl B
3aBUCHMOCTH OT CTENEHH KoMneHcanuy. Kak BUJHO U3 yKa3aHHOM CXEMBI, psijl UCCIEIOBAHUI
(KT wmm MPT wnaamoueunukoB, Y3U sudek) HEOOXOAMMO TPOBOJUTH TOJNBKO IIPH
JIeKOMIIEHCaluu 3a00JieBaHKUs, B TO BpeMs KaK aKTUBHOE BBbISBIEHHE METa0OIMYECKUX
HapyIIEHUH, OIIeHKa MUHEPAIBbHON KOCTHOM TUIOTHOCTH, a TAKXKE PENpPOAyKTUBHONU (DYHKINH Y

KCHIIIMH HCO6XO,I[I/IMBI IIpu 10001 cTeneHu KOMIICHCalluK1 3a00y1eBaHus.

PuCyHOK 4, ,Z]LIHCIMMUQCKOQ HabnrooeHue 3a 63POCNbIMU nayueHmamu ¢ KiacCuieCKumu

Gopmamu depuyuma 2 1-euopokcunasol

Mepepo3uposka Nk KomneHncauusa HNekomneHcayus
\i A
+ Metabonuueckune HapyleHus . O6bemHble 06pazoBaHUs
« PenpopayKktueHas QyHKUUS Y KEeHWUH B Haino4eyHnKax
. PeHTreHOﬂeHCMTOMeTpMﬂ . PenpOAyKTMBHaﬂ d)yHKLlMﬂ Y MyX4unH

IpoduiaakTuka u JUCNAHCEPHOE HADIIOAEHHE Y B3POC/IbIX NAMEHTOB C
HeKkJaccuyecKuMu Gpopmamu aepuunra 21-ruapoKcuIabl

e PekoMeHayercs mamueHTKaM ¢ Hekiaccuuyeckoit ¢opmori BJIKH B ciywae

BBIPQ)KCHHOW TMIIEPaHAPOTreHUH IIpu pueMe Tepanuu ['K npoBoauTs qucnancepHoe
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HaONIOZICHUE AaHAJIOTHYHO TMallMeHTKaM ¢ Kiaccuueckumu ¢opmamu  BJIKH

[17,29,81,82,84-86].

Yposenb yoequreabHocTn pekoMmenaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEIbLCTB — 5)

KommenTapuu: B omauuue om kiaccuueckux gpopm oegpuyuma 2 1-eudpoxcunasvl, npu
HeKnaccuyeckoll gopme He cywecmeyem 0OUWENnPUHAMBIX PEKOMEHOAYULl N0 OUHAMUYECKOM)

HAOII00eHUIO U OYEHKEe CmeneHu Komnencayuu 3abonesanusl.

Brne nnanuposanusi bepemeHHOCMU U NPU YMEPEHHOU SUNEpaHopo2eHul, Ko20d 6
Kauecmee 0CHOBHO20 Memooa neyenus gvioupaemca KOK u/unu anmuanopocennas mepanus,
makue nayueHmKu 00bIYHO He HAOI00AMcs YIHOOKPUHOI02AMU, A OalbHeluee HabavoeHue U

KOppeKyuio mepanuu npoeodum CUHEKOJIoZ.

YV 6onvnvix ¢ msoicenou euneparndpozeruell u 8b1oope 6 nov3y orumenvrol I’ K mepanuu
HaO00eHUue OO0NHCHO NPOBOOUMBCS AHANO2UYHO Kiaccudeckum ¢opmam BJIKH. Oyenka
KOMneHcayuu 3a001e6aHusi Npo8oOUmMcs KIUHUYECKU (yenesvle 3HAYEHUs 1AOOPAMOPHbIX
nokazameneu, makux kax [70HP, mecmocmepon u aHOpocmeHOuoH, 00 CUX Nnop He
paspabomanvy). Ilpu nosneHuu KIUHUYECKUX HPUBHAKOB SMPOSEHHO20 2UNEPKOPMUYUIMA

HeobXo0umo npogedeHue 0000c1e008aHus O0Nisl BbIAGNEHUS MemMAOOIUYeCKUX HApYWeHull u

cnudicenuss MITK [17,29,81,82,84,85,86].

I[poduiakTuka u AUCHaHCEPHOe HAOIIOeHNE Y B3POC/IbIX NALMEHTOB ¢ Aedpunurom 11f-
THAPOKCUIA3BI

e JIns oueHkH KoMIeHcaluy 3a00JIeBaHUs y MAllMeHTOB ¢ nepunutom 11[3-
THJIPOKCHIIAa3bl PEKOMEHAYETCS TPOBOIUTH KOMIUIEKCHOE OTpe/IeiICHNe
KOHIICHTPALIUU CTEPOUIHBIX TOPMOHOB METO/IOM TaHAEMHON Macc-CIEKTPOMETPUN
¢ uccnenoBanueM ypoBHs 11-ae30kcukoprukocrepona B kposu (A09.05.141) [166-
169].

Yposenb yoeaqurenabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEIbLCTB — 5)

Kommenrapuu: Tax owce, xak u npu kiaccuveckux ¢opmax oegpuyuma 21-
2UOpoKCUIa3vl, Habwo0eHue nayueHmog c Odeguyumom 11f-2udpoxcunasel HanpaeieHo Ha
nooobop adeksamuoti 003wl I'K, oyenky komnencayuu u 8vbis871eHUE OCLOHCHEHUL NOHCUSHEHHOU
samecmumenvrou 'K mepanuu. Oonaxo 6 ceasu ¢ peokoii ecmpeuaemocmoio 1@ BIKH
OuHamuveckoe Habno0eHue U OYeHKa KOMNEeHCayuy npeocmasisem cloxicHyio saoady. /leno 6

MOM, YMO CO2NACHO MeHCOYHAPOOHBIM PEKOMEHOAYUAM, KOHMPOJIb He00X00UMO NPOBOOUNb NO
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yposHio 11-0e30Kcuxopmu3ona, 6 mo epems Kax 3mom MapKep He UCCedyemcs 8 pYMUHHOU
npaxmuxke. Ilodmomy npu HeobX0OuUMOCMU KOppeKyuu mepanuu U YMOUYHeHUs CHmeneHu
KOMNEeHCayuu peKoMeHOYemcs: Hanpasisimes mMaxkux NayueHmos 6 eoepanbHvle UYeHmpobl
IHOOKPUHOLOSUYECKO20 NPODUIS, 20€ B03MONCHO NPOBeOeHUe KOMNIEKCHO20 ONnpedeieHusl

KOHYeHmpayuu cmepoudubzx 2OPMOHO8 MemoOoM MAHOEMHOU Macc-cnekmpomenmpuu.

Cyoums o komnencayuu I'® BJ{KH moocno no xoceenuvim oanHuim. Ilpu nasznauenuu
HedocmamoyHot 003vl K ommeuaemcs nosviulenue ypoeHs aHOPOCMEHOUOHA U
mecmocmepoHa (y MYIHCUUH OYEHKA NPOBOOUMCS MOJbKO NO YPOBHIO AHOPOCHMEHOUOHA),
cHudcaemcs ypogeeno APIl (penuna), kanus. B kiunuueckoi xapmumne pecucmpupyemcs
nosviuienue A/, passumie MaKkpococyoucmvix 0CI0AICHEHUU, A MAKIHCe NPOABAAIOMCA NPUSHAKU

eunepam)pozeﬂuu u cunokopmuyusmda.

Ilpusnakamu  u30blmouHou  mepanuu  AGIAIOMCA  KIACCUYeCKue  NPU3HaKu
2UNepKoOpmMUyUIMa: yeeiudeHue ecd, aOOOMUHATIbHLIL MUN O0XCUPEHUs, NOsA6leHUue CMpuUl,
«KIUMAKmMepu4ecko2o 20poukay. Jlabopamopho yposHu mecmocmepoHa u aHopoCmeHOUOHA
CHUDICEHbl, OMMeYaomcs NPUSHAKU OUCTUNUOEMUU, HapyuleHus Yyene8o0Ho2o obmena. Ilo
O0auHbIM deHcumomempuu nosaeisiomcs npuznaxu chuxcenusi MIIK. Iosviwenus A/ npu smom
Modicem U He Oblmb, 00HAKO Y pada 601bublx AL Modicem coXpanamvcs 8 pamkax Ampo2eHHo20

cunepropmuyusmda.

Hayuenmam c¢ ['® BJ/KH, Kkax MUHUMYM, eJce200HO HeoOX00UMO NPO8OOUMb
obcnedosarue y Kapouonoad, no nokasarusam nposooums IKI, sxoxapouoepaguio, cymounoe
monumopuposanue A u OKI 011 ceoespemenHOlU  OUACHOCMUKU U  KOPPeKyuu

Mmaxpococyoucmwix ocioxcnenuii AI' [166,167,168,169].

6. Opranuzanusi MeIUIIUHCKOW MOMOIIH

[Toka3zanus Uil INIAaHOBOM TOCTIMTAIIA3ALNH:

1) mpoBeneHHe XUPYPrUUECKOro JIeUeHUs (KaK MPaBUIIO, IJIACTUYECKUE ONepaluy Ha
HapyXHbBIX IOJOBBIX OpraHax y JKEHIIMH, pexe omnepaTtuBHoe jeueHue TART y MyxuuH,
yJlaJleHue BTOPUYHBIX HOBOOOPA30BaHUI HAIIOYEYHUKOB);

2) ¢ LEeNbI0 KOPPEKUMH Tepanuu, KOMIUIEKCHOTO CKPUHHHIA OCJIO)KHEHUH, B cllydae
HEBO3MOXXHOCTH ~ OKa3aHMs CIELUATU3UPOBAHHOM SHIOKPHUHOJIOTMYECKOH MEIUIIMHCKOM
MOMOIIIM B aMOyJIaTOPHOM TOPSIIKE;

Ioka3zanust U1 SKCTPEHHOHN rocIuTalIn3aluu:

1) agaMcoHUYeCKUil Kpus;
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[TokazaHus K BBIUCKE MAlMEHTa U3 CTallMOHApa:
1) pocTukeHue IENEeBBIX YPOBHEW aHAPOTEHOB, OINPEICICHHE TAaKTUKU JICUEHUs
OCJIOKHCHHH;
2) cTabUIBbHOE COCTOSTHUE 370POBbsI MAIIMEHTA M €T'0 TeMOJAMHAMUYECKUX TTOKa3aTese B

CiTy4ae KCTPEHHOM TOCIUTAIN3allNH,

7. onojHuTeabHass uHgopmanus (B ToM yucjie GakTopbl, BJAUSIONIAE HA

HCXO0/ 3200/1eBAHUA UJIH COCTOSTHHA)

Bbepemennocth npu BJAKH

Ha0nronenne 3a OepeMeHHBIMH ¢ Kjaccuyeckumu (opmamu aepunura 21-

THAPOKCHUJIA3BI

e Pexomenayercs npu HacTymiIeHuU 0epeMeHHOCTH Mpo1oykuTh Tepanuto 'K u MK B Tex
e J103aX, YTO MPUMEHSITUCH 110 OepeMeHHOCTH. Y BenuueHue 1036l ['K nmokazano Toiabk0

IPY pa3BUTHH MPU3HAKOB HAAMOYCYHUKOBON HemoctaTounoctH. [80,142,170-174].

YpoBenb yOeautresbHOCTH pexkoMenaamuii C  (ypoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Kommenrapun: Yacmoma bepemennocmett u po00o8 HU3KA Y HCEHUUH C KIACCULECKUMU
Gopmamu degpuyuma 21-2udpokcunazvl, ocobenno npu corvmepsoueli hopme, HeCMOMpsL Ha
npoBoouUMOe JleueHue, HanpagieHHoe Ha 60ccmanosienue ghepmunvrocmu. OCHOBHYIO POJib Npu
IMOM UMEIOM NCUXOCOYUANbHBLE (DAKMOPbL, NAOXASL KOMHEHCAyust 3a00/e6anus, a MAaKice
nocireocmeusi Headekeamuo nposedennou naacmuku HIIO. B psade cnyyaes oOadice npu
aoexeamnou mepanuu BJKH ona nacmynienus OepemeHHOCU HEOOXOOUMO UCNONIb308AHUE

B8CNnomozamelbHblx penpodykmuenbzx MexHoN02Ul.

OcHogHas crodcHocmyb  gedeHusi OepemenHblx ¢ Kiaccuyeckumu @opmamu BIIKH
3axnouaemcs 8 MOM, UMO 80 6peMs OepeMeHHOCmU YPOSHU AHOPO2EHO8 NOCHENeHHO
NOBLIUAIOMCSL 6CIe0CIEUE YBETUUEHUSL YPOBHS CEKC-CBAZbLBATOUe20 U KOPMU3OL-CEA3bl8AI0Ue20
2100YIUHA, NOIMOMY He cyujecmseyem Kpumepuesd OYeHKu aoekeamuocmu mepanuu. Pso
aemopoe npediazaem ucnoavzoeame nokazamenu 170HP, mecmocmepona u anopocmenouona
¢ yacmomou 1 pas 6 6-8 medenv u oyeHusamv He Ux aOCONOMHbIE 3HAYEHUS, A OUHAMUKY
usmenenus. /[pyeue npeonazarom OpUeHmupo8amsvcs MoNAbKO HA KIUHUYECKU NPOSAGIEeHUs:

NU3HAKU )Y2pO3bl HEBBIHAWMUBARUA, CUNO- UTU cUNEPKOPMUYUIMA UTU USMEHEHUA Aﬂ
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Ob6biuHO nayueHmKu RNOJAYHAOM me dce 003bl  2NHKOKOPMUKOUOOS8, YMO U 00
bepemeHHOCIU, 003 2NIOKO- U MUHEPAOKOPMUKOUO08 Modicem Ovimb  yeenuuena Ha 20-40%
60 2 uiu 3 mpumecmpe OepemMeHHOCMU Npu pa3eumuu OpmoCcmMamuyeckou 2UunomeH3uy Ui
NPUBHAKO8 HAONOYEHUKO80U Hedocmamounocmu. Kenwunovl ¢ BAKH naxoosmcs 6 epynne
PUCKA NO PA3BUMUIO 2eCIMAYUOHHO20 Ouabema, NOIMOMY 80 8peMsi bepeMeHHOCMU He00X00UMO
npoBOOUMb MUAMENbHBIL KOHMPOIb 2IUKEMUU U NPU HOPMATbHBIX NOKA3AMENSIX (2AUKeMUs.
BEHO3HOU NIa3Mbl MeHee 5,1 MMOnb/1) - mecm mMoiepaHmHoCmu K 2uoKo3e Ha cpoke 24-28

Heoenb.

Bo eépems poooe pexomendyemcs 6600umv cuOPOKOPMU3OH (CUOPOKOPMUOH CYKYUHAMN
Hampusi) napenmepanvHo 50  Me  GHYMPUMbBIWEYHO UU  BHYMPUBEHHO, Odlee Nnpu
Heobxooumocmu 8edenue nosmopsemcs no 50 me xasxcovie 4-6 uacos, ¢ nocieoyrUUM
8036paujeHuemM Ha NepopanbHulil npuem npenapamos 6 medvenue 1-2 cymok. Ecau dcenuyune
nposoounacy niacmuxa HI10, pekomendyemcs pooopaspeuietie nymem Kecapesa ceyetust st

ymeHbuenust mpasmamuszayuu ¢ pooax [80,142, 170,171,172, 173,174].

o Ilpu OepemeHHocTHM He pekoMmeHnayercs mnpumenenue I['K mpemaparoB, KoTopsle

IPOXOJIAT uepe3 MIAlEHTY, TaKUX Kak Jekcameraszod [1,3,80,170, 172].

YpoBenb yOeautreJbHOCTHM pexkoMenaamuii C  (ypoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KommenTapuu: /[excamemaszon ne 001dceH NPUMEHAMbCS 80 8peMsi DepemMenHOCuU
Max Kax OH He UHAKMUusupyemcs ¢pepmeHmom niayeHmol 3f-euopoxcucmepoudoe2uopoeHasot
U 8 HeU3IMEHHOM 8ude nPoxooum 6 Kpogsv niooa. Ocmanvhvie 2IIOKOKOPMUKOUObL OONYCIMUMbL K
UCNONIb308AHUIO NPU  OYeHKe NOMEHYUAIbHOU NOb3bl U PUCKO8, 8 COOMEEMCMEUU ¢

mpebosanusamu oguyuansvusix uncmpyxkyuu [1,3,80,170, 172].

Ha0nronenne 3a OepeMeHHBIMH ¢ HekJaccuyeckumu ¢opmamm gepunura 21-

THAPOKCHUJIA3BI

e Pexomennyercsa nauuentkam ¢ HBJIKH, nonyyaronum 'K, npu Hactynnenuu

OepeMEHHOCTH MPOIOJDKUTH TEPAIuIo B MPexHUX no3ax [1,3,29,85,175, 176].

YpoBensb yoenqurenbHocTH pekoMenaanuii C (YypoBeHb T0CTOBEPHOCTH JI0KA3aTeIbCTB — 5)

KOMMeHTapHI/I: nayuermkKu ¢ ucmopueﬁ HeBeblHaAWUeaHuA, uiu 666’1’1]10@142, uiu npu

Heaghpexmusnol Koppekyuu eunepanopocenuzma nepegooamca ¢ KOK na I'K u ocnogubim
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Kpumepuem KOMNeHCAyuu A6NSAemcs 60CCMAHOBIeHIe CNOHMAHHOU 08YIAYUU U HACMYNIeHUe
bepemennocmu. Tax owce, xkaxk u npu kiaccudeckux opmax B/KH, Kk npumeHneruro
npOMuU8ONOKAsan oekcamemaszon. Heobxooumo nomMuums 0 NOGbIUEHHOM PUCKe DA3GUMUSL Y
OepeMeHHbIX ¢ HEeKIACCUYeCKUMU hOpMaMU 2eCMAYUOHHO20 CaxapHo2o ouabema u nposooums

obcnedosanue coenacHo npunamolm 6 P® pexomenoayusam.

YV owcenwyun ¢ nBJ/[KH ne pexomenoyemcs npumeHenue 2atoKOKOPMUKOUOO8 Npu

6epeMeHH00mu, eciu OHa Hacmynua 0e3 uUx UCNONIb306AHUA

Pooopaspewenue nposooumcs no obwum axyulepckum nokazawusim. B Oenvb pooos
HCEHWUHAM, Y KOMOPbIX 6 pe3yibmame mecma ¢ mMempaKo3akmuoom 6blasisaloch
HeaoekeamHoe nogviueHue kopmuzona (menee 500 Hmoav/1), HE0OXO00UMO B8edeHue
2uopoxopmusona napenmepanvro. Ilocie pooog 6 niano6om nopsoke 3HOOKPUHOTIO20M
NPUHUMAENCS peuleHue 0 HeoOX00UMocmu OdlbHelue2o iedyeHus: nayueHmku ¢ nomowwro I'K

U 803MONCHOCMU Nocmenennol e2o ommenwt [1,3,29,85,175,176].
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KP82

Kputepuii kauectBa

YpoBeHb
TOCTOBEPHOCTH
TOKa3aTeNbCTB

YpoBeHb

yOeIUTETLHOCTH
[PEKOMEHCTalNi

BrironHeHo uccineoBaHue YpOBHS
QHIPOCTEHANOHA KPOBU BCEM MAI[MEHTaM C
BUPUJILHOU U conbTepstomeit popmoit BIKH

3

A

BrinosiHeHO HccienoBaHue ypoBHs 17-
runpokcunporecrepona (17-OHP) kpoBu Bcem
[alyeHTaM ¢ BUPWIBHOMN U COJIbTEPSIIOIIEH
¢dopmoit BIIKH

BhIMoIHEHO HCClieIoBaHNE YPOBHSI TECTOCTEPOHA
KPOBH BCEM IMAIIMEHTaM C BUPWIBHOW U
conprepstromeit popmoit BJIKH

BrimonaeHo HCCIICA0OBAHUC aKTUBHOCTU pCHUHA

M1a3MbI KPOBH TIpH conbTepsitomien popme BJIKH

BrinonHeHa MyJIbTUCTIMPAIbHAs KOMITbIOTEPHAs
Tomorpadus v MPT HaamoyeqHHKOB 11s
OTIPE/ICIICHNS] BTOPUYHBIX 00BEMHBIX 00pa30BaHUMA
y malMeHToB ¢ kinaccuyeckumu popmamu BJIKH, y
KOTOPBIX HE YJAeTCsl JOCTUYD LIEJIEBbIX
[OKa3aTesield aHIPOre€HOB, a TAKKE MPH SMU304aX
JUINTEJIbHON JEKOMIIEHCALlUH B AHAMHE3E Y

IIAaITUCHTOB

BEINOIHEHO yJIbTPa3ByKOBOE UCCIIEIOBAHUE

OpraHoB MOIIOHKHW MYXKYUH

BrINOTHEHO yIBTPa3BYKOBOE HCCIICIOBAHUE
OpraHoB MaJioro tasa, npu nogo3peanu Ha OART
— MPT opranoB manoro Taza

BrirorHeHO Ha3HAYCHUE W/WITH KOPPEKIIHUS 1036
[ITFOKOKOPTUKOHJIOB TIPH KJIACCUYECKHUX (hopMax
BJIKH, no nokazanusmu - HBJIKH

BrInomHEeHO Ha3HAYEHUE U/ UITU KOPPEKITUS JT03bI
MUHEPATIOKOPTHKOUIOB TIPU COJIBTEPSFOIICH
dbopme BJIKH

BrIrnonHeHa JeHCUTOMETPUS IIPU IEPBUYHOM
oOpareHuu, 1100 MpH aHAMHECTUYECKUX JaHHBIX
o nepuogax nepeno3upoBku ['KC ninmn

ICPCHCCCHHLIX aTPABMATHUUYCCKUX IICPCIIOMaAX
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Ipunoxenue Al. CoctaB padoueid rpynnsbl

MoxpsimeBa Haranabs I'eoprueBna akanemux PAH, npodeccop, a.Mm.H., nupektop ®I'BY

«HMMUL] snnokpunonoruny Munsapasa Poccuu, Mocksa.

Konghnukm unmepecoe omcymcmeyem.

Menbunuenko IN'aamna AdanacbeBHa, akagemuk PAH, mpodeccop, aA.M.H., 3aMecTHTENb
JTUPEKTOpa MO Hay4dHOW pabote, 3aBemyromias kadenpoi sumokpunonorun ®I'BY «HMMUIL
3HI0KpuHoJorum» Mun3apasa Poccun, Mocksa.

Konghnuxkm unmepecoe omcymcmeyem.

Anamsu Jleiiia BaragumupoBHa, akanemuk PAH, mokrop MemunumHCKUX Hayk, mpodeccop,
3amecturesib aupekropa OPI'BY «HauuoHanbHBIM MEIUIIMHCKUN HCCIEIOBATEIbCKAN LIEHTP
aKyllepCcTBa, THHEKOJOrMM W MepuHATOJoruu uMmeHu akaaemuka B.M. KynakoBay
MunucreperBa 3apaBooxpanenus P®, 3aciyxeHHbIN nesTens Hayku Poccuu, 3aBenyromiast
kadeapoit penpoaykTuBHOM wmeauiuHbl U xupyprun OI'BOY BO MIMCY wum. A.N.
EBnoknmoBa Munsapasa Poccun, rimasueiil cnenuanuct Munsapasa Poccnn o akyuepeTBy u
TUHEKOJIOTHH, sBigercs [IpesuaenTom obiiecTBa o penpoayKTUBHON MEAULIMHE U XUPYPIHH,
Poccuiickoii  acconuanvi  TMHEKOJIONOB-dHIOCKOMMUCTOB, Poccuiickoil —accouuamuy 10
SHIOMETPUO3Y, WieHoM Poccuiickoro o0miecTBa akyepoB-THHEKOJIOTOB.

Tpomnna ExarepuHa AHaTobeBHa, ujeH-kopp. PAH, aA.M.H., mpodeccop, AUPEKTOP
HNucturyTa xnuHudecko sHpokpuHosorun OI'bY «HMULL snnoxpuHonorun» Mun3apasa
Poccun, Mockaa.

Konghnukm unmepecoeé omcymcmeyem.

Moaamenko Haraapa BajgepbeBHa, K.M.H.,, BEI.H.COTpP. OTJAEJNa TEPANEBTUYECKON
snpokpuHosiornu ®I'bY «HMMULI sHpokpunosnorun» Munsapasa Poccun, Mocksa.
Kongpaukm unmepecosé omcymcmaeyem.

CaszonoBa Anna UropeBHa, K.M.H., Bpau-3HJIOKPHUHOJIOT TepareBThYeckoro otaeneHus ®I'bY
«HMMUL] akymiepcTBa, TMHEKOJIOTUM W TepuHaToloruu uM. akaaemuka B.M. Kymnakosa»
Munsapasa Poccun, Mocksa

Kongpaukm unmepecoé omcymcmaeyem.

YBaposa E.B., uien-kopp. PAH 1.M.H., I1aBHbIM BHEIUTATHBIA CHEUUAIUCT IO TMHEKOJIOTUU
JIETCKOTO M FOHOIIECKOro Bo3pacta Mun3apasa Poccun, pykoBOAUTENb OTAENEHUS IE€TCKOTO U

noapoctkoBoro Bospacra ®I'bY «HMMUIL] akymepcrsa, THHEKOJIOTHHA U IEPUHATOJIOTUU UM.
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akanemuka B.U1. KynakoBa» Munsapasa Poccuu, Mockga. [Ipodeccop kadenps! akymiepcTsa,
TUHEKOJIOTUH, TEPUHATOJIOTHH U PENpOAYKTONOTHH  (DakyJapTeTa  MOCIEBY30BCKOTO
npodeccuonaibHoro  oopazoBanuss Bpaueir [ BOY  BIIO  «IlepBeiii  MockoBckuit
rOCy1apCTBEHHbIN MEIULUHCKUI yausepcuteT uMeHn .M. CeuenoBay. [Ipe3unent
MexpernoHnansHON 001IecCTBeHHONW opranu3anuu «OO0beAuHEHUE JETCKUX U TOIPOCTKOBBIX
TUHEKOJIOroB», MocKBa.

Konghnukm unmepecoeé omcymcmeyem.

Ecasn Po3a MuxaitjioBHa, K.M.H., 3aB. TepaneBTudyeckum otaeineHueM OI'BY «HMUILL
aKylLIepcTBa, T'MHEKOJIOTMH M IepuHarosoruu uM. akajgemuka B.M. KymnakoBa» Mwun3znpasa
Poccun, MockBa. [loueHT kadenpbl akylIepcTBa, T'UHEKOJOTHHM, HEOHATOJIOTHUH,
anecresponorun u peanumaronorun PI'bBY «HMHUL[ akymepcrBa, TMHEKOJIOTMH U
nepuHarosioruu um. akagemuka B.U1. Kynakosa» Munzapasa Poccuun, Mockaa.

Konghnuxkm unmepecoe omcymcmeyem.

AnapeeBa E.H., n1.M.H., JOKTOp MEIMIIMHCKHUX Hayk, mpodeccop, aupektop HMHcTuTyTa
PENPOAYKTUBHON MEIUIIMHBI, 3aB. OTJEICHHEM SHIOKPUHHON THHEKOJOTHH, Tpodeccop
kadenpsl sun0kpuHONIOruN OI'BY «HarmonanbHbI METUIIMHCKUAN UCCIIEIOBATEIBCKUN TIEHTP
sHI0KpUHONIOrUM» Mun3zapasa Poccun, npodeccop xadenpsl penpoayKTUBHON METUIMHBI U
xupyprun @®I'bOY BO MI'MCY um. A.U. EBnokumoBa Mun3apasa Poccun, siBIsieTCsl WICHOM
o0I1IecTBa MO PENPOTYKTUBHON METUIIMHE U XUPYpPrun, Poccuiickoil accormaiui THHEKOIOT OB
9HJIOCKOTUCTOB, Poccmiickoii accommanuu 10 23HAOMETpHo3y, Poccuiickoro oOmiecTa
aKylIepOB  THMHEKOJIOTOB, MEXIYyHapOAHOM  accolMaly  aKylIepOB-TUHEKOJIOTOB U

OHIAOKPHUHOJIOTOB.

Kongpaukm unmepecoeé omcymcmayem.

Yxeroa K.A., Bpau oTaeneHus OSHAOKpUHHOM ruHekosnorun @I'BY  «HMUIL]
3HJ0KpUHOJIorum» Munsapasa Poccnn, Mockaa.

KapeBa Mapusi AHapeeBHAa, 1.M.H., 3aBeIyIOIIasi OTACIICHUEM OMyXOJEH SHIOKPUHHBII
cucremsl PI'BY «HMMUL] snnokpunonorun» Munsapasa Poccun, Mockaa.

Kongpaukm unmepecoeé omcymcmeyem.

Kannnyenko Haransa IOpbeBHa, K.M.H.,, BEI.H.C. OTICJIECHUS TUPEOUIOJIOTHUH,
penpoayKTUBHOro n comarnyeckoro passutus OPI'bY «HMMULL snnoxkpunonorun» Munsapasa
Poccun, Mockaa.

Kongpaukm unmepecoeé omcymcmaeyem.

HIndman bopuc MuxaitjioBu4., acnupanTt MHCTUTYTa KIMHUYECKON SHI0KpUHOJIOTHU PI'BY
«HMMUL] snn0kpuHonorun» Munsapasa Poccun, Mocksa.

Kongnuxkm unmepecose omcymcmeyem.
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®daneeB Banentun BukrtopoBMy, 1.M.H.,, mnpodeccop, 3aBenyroummid  kadeapou
suaokpuHosorun ['BOY BIIO «IlepBelii MOCKOBCKMI TOCYJapCTBEHHBIM MEIUIIMHCKHUM
yauBepcureT umenu .M. CeuenoBa», Mockaa.

Kongnuxkm unmepecoé omcymcmeyem.

bupwokoBa Egena BagepbeBHa, 1.M.H.,, npodeccop Kadeapsl IHAOKPUHOJIOTUH U
nunadetonornd MI'MCY um. A .M. EBgoxumoBa, MockBa

Kongpruxm unmepecoé omcymcmeyem.

AHnudgepos Muxaunn BopucoBuu, aM.H., 1npodeccop, TriaBHbli Bpau ['BY3
«OHAOKPUHOJIOTUYECKUI aucnaHcep» JlemapraMeHTa 31paBOOXpaHEHHs] ropoaa MOCKBBHI,
IJIaBHBIN 3HIOKPUHOJIOT ropoaa MoCKBEI

Konghnukm unmepecoeé omcymcmeyem.

CymioroBa JLA., a.M.H. npodeccop kadenpbl Tepanmuu C KypcamMu 3SHIOKPHHOJIOTHH,
(YHKIMOHATFHOU M YIbTpa3ByKoBo# auarHoctuku nactutyta HITP ®I'BOY BO TromeHckoro

I'MY Munsznpasa Poccun, riaBHbIN SHIOKPHHOJIOT TIOMEHCKOM o0nactu, TroMeHb.
Kongpaukm unmepecoeé omcymcmaeyem.

Kucenépa T.II., 1.m.H., npodeccop kadeapbl BHYTPEHHUX 00JIE3HEH U SHIOKPUHOJIOTUH
VYpansckoro ['ocymapcTBeHHOr0o MeAMIMHCKOTO Y HUBEPCUTETA, TJIaBHBIN
SHIOKpHUHOJIOT Y panbsckoro denepansHoro okpyra, ExarepunOypr.

Kongpnuxm unmepecos omcymcmeyem.

SApmonunckass M.WU., 10KTOp MEAUIIMHCKUX HAYyK, Ipodeccop kadenpsl akymepcTBa u
runekoyorun ®I'bOY BO C3I'MY umenu U. U. MeunukoBa Munszapasa Poccun,
PYKOBOAMTEIND OTAENA YHAOKpHHOI0ruH penpoaykunu @I'bY «HMUM akymepcTBa n
ruHekonoruu umenu [[.0.0Otray, apusercs wieHoMm Poccuiickoro o6iiecTBa akymepoB-
TUHEKOJIOTOB.

Kongpnuxm unmepecos omcymcmeyem.

Cyrypuna JI.B., n1.m.H., mpodeccop, pyKOBOIUTENb OT/IETa OXPaHbl PEPOTYKTUBHOTO
3n0poBbst PI'BHY «HayuHslii 1eHTp mpob6ieM 310pOBbs CEMbH U PEIIPOAYKLIUH UeIOBEKa (T.
WpxkyTck), siBnsieTcs 4ieHoM AccollMaliy THHEKOJI0roB-3H10KpHHOI0roB Poccuu, uienom
Poccuiickoro o0miecTBa akynepoB-ruHEKOI0IOB.

Konghnukm unmepecoeé omcymcmeyem.
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Ipuaoxkenue A2. MetonoJiorusi pa3padoTKu KIMHNYECKUX PeKOMeHAaui

LeneBasi ayauTopusi JaHHBIX KJIMHUYECKUX PEKOMEHIAIMIi:

1. SHIOKPUHOIIOTH;
2. aKymep-THHEKOJIOTH;

3. TepameBTHl.

B 0ocHOBY KIMHUYECKHUX PEKOMEH AU MT0JIOKEHbI CHCTEMAaTHYeCKHe 0030pbl, METa-aHAIU3bI U
OpPUTHHAIBHBIC CTAaThH, a TAKXKe Hay4HbIEe PaOOTHI MO AaHHOW mpobiemaruke B Poccuiickoii

®enepanuu U APYyTUX CTpaHax.
Metoabl, HCTIOIb30BAHHBbIE 1JIS1 OLIEHKH Ka4ecTBAa U CUJIbI 10KAa3aTelbCTB:

o KoHceHcyc 3kcnepToB
e OueHKa 3HAYMMOCTH B COOTBETCTBMM C YPOBHSMHM JIOKa3aTEJIbHOCTH M KJIaccaMu

peKoMeHaui (MIpUIaratoTcs).

Ta6aunna I11 YpoBHHM 10CTOBEPHOCTH A0KA3aTeIbCTB € YKA3aHMEM HCIO0JIb30BAHHOM
KJIaccHPUKAIUM YPOBHEH 10CTOBEepHOCTH AoKa3aTeabeTs (Y1)

Y I Hepapxus 1u3aiiHOB KJIMHHYECKUX MCCIeI0BAHUI N0 YOBIBAHUIO YPOBHS
I0OCTOBEPHOCTH 10Ka3aTeJabCTB 0T 1 10 5

1 CucremaTtnueckuii 0630p PKU ¢ npumenennem mera-aHaiausa

Otnensubie PKU 1 cuctemarnueckue 0030pbl HCCIEIOBaHUM TI000T0 Tu3aiiHa
(momumo PKW) ¢ npumeHeHneM MeTa-aHaIn3a

3 HepaH,}IOMI/ISI/IpOBaHHI)Ie CpPaBHUTCIIBHBIC UCCIICAOBAaHMs, B T.4. KOTOPTHEIC
HUCCICA0OBaHUA
4 HeCpaBHI/ITCJIBHbIe HCCIICA0BaHUs, OITMCAHUEC KIIMHNYCCKOTO CiIydasa UJIh CCpHUU

CJIy4acB, HCCICHOBAHUA ((Cﬂyqaﬁ-KOHTpOHB))

5 Hmeetcst numb 000CHOBaHHE MEXaHU3Ma HeﬁCTBHH BMCIIATCJIbCTBA

(I[OKJ'II/IHI/I‘ICCKI/IC I/ICCJ'IC,I[OBaHI/IH) NI MHCHUE DKCIICPTOB

Taoauna I12. lllkana onpenesennsi ypoBHeil yoeaureabHocTH pekomenaanuii (YYP)

YYP Paciiugposka

A Onno3HayHas (CHIbHAsS) peKOMEHIanusl (BCe UCCIEIOBAHUS UMEIOT
BBICOKOE HJIM yJIOBJIETBOPUTEIHLHOE METOIOIOTUYECKOE KaueCTB, UX BBIBOJIBI
0 MHTEPECYIOUINM HCXOJIaM SIBJISIFOTCS COTJIACOBAHHBIMU )
B Heonno3naunas (yciaoBHas) peKOMEHAANMs (HE BCE UCCIICIOBAHUS UMEIOT
BBICOKOE HJIM yIOBJIETBOPUTENHEHOE METOI0JIOTMUECKOE KaueCTBO H/IIIN UX
BBIBOJIBI [0 MHTEPECYIOIIUM UCXOAaM He SIBJISIFOTCS] COTIACOBAHHBIMH)
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C Huskas (cnabast) pekoMeHaaIus — OTCYTCTBHUE JTOKA3aTeIbCTB Ha/IICKAIIETO

KadycCTBa (Bce uccjacaoBaHusa UMCHOT HU3KOC METOA0JOTHYCCKOC Ka4€CTBO U
HX BBIBOAbI I10 HHTCPCCYIOIIMM HMCXO0JaM HEC ABJIAIOTCA COFJIaCOBaHHBIMI/I)

Ta6aunna I13. Komounnanumn Y[ u YYP nus jede0HbIX, NpopuIakTHUSCKHX

BMENIATEJIbCTB U PeadMJINTANMOHHBIX MepONPUATHIA (0€3 y4éTa BasKHOCTH HCXO/10B)

YAA

Kpurepuu onpenesnenus YYP

HTorosnlii
YYP

1=Hau6onee nocrosepHbie
JI0Ka3aTeNIbCTBA:
CHUCTEMATHUYECKUE 0030pbI
PKU ¢ npumenennem
MeTa-aHajan3a

OIHOBpEMEHHOE BBIIOJIHEHUE ABYX YCIIOBUIA:
1. Bce uccrneioBanusi MMEIOT BBICOKOE MIIH
YIOBJIETBOPUTEIBHOE METOJOJIOTHUECKOE
KauecTBO;

2. BeIBo/IbI HICCIIEIOBAHUM 110 MHTEPECYIOIINM
MCXO0JIaM SIBJISSFOTCSI COTJIACOBAHHBIMU *

Brinonnenue XoTs Obl OIHOTO U3 YCIOBUM:

1. He Bce uccnenoBanusi UMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBHOE METOJOJIOTHYECKOE
KauecTBO;

2. BeiBo/IbI HICCIIEIOBAHUM 110 MHTEPECYIOIINM
HCXO0J1aM He SIBJIAFOTCS COTJIaCOBAaHHBIMU™*

BrimoHeHue X0Ts ObI OHOTO M3 YCIIOBHA:

1. Bce ucciieqoBaHus HMEIOT HU3KOE
METOH0JIOTHIECKOE KaUueCTBO;

2. BBIBOJIBI MCCIEOBAHUMN IO MHTEPECYIOIIUM
HMCXO0JIaM HE SIBJISTFOTCSI COIJIaCOBAHHBIMU

2=otnenpunsiec PKU u
CHUCTEMaTHYECKUE 0030pbI
HCCIIEIOBaHUI JT1000r0
mu3aiiHa (momumo PKH) ¢
pUMEHEHUEM MeTa-
aHaiIm3a

OaHOBpEMEHHOE BBITTOJTHEHUE ABYX YCIIOBUMA:
1. Bce uccienoBaHust HIMEIOT BBICOKOE UJIN
YAOBJIETBOPUTEIHHOE METOA0JIOTUYECKOE
Ka4yeCcTBO;

2. BBIBOJIbI MCCIEOBAHUI IO MHTEPECYIOIIUM
HCXOJaM SIBJISIFOTCS COTJIACOBAHHBIMH *

BrimonHenue XoTs 661 OAHOTO U3 YCIOBUA:

1. He Bce nccnenoBaHus MMEIOT BEICOKOE WU
YAOBJIETBOPUTEIHHOE METOA0JIOTUYECKOE
Ka4yecTBO;

2. BBIBOJIbI MCCIEOBAHUMN IO MHTEPECYIOIIUM
HCXO0aM HeE SIBJIAIOTCS COIVIaCOBAaHHBIMU*

BrinonHenue XoTs Ob1 OAHOTO U3 YCIOBUMA:

1. Bce nccireqoBaHus IMEIOT HH3KOE
METOHO0JIOTHYECKOE KAueCTBO;

2. BeIBOZIBI HCCIIETIOBAHUM 110 HHTEPECYIOIINM
HCXO0JIaM He SIBJISIOTCS COIIaCOBAaHHBIMU*

3=HepannoMu3upoBaHHbIE
CPaBHHUTCIIbHBIC
WCCIIEZIOBaHHUS B T.4.
KOTOPTHBIE HCCIIEIOBAHUS

OaHOBpEMEHHOE BBINOJIHEHHUE IBYX YCIOBUM:
1. Bce ucciienoBanust IMEOT BBICOKOE MIIU
YIOBJIETBOPUTEIBHOE METOI0JIOTMUECKOE
Ka4eCTBO;

2. BeIBOZIBI HCCIIETIOBAHU 110 HHTEPECYIOIINM
MCXO0JIaM SIBJISIFOTCS] COIJIACOBAHHBIMU *

BoInorHeHNE XOTs ObI OHOTO M3 YCIIOBHIA:
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YA

Kpurepumn onpenenenus YYP

HTorosnIii
YypP

1. He Bce uccnenoBanusi UMEIOT BBICOKOE WIIN
YIOBJIETBOPUTEIBHOE METOJOJIOTHUECKOE
Ka4eCTBO;

2. BeIBO/IBI HICCIIEIOBAHUM 110 MHTEPECYIOIINM
MCXOJIaM He SIBJISIIOTCSL COIVIaCOBaHHBIMU ™

BrinonHenue XoTs Obl OJHOI'O U3 yCJ'IOBHﬁZ

1. Bce HUCCICA0BaHUA UMCIOT HU3KOC
METOJ0JIOTHYECKOC Ka4YCCTBO,

2. BrIBOABI HCCIEIOBAHUM 110 HHTCPCCYOIUM
nCXoaaM HE ABIIAKOTCA COIJIACOBAHHBLIMU *

4:HeCpaBHI/ITeHBHHe HCCIICA0BAHUS, OIIMCAHNE KIMHUYCCKOT'O ClIydas UJIn

CCpuu CJIydacB

5=Haumenee AOCTOBEPHBIC JOKA3aTCIIbCTBA: UMCECTCA JINIIb 000CHOBaHHE

MCXaHHU3Ma HeﬁCTBHH (I[OKJ'II/IHI/I‘IGCKI/IC I/ICCJ'ICI[OBaHI/IH) HJIM MHCHUE DKCIICPTOB

*ECJ'II/I OLCHHUBACTCs OJHO KI/I, TO AaHHOC YCJIOBUC HC YUUTBIBACTCA.

CBsizaHHbIE AOKYMEHTDI:

1. Tlopsimok oOka3aHHMs MEIUIIMHCKOM ITOMOIIM B3POCIOMY HACEJICHHIO MO Mpoduiio

«oraokpunonorus» (I[Ipukas MunucrepcTBa 3npaBooxpanenus Poccuiickoit denepanmu

ot 12 Hos6ps 2012 . N 899m).

2. Cranpmapt

CHEIMATN3UPOBAHHON  MEIUIMHCKOW  TMOMOIIM  TpHU

BPOXKIACHHBIX

AIPCHOICHUTAJIbHBIX HApPYUICHUAX, CBA3aHHBIX C ,Z[e(pI/II_II/ITOM (I)epMeHTOB (HpI/IKaB

MunucTepctBa 3apaBooxpanenusi Poccuiickoit ®enepannu ot 7 HosiOpst 2012 r. Ne 658H)

IMopsiiok 00HOBIEeHNS KIMHUYECKUX peKoMeHaanuii — nepecMotp 1 pa3 B 3 roza.
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Ipunoxenue b. Anropurmsl BeieHHsI MALTHEHTA

l. OOmas cxema

MauueHT C Nnogo3peHnem
Ha BPOXAEHHYI0 ANCOYHKLIO
KOpbl HaZINOYEeYHNKOB

AnarHocTtuka

l

®opma gedpnymnTa Het
21-rmppokcunnasbl

Knaccuyeckaa?

\ Y

Anroputm BegeHua
B3POC/IbIX MaLMNEHTOB
C Knaccnyeckummn popmamm
fedunynta
21-rngpokcunassl

AnropuTtm BefieHunA
B3POC/bIX MNALNEHTOB
C Heknaccuyeckon dopmoi gepuuymnta
21-rmpgpokcunasbl (HBOKH)

1. AJNTOPUTM BEIEHHUS B3POCIBIX MAIMEHTOB C KIACCHYECKUMHU (popmMaMu

neduuuta 21-rupoKcuasbl

MauneHT ¢ ycTaHOBNEHHbIM
B A€TCTBE AMAarHO30M BUPUNbHON Nnn
conbTepawwen popmammn BAKH

EcTb noBbiweHne
aHAPOCTEHANOHa,
170I1r, TecToCcTepOHa,
peHuHa unmn AP
BbllLe LeneBblx?

Y Y

KoppeKkuus ao3bl roKo-
1 MUHEpanoKopTMKonaos
ANA QOCTVKEHNSA LieneBblX YPOBHEN
rOpPMOHOB

ExxerogHoe gucnaHcepHoe HabnoaeHne
(oueHKa penpoayKTMBHON QyHKLMN,
MeTabonnuecknx HapyLeHunin)

Y
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1. Anroputm BeneHusI B3pOCIbIX AIMEHTOB C HeKJIaccuueckon hopmoii aedunmra 21-

THUAPOKCUIIA3bI (

HBJIKH)
MaymeHTKa ¢ nogo3peHnem Ha HBAKH
[a EcTb noBbllweHne Her

17 ONr Bbiwe 30 HMoNbL/N
(10 Hr/mn)?

YposeHb 17 Ol
6-30 Hmonb/n
(2-10 Hr/mn)?

Y

[poBepeHne reHeTUYECKoro

NccnefoBaHnA Ha BbiABNeHVE
MyTalum B reHe

CYP 21 rngpokcunasbl

Y

4

HwnarHos HBKH noareepxaeH

- MyTauuu B reHe
CYP 21 ruapokcunasbl

Y

Moka3aHuA K Ha3Ha

KOK unu kombuHauumsa NK+KOK:
- becnnoaune/HeBblHalWLMBaHNeE

6epemeHHOCTN

- HapyweHnAa MeHCTpyaJibHOro uynkna
- BbICOKas cTeneHb rmpcyTnuama

(l'VIpC)/THOG yncno

YyeHuto Tepanum IK,

Bbllle 15)
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Hpuiaoxenue B. Unpopmanust 1151 NAaUMEHTOB

Bpo:xxaennas auchynkuus kopbl HaanoyeununkoB (BJIKH) - 3aboneBanue,

CBSI3aHHOE C HapylieHueM pabotel HaanmoyeuHukoB. Haamoueunwku (HII) — mapHbie opransl
HEOOJIBIINX PA3MEPOB, PACIIONIOKEHHbIE OIM3KO K moukaM. COCTOST U3 2 OCHOBHBIX YacCTei:
BHYTPEHHSSI 4aCTh — MO3TOBOM CJIOM, BbIpabaThIBaeT afpeHanuH u 3ta pyHkuus npu BJIKH ne
HapyuieHa. HapyXHbI CIIOH — KOPKOBBIM CJIOM, MMEHHO TaM BO3HUKAIOT HAapyILIEHUS,
npuBozsmye k passuturo B/IKH.

B kopkoBOM cioe BbIpaOaTBIBAIOTCSI TOPMOHBI (CTEPOUIBI), KOTOPbIE MOANCPKHUBAIOT
OCHOBHBIC H3HEHHbIE ()YHKIIMU OpraHu3Ma. DTH TOPMOHBI 00pa3yIOTCs U3 XOJIECTepHHA TyTEM
CJIO’KHOT'0, MHOT'O3TAITHOT'O MPOLEcCca U B KOHEUHOM UTOI'e, B KOPKOBOM CJIO€ BBIpaOaThIBAOTCSA
3 rpynmsl FOpPMOHOB: KOPTHU30J1, AJIbJOCTEPOH, MYKCKHUE M0JIOBbIE TOPMOHBI (aHIPOTEHBI).

Koptuszon peryaupyer paboTy  NpakTHUYECKH  BCEX  CHCTEM  OpraHH3Ma:
KpOBOOOpaIlleHne, OTBET Ha CTPECC (B TOM YHCIe P WH(EKIIUHU, TPAaBME) U MHOTO APYTroe

AJIBJIOCTEPOH: OTBEYACT 3a MOJACPKAHME B OPraHM3Me HOPMAIBHOTO YPOBHS TaKHX
BEIIECTB, KaK KaJIui, HAaTPUU.

Anaporensl: BoipabateiBatoTcsi B HII kak y My»X4uH, Tak ¥ y >KEHIIMH, BIUSIOT Ha
PEnpOIyKTUBHOE 310POBbE.

Pa6ora HII xoHTponupyeTcst TOMOBHBIM MO3TroM (Tunodusom, runotagamycom). Ecnu
YPOBEHb KOPTH30Jla B KpPOBH HEIOCTATOYEH JJIsi HOPMaJIbHOM paboThl OpraHu3Mma, 3TO
«pacro3HaeTcs» TUIOTaJlaMycoM, CUTHall Iiepefaercs runopusy U B HEM HadyMHaeT
BbIpabaTbiBaThCsl TOpMOH KopTHKOTponuH (AKTI'), koTOphIit eficTByeT Ha KOPKOBBINA CIIOM
HAJMOYEUHUKOB - MPOUCXOIUT BBIOpoc KopTuzona. Korma B opraHusme JoCTUraeTcs
HOPMaJIbHBIN YPOBEHb KOPTH30JIa, CTUMYJIALUS Tunodusa npekpamaercs 1 Beipadotka AKTI
CHI>KaeTcs. Ecny maluueHT NpuHUMAET npenapaThl TNIIOKOKOPTUKOCTEPOUIOB (CHHTETUYECKUM
KOPTH30J1) B TA0JETKaX, HHBEKIHIX, TO TMIIOTAJaMyC IOJ BO3AEHCTBHEM 3THUX IPENaparos,
cHmxkaeT BbpaboTky AKTI runodusom, HII ve ctumynupyrores AKTT u cuntes koptusona B
OpraHM3Me 4elloBeKa CHMKaercs. Ecim Tepanmus MO KAaKMM-TO IPUYMHAM IPOBOJUTCS

JUTUTEIEHOE BpeMsl B OOJIBIINX 7103aX, TO CHHTE3 «CBOET0» KOPTH30JIa MPEKPAIACTCs.
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Kaxk 6pu10 0TMEUeHO BhIIIE, Tpotiecc oOpazoBanusi ropmonoB B HII mHorosTanen u Ha
KaxoM aTtane padoraer cBoit ¢epmenT. Ecnu xoTst Obl 1 pepmeHT paboTaeT HEMPaBUIBHO —
pasBuBaerca B/IKH. B koneunom wurore, npu BJIKH Bo3Hukaer HenocraTok oOpa3zoBaHUs B
OpraHM3Me KOpTH30JIa M, B pAAE CIy4yacB, ajbJOCTEPOHA, a AHAPOrEHbl CHUHTE3UPYIOTCS B
OpraHM3Me B IOBBIIIEHHOM KonudecTse. [Ipn HU3koM ypoBHE kopTH3o0a y nanueHTos ¢ BJIKH
nosbimaercst ypoBeHb AKTI', koTopelif mbITaeTcst «CTUMYJIMpoBaTh» paboty kopsl HII,
BO3HMKAET pa3pacranue (runeprasus) Tkanu HIL.

[paktuuecku 90% cnydaeB BJIKH cBsizano ¢ HapyieHreM paboThl hepMeHTa, KOTOPBIH
HazbIBaeTcs 21-ruapokcuiaza. DTO NMPOUCXOIUT HU3-3a pa3HbIX MyTalUld B IeHE, KOTOPbII
«oTBeuaeT» 3a pabdory ¢pepmenTta. T.e. BIKH — 310 renernyecku o0ycioBiaeHHoe 3aboneBanue!
[Ipu mpakTUYecKH MOJTHOM HapyIIeHUH paboThl epMeHTa - pa3BUBaeTCs Kiaccudeckas popma
BJIKH. Knaccuueckas BJIKH sto 2 Buma (dhopmbl) 3aboneBaHus: BUPHIIbHAS (IeHUIIAT
KOpPTHU30Jla, IPU HOPMAJIbHOM OOpa30BaHUM ajbJOCTEPOHA, BBIPAKEHHOE YBEINYECHHE
aHJIPOr€HOB B OpPraHU3Me) M coiibTepsouias (IeGuuut koptusona+aeuuuT aabaoCTepoHa,
BBIpQ)KEHHOE yBeIWYeHHE aHaporeHoB). [Ipu HemonHOM HapylmieHHH (epMeHTa — BO3HHMKAET
Hexiaccnueckass ¢opma BJIKH (Tonbpko m30bITOYHOE OOpa3zoBaHWE aHIPOTEHOB, KOPTH3OJI,
aJIbJIOCTEPOH B HOPME).

Kinaccuueckne popma BJIKH nuarnoctupyercs ¢ poxaenus, B PO ¢ 2006 r BBeneH
CKPUHUHT HOBOPOXKJICHHBIX Ha 3TO 3a00JieBaHNEe. Y HOBOPOKICHHBIX C COJIbTEPSIONIEH (hopMoii
3a0osieBaHus O€3 JeueHUs: BOZHUKAET CHUYKEHUE alleTuTa, oTeps Beca, pBOTa (COJNbTEPSIOIINE
KpHU3bl). Y HOBOPOXKAEHHBIX JIEBOUEK H3-3a HempaBuibHOW paborel HII m oOpazoBanus
00JIBIIOTO KOJMYECTBA aHJIPOT€HOB M3MEHSIOTCA HAPY’>KHBIE TOJIOBBIE OPraHbl MO MYXKCKOMY
TUILY, 4TO TpeOyeT B psje CllyuyaeB IpOBEIEHHE IIacTUUecKux omepauuil. I[Ipu BupuimbHON
(opMe He ObIBaeT CONbTEPSIOLIUX KPU30B, Y JE€BOYEK €CTh NMPU3HAKU HAPYILIEHUIN Hapy>KHbBIX
MIOJIOBBIX OPIaHOB, Y MaJbYMKOB B Bo3pacte 2-4 JeT BO3HMUKAIOT MPU3HAKU OBICTPOTO pocTa U
MI0JIOBOTO co3peBaHus. Jletm Oe3 jedyeHus cHavajga OIEpekaroT CBEPCTHUKOB B POCTE, HO
aHJIPOTr€HbI CIIOCOOCTBYIOT OBICTPOMY 3aKPBITHIO 30H POCTa B KOCTSIX U B KOHEYHOM UTOI'€, pOCT
MallUEHTOB HU3KHM.

Hexnaccuueckas gpopma BJIKH auarHoctupyercst y MOJIOBIX )KEHIIHUH WU TOIPOCTKOB
npu 00cCieI0BaHUM Ha MpPEIMET HEPEryJsipHOrO MEHCTPYaJbHOIO IUKJIA WM H30BITOYHOIO
OBOJIOCEHHUA. Y MY>KUMH 3TO COCTOSIHUE HE BBI3bIBACT HUKAKMX KJIMHUYECKHUX IPU3HAKOB U HE
JIMarHOCTUPYETCH.

JHuarno3 BJIKH craBuTCsS Ha OCHOBaHMM KOMITJIEKCHOTO 0OCJI€IOBaHMSI, BKITIOYAOIIIETO

WCCIIeIOBaHUE YPOBHS TOPMOHOB, B psize ciaydaeB Ha nmpode ¢ AKTI, reneTrnueckoro aHammsa,

V3U, KT/MPT.
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JHetu u B3pocibie ¢ knaccuueckumu Gopmamu BJIKH 10KHBI TOKU3HEHHO JICUUTCS
TabJeTKaMu, COAEp)KAIlMMU KOPTHU30J - TJIIOKOKOPTUKOMAAMH. [IpH MOCTOSHHOM JIe4eHUH
Hopmasnsyercst yposeHb AKTI' u annporenos B HII, HopManusyercs ypoBeHb KOPTH30J1a B
kpoBu. [Ipu combrepsronieii ¢popme 3aboneBaHMs JOMOJTHUTEIBHO Ha3HAYarOTCs Mpernaparhbl
anpjoctepoHa. HeoOXxonnMo MOMHUTB, YTO KOPTHU30JI BaKeH JMJIs OpraHu3Ma B JIIOOBIX
CTPECCOBBIX CHUTyalUs: NMpH 3a00J€BaHMIX, TpaBMax, ONEPAaTUBHBIX BMellarenbcTBax. [lpu
BJIKH B HaamoueyHWKax MalMeHTOB HE MPOMCXOIUT HOPMAIBLHOTO O0pa3oBaHUs KOPTH307a,
MIO3TOMY B CTPECCOBBIX CHUTYalUsAX HEOOXOIMMO YBETHUYMBATH JO3Y INIFOKOKOPTHUKOWJOB HIIU
BBOJUTh UX BHYTPUMBIIIEUHO WM BHYTPUBEHHO. UETKMIl anroput™ AEHCTBUS JOJKEH IaTh
JeYalluii Bpay NanueHTa.

[MaruenTku ¢ Heknaccudeckoit popmoit BIKH TpeOyroT nHANBHIyaTbHOTO MTOAX0Aa. Y
OOJBIIMHCTBA TMALMEHTOK IJIaBHAs )kajmo0a — M3OBITOYHBIA POCT BOJIOC HA Teje, MPH ITOM
MEHCTPYQJIbHBIA ITMKJI MOXET OBITh HOPMAJBHBIM M Oecruiogus MOXeT He OblTh. B Takux
ClIyyasix PEKOMEHIYIOT HCIIOJIb30BAaTh PA3IMYHbIE METOIbl >nwisuuu. B ciywae, korga y
MAIMEHTOK eCTh MPOOJIEeMbI C 3a4aTHEM WJIM BBIHAIIMBAaHUEM OEpPEMEHHOCTH WJIM BBIPAKEHHOE
HapyILIEHHE MEHCTPYaIbHOTO LIMKJIA — PEHIAETCS BOIIPOC O Ha3HAYEHUH TNIFOKOKOPTUKOUIO0B UITU
OpaJIbHBIX KOHTPALETITUBOB.

HeoOxomumMo OTMETHTb, YTO J03bl MIPENapaToB MOJOUPAIOTCS WHIUBUAYAIbHO
SHIOKPUHOJIOTOM TI0J] KOHTPOJIEM T'OPMOHAJIBHBIX aHAJIM30B KpoBU. JlMHaMumyeckoe
o0cneoBaHMe B3pOCIBIX MAMEHTOB, KaK MPaBUIIO, MpoBoAUTCS 1-2 pasa B roa. O06s3aTenbHO
Ha/10 IPOBOIUTH 0OCIIEI0OBaHMS 17151 OOHAPYKEHHSI OCII0KHEHUH 3a00J1€BaHuUs WK TOCIECTBUN
HEMpPaBWIBHOTO  JIeYeHUsS (COCTOSIHME JKEIYJOUYHO-KUIIEYHOTO TpakTa, HaOII0JeHHe
o(ranbMoIiora, THHEKOJIOIMYECKOE M aHAPOJIOrHUecKoe 00CiIeJOBaHUE)

VY B3pocneix nanueHTtoB ¢ BJIKH ecTecTBEHHO BO3HHMKAIOT BONPOCHI, CBSI3aHHBIE C
BO3MOKHOCTBIO HaclielloBaHMs 3abosieBaHUs uX JAeThbMH. [Ipu ciusHUM criepmaro3ouia |
MaTEpUHCKOH sifliekyieTku opMupyercss reHoM Iutofa. Kaxkaas kieTka miuojia coaepxuT 23
Mapbel XpOMOCOMBI, IIPY 3TOM OJIHa XpOMOCOMa W3 Hapbl OT MaTepu, Ipyras oT oTua. bonesns
pa3BHUBaeTCs €CiId 2 XpOMOCOMBI COZIEP)KAT MOBPEXKICHHBIN I'eH (2 MyTalluK), €CIIU BBISBIICHA
Tonbko 1 MyTanusi (IOBpEXIEH I'eH OJHOM XPOMOCOMBI), TO TaKO€ COCTOSHHE Ha3bIBAETCS
«3JI0pOBBIM HOCHUTENbY». Ternepp pacCMOTPUM CUTYyaLMIO, KOTJa B CYIPY>KECKOM mape OAWH W3
naptHepoB OoneH BJIKH. B ciyuae, ecnu apyroi mapTHEp 370pOB, TO peOCHKY IepenaacTcs
ToNbkO 1 TeH ¢ myranueil u pedbenok Oyner 3mopoB. Ecnu maptaep Toke 6onmen BJIKH wmm
SIBJISIETCSL 3JJOPOBBIM HOCHTENIEM, TO BO3MOXKHa cuTyanusi poxkaeHus pedenka ¢ BJIKH. T.o.
TaKUM CYTIPYKECKHM IMapaM HE0OXOIMMa KOHCYJIbTAIUsl TeHeTHKa M 00CIeI0OBaHNE MapTHEpa

Ha IpeaMeT MyTalliu B reHe ¢pepmenTa 21 rupokcuasbl.
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Yacras curyanus npu BJIKH — sto mcuxomorudeckue mpoOiaembl. ITo 3a00jeBaHue,
0€3yCJIOBHO, SBJISETCS CTPECCOM s WICHOB CEMbH UM  B3pOCIBIX  MAIMEHTOB.
Cnenmanu3upoBaHHas ICKXOJIOTHYECKAs TOMOIIb BO MHOTHX CTPaHaX SIBJISIETCS HEOThEMIIEMOM
qacThio paboThl ¢ nanuentamu ¢ BJIKH.
B 3akmrouenun xotenoch Obl ckazath, uro BJIKH - 3abonmeBanme, mommaromieecs
neuenuto. [Ipu agekBaTHON Tepanuy U Ka4ECTBEHHOM HaOIIO/ICHUU 3a MAllMeHTaMU OHU BEIYT
HOpPMAJIbHBIA 00pa3 KHU3HH, TOJTHOCTHIO COLMAIBHO aaNTUPYIOTCS, TOIY4YaoT 00pa3oBaHuE,

CO3aar0T CEMbH, BOCITMTBIBAIOT JIeTEH.

[punoxenue I'. Unpopmanus njist Bpaven

I'.1. Mloacuer rupcyTHOoro uymcia mo mMoaMpuuupoBaHHOW mkane deppumana-
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[Ikana noacuera rupcytHoro yncia Geppumana-I'omises. B kaxnoi n3 n300pakeHHbIX
aHJIPOTE€H-3aBUCHMBIX 30H CTETEHb 0BOJIOCeHUs oneHuBaercs ot 0 10 4. 3areM mudpsl
CYMMUpYIOTCS U nosrydaeTcsi rupcytHoe yncio (I') mauuentku. ['upcytusm Bepuduuupyercs
npuI'Y>6

I'2. XapakTepucTHKa IVII0KO-  MUHEPAJOKOPTHKOWJIHBIX NPENapaToB /Jisl JeUeHus

BAKH
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I'mokokopTukouasl Mexanusm aeiictBusi U gapmakosoruyeckue 3¢Q@eKTsbl.
MexaHu3M AeiCTBUS TTTIOKOKOPTUKOUIOB OCHOBAH HA MX CBSI3BIBAHUU C BHYTPUKIETOYHBIMU
CTEPOMIHBIMHM PELENITOPaMU, MPU 3TOM TOPMOHBI PETYIHUPYIOT HKCIPECCHUI0 IIMPOKOTO
CIEKTpa TE€HOB Ha TPAHCKPUIIIMOHHOM M TMOCT TPAHCKPUILHUOHHOM  YpPOBHSX.
['IOKOKOPTUKOUJIBI UTPAIOT BAXKHYIO pOJIb B aJalTallid OpraHu3Ma K CTPECCOPHBIM
BO3/EHCTBUAM BHEIIHEH Cpe/ibl, 0Ka3blBasi MHOIOCTOPOHHEE BIMsIHUE HAa 0OMeH BelecTB. OHU
CIOCOOCTBYIOT Pa3BUTHIO TUIEPIIIMKEMHHM Ye€pe3 HECKOJIbKO MEXaHU3MOB: CTHUMYIHPYIOT
[IEUYEHOYHBIH TIOKOHEOTeHe3; YCHIIMBAIOT KaTa0oa13M OeJIKOB, CTUMYJIUPYS BBICBOOOKICHUE
AMHHOKHUCIIOT — CyOCTpaTOB TJIIOKOHEOTeHe3a; CHIDKAIOT MOTpeOIeHHEe W HCIOJIb30BAHHE
[JIIOKO3bl  KMPOBOM  TKaHbIO; yBEIUYUBAIOT J(PGEKTUBHOCTH JEHCTBUS TOPMOHOB,
CTUMYJIMPYIOUIMX KJIIOYEBbIE META00JIMYECKUE TPOLECChl, B TOM YHCIE IJIFOKOHEOT'€HE3.
['JIFOKOKOPTUKOUABl YCUJIMBAIOT JIMIOJUTHYECKOE JeicTBue KarexoiaMuHoB U CTI u
MOBBIIIAIOT CO/IEP’KAaHHE CBOOOTHBIX KUPHBIX KHUCIOT B IJIa3Me; OKa3bIBAIOT aHA0OIMYECKOe
neiictBue Ha oOMeH OelIKOB B IMEYEHHM M KaTabOJM4YecKoe — B MBIIIIAX, >KUPOBOM U
TUM(OUIHON TKaHX, KOKe, KocTAX. OHU MOAABISAIOT POCT U AeieHue Gudpo01acToB 1 CHHTE3
KOJIJIar€Ha, 3a CYeT Yero HapyllaloT pernapaTuBHYIO (a3y BoOCHajJeHHs; NMPU HX H3OBITKE
YCUJIMBAETCs KOCTHAas pe30pOuus, IMOJNABISETCS KOCTeOOpa3oBaHHME, B PE3yJIbTaTe Yero
camkaercss MIIKT. I'moxokopTukouabl 00Jaal0T CHJIBHBIM MPOTHBOBOCHATUTEIBHBIM H
UMMYHOCYTIDECCUBHBIM JIeWCTBHEM. B cucreme rumoraraMmyc—THIOPU3—HAIIOYCUHUKH
JEHCTBYET KJIIACCHUECKUH MPUHIMI «OTPUIATEIHHOU OOpPaTHOM CBSI3W»: TITFOKOKOPTHUKOUIBI
NOJABJIAIOT 00pa3oBaHuEe KOPTUKOTpOnuH-puin3uHr-ropmona u AKTI. B sunokpuHonorun
OCHOBHO€ IOKa3aHUE JJI Ha3HAYEHHs TTIOKOKOPTUKOUIOB — 3aMECTUTENIbHASI Tepanusl Mpu
HEI0CTaTOYHOCTH (DYHKIIMM KOPbI HAAIIOYEYHHUKOB.
[lo mponomkuTenbHOCTH NEHCTBUS NpenapaThl TIIOKOKOPTUKOUIOB Pa3/IeisoT Ha 3
IPYNIbI: KOPOTKOTO AEUCTBUS (TMIPOKOPTH3O0H), CpPEeIHEH MPOAOJKUTEIbHOCTH IeHCTBUS
(MpeAHU30JI0H, METUIIITPETHU30JI0OH) U JJIUTENIbHOr0 AeicTBUs (1ekcameTa3oH). Kpome Toro,

pasnuyHa U OMOJIOoTHYecKas aKTHBHOCTh IipenaparoB (Tabdm. I'1).

Tabauna I'2.1. CpaBHUTEIbHAS XapaKTEPUCTUKA PENApaTOB INIFOKOKOPTUKOUIOB U

MHHCPAITOKOPTUKOU OB

IIpenapartbl CranpaprHas AKTHBHOCTH
TaldJIeTHPOBAHHAA
¢opma,
JKBHMBAJICHTHAs 110
TJIIOKOKOPTHKOU/HOM
AKTHMBHOCTH, MT'
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I'mokoko |  MuHepaioko AKTT-
PTUKOU]T PTHKOUHAS TIOJIABJISIO
Hasl 1rast
['uapoxopTH30H 20 1 1 +
[IpenHn3010H 5 4 0,5 ++
MeTHIIpe THA30JI0H 4 5 0,1 ++
Jlekcamera3on 0,5 30 0,05 +++
D1y APOKOPTU30H 0,1 15 150 —

@Dapmaxokunemuxa. Ilpu npueme BHYTPb INIFOKOKOPTHUKOUIBI XOPOLIO BCACBIBAIOTCS B
KKT, mpuyem npremM muIy Majio BIHSET Ha X abcopOruto. JIpyrue myTy BBeICHUs TpenapaToB
IpU JICYEHUU HHIOKPUHHBIX 3a00JIeBaHUI MPAKTUYECKH HE HCIHOJIB3YIOT, 32 HCKIIIOUYCHHEM
cllydaeB OCTpod HajmoueyHukoBoi HenoctarouHoctd (OHH), xorga ruipoKopTH30H BBOIST
napeHtepanbHo. HecmoTpst Ha kopoTkue T1/2, B TKaHSAX INIFOKOKOPTHUKOMIBI COXPAHSAIOTCS TOpas3 o
JOJIbIIIE, B COOTBETCTBUHU C YEM UX TepaneBTHYecKue 3PPEeKThl JOCTATOYHO JJIUTENbHbIE (TabI.

2, 3).

Taoauna I'2.2. ®apmakoKUHETHKA [IPENapaToB IITIOKOKOPTUKOUI0B

IIpenapar T1/2 13 NJ1a3MBbI KPOBH, 4 T12 n3 TKaHe, 4
['unpokopTH30H 0,5-2 8-12
[Tpeann3o0si0H 2-4 12-36
MeTuanpeHu30J10H 24 12-36
JexkcameTa3on 5 36-54

Ilobounvie 3¢pgpexmui. Yactora pa3zButus U BbpaxkeHHOCTh HIIP riarokokopTHKOMaOB
3aBUCAT OT J03bl U JUINTEIBHOCTU WX NpPUMEHEHUs. XapaKTepHble MOOOYHbIE SBJICHUS IPU
MapeHTepaIbHOM MPUMEHEHHH TJIFOKOKOPTUKOUJIOB OOBIYHO OOpaTuMbl U MOTYT OBITh
YCTPAaHEHBI WM YMEHBIIECHBI TP CHUKECHUU J03BI.

Onooxkpunnas  cucmema: yTHETEHME  (YHKUMU  HAJINOYEYHUKOB, BTOpPHUYHAs
apeaKTHBHOCTH HAAMIOYECYHUKOB U THIIO(H3a Pa3INYHOTO TeHEe3a, pa3BUTHE CHHApoMa MieHko—
Kymmunra, HapymeHuss MEHCTpyaJlbHOTO LIHMKJIA, CHH)KEHUE TOJEPAHTHOCTH K TJIIOKO3€,
MPOSIBJICHUE JTATEHTHOTO caxapHoro auabdera (CJI), moBbImIeHne MOTPEOHOCTH B HHCYJIMHE WITH
NepOpabHbIX THIIOTIIMKEMUYECKUX cpelcTBax y 6onbHbIX C/I.

JKKT: menitudeckasi si3Ba ¢ BO3MOKHBIM MTPOOOJCHUEM U KPOBOTEUCHUEM, TAHKPEATHT
(TOIIHOTA, pBOTA), B3YTHE )KUBOTA, S3PO3UBHBII/I3BEHHBIN 330()arut; MOBBIIIEHUE aKTUBHOCTH
AJIT, ACT u menouynot ¢ocdaraspr (ILP) B chiBopoTKe KpoBH (OOBIYHO 3TH HW3MEHEHHS
HE3HAUUTENIbHBI, HE CBSI3aHbI C KAKUMU-JIN00 KIMHUYECKUMH CUHIPOMAaMU U 0OpaTHMBI MOCe

MIPEKPALLEHUS JICUEHHUS).
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Cepoeuno-cocyoucmass  cucmema. XCH 'y OONBHBIX C  COOTBETCTBYIOIIEH
MIPEIPacONOKEHHOCTHIO, TIOBBIIIICHHE apTepUaIbHOTO AaBieHus (A/ll), y O0IBHBIX ¢ OCTPBIM U
MOJOCTPhIM  MH(GApPKTOM MHOKapJa — paclpoCTpaHEHUWE odara HEKpo3a, 3aMeaJIeHHe
(dhopmMupoBanus pyOIIOBOM TKaHU, YTO MOXKET MIPUBECTH K Pa3pbIBY CEPICUHON MBIIIIIIBI.

Hepsnas cucmema: TOBbIIIEHHE BHYTPUYEPEIHOIO JABJICHUS C OTEKOM JHCKa
3pUTENBHOTO HEPBa, CYyJ0POTH, TOJIOBOKPYKEHHE, TOJIOBHAs 00Ib, NENIUPUH, Je30pUEHTAIINS,
st opHs, TAIUTFOIMHAIINH, MAaHUAKATBHO-ICTIPECCUBHBIN TICUXO03, NCTPECCHS, TAPAHONSI.

Opeanwt yyscmg: 3amqHssl cyOKalcylspHas KaTapakTa, MOBBIIICHHE BHYTPHUTIIA3HOTO
nasnenust (BI'/l), rmaykoma ¢ BO3MOKHBIM MOBPEXKICHHEM 3PUTEIHLHOTO HEPBA, YK30(TAIbM,
CKJIOHHOCTb K Pa3BUTHIO BTOPUYHBIX OAKTEpUAIBbHBIX, TPHOKOBBIX HJIM BUPYCHBIX MH(EKIUN
IJ1as.

Obmen gewgecme: OTPULIATENBHBIN a30TUCTBIN OanaHc, 00yCIOBICHHBIN KaTaboIu3MOM
OEJKOB.

Onopno-0suecamenvhas cucmema: «CTEPOUJIHAS» MHOIATUS, CHIXKEHHE MBIIICYHON
Macchl, OCTEONOPO3, pas3pbIBBl CYXOXKWIHHA, B OCOOCHHOCTH axXWJUIOBA CYXOXKHJIUS,
KOMIIPECCUOHHBIE MEPEIOMbl MO3BOHKOB, AaCENTHYECKUM HEKpOo3 3Mu(u30B OeIpeHHON U
IJICYEBOM KOCTH, TATOJIOTUYECKHUE MEPETOMBI JITUHHBIX KOCTEH.

Kooicnvie noxkpogwi: MenneHHOe 3a)KUBJICHUE paH, HCTOHYEHHE U CHIYKEHUE MTPOYHOCTU
KOXH, TMEeTeXUH, dKXUMO3bI, SpUTEeMa JUIa, BO3MOXKHOE TOJIABJICHHE PEaKIMU MPHU KOKHBIX
TECTax, THPCYTU3M, OBBILIEHHOE IOTOOT/IEJICHUE.

Annepeuueckue peakyuu: TeHEpaTU30BaHHBIE (KOXKHAS ChIITb/KPAMBHULIA).

Jlpyeue: TOBBINICHWE amNmNeTUTa, HWKOTa, APUTMHH, THIIEPKOATYJALHSI, TPOMOO3BI,
TpoUYECKUE M3MEHEHHSI POTOBUIIBI, MOBBIIIEHHOE BHIBEACHHUE KAabIUs, TUIIOKAIbIIMEMHUS,
pa3BUTHE WK 000CTpeHrEe NHPEKINOHHBIX 3a00JIEBaHUH.

Cunopom  «ommeHbl»:  €CIM 'y  TAalHWEeHTa, JUIMTEIbHO  MPHUHUMAIOIIETO
TJIFOKOKOPTUKOUBI, OBICTPO YMEHBINATh JI03y TMpernapara, MOTYT pa3BUThCA MPU3HAKU
HAJMOYEUHUKOBOM HENOCTaTOYHOCTH, apTepuanbHas TUIOTeH3Us U cMmepTh. Kpome Toro,
BO3MOXXHO pPa3BUTHE CHHIPOMA «OTMEHBI», HE CBS3aHHOTO C  HAJNOYECYHUKOBOU
HEJOCTAaTOYHOCThIO (AHOpPEKCHS, TOIIHOTA, PBOTA, JIETAPTHs, TOJIOBHAs OO0Jb, JTUXOPAJIKa,
apTpairus, 1eCKBaMallys SIUTENNs, MAAJTHs, CHIDKEHUE MacChl Teja, CHibkenue AJl).

Taoauna I'2.3. JIekapcTBEHHBIE B3aMMOICHCTBUS TIFOKOKOPTUKOUIOB

IIpenaparsl IddexTnI

biiokarops! KambIHUEBBIX CHuxenne 3(pPeKTUBHOCTH NEPEUUCIIEHHBIX IIPENapaToB
KaHaJIOB, XMHUWH,
SPUTPOMHULIVH, UHIUHABUD

74




KP82

Bospacranue pucka popmuponanus s138 B JKKT

HIIBII

HNunyxropsr dpepmenta CYP3A4
(Hammpumep, (beHuTOouH,
(denobapOuTai, kapbamaszenwvH,
MIPUMU/IOH, pudadyTuH,

pudaMIUIUH) WM MPEnaparos,
MTOBBIIIAOIIUX META00IUICCKUI
KIUPEHC  TIIFOKOKOPTHUKOHUIOB
(adenpuH 1 aMUHOTTIOTETUMHUT)

Ocnabnenue AeHCTBUS NTFOKOKOPTUKOUIOB

WNuruburopsr depmenra
CYP3A4 (keToKOHA3011,
MaKpOJIMIHbIE AHTHOMOTHUKH |

zp.)

YBenuueHue KOHUEHTpauuu TIIIOKOKOPTUKOUIO0B B KPOBU

I'mnorimkemMudeckue,
AQHTUTUIIEPTCH3UBHbBIC
npenaparbl, Ipa3uKBaHTEIb U
KaTUHBBIBOIAIINE TUYPETUKH

['11F0KOKOPTUKOU B YMEHBIIAIOT
JEMCTBUE NIEPEUYHCIICHHBIX IIPENapaToB

TCPAINICBTUYCCKOC

I'emapun, anbengazonn,
Kanmuiicoeperaronme JUypeTUKH

IloBhIIIEHNE aKTUBHOCTH NEPCUUCIICHHBIX IIPLCIIapaTOB

HenpﬂMme AHTHUKOAr'yJISIHTBL

N3meHeHus: CBEpTHIBAEMOCTH KPOBHU

AHTaroHuCTHI [2-
aJIpCHOPEIENITOPOB, THA3UIHBIC
MY pPETUKH, QpypoceMus,
ATaKpUHOBAS KUCIIOTA,
WHTHOUTOPBI KapOOaHTUIPA3HI,
amM(pOTepUIIIH

HpI/IMeHeHI/Ie BBICOKHUX J103 TJIFOKOKOPTUKOW 0B
YBCIIMYIUBACT PUCK PA3BUTHUA 'MIIOKAIIMEMHUN

AHTaUABI YMEHBIIAKOT BCACBIBAHUE MIIFOKOKOPTUKOUIOB IIPU PUEME
BHYTpPb

CamunuiaTtel VYBenndyeHue noyeyHoro KIMpeHca CaTulliIaToB

OpanbHbie KOHTpPAIENTUBBI, | YBeIUUeHUe T 1/2 TIIFOKOKOPTUKOHJIOB

AHTUTHPCOUAHBIC TTPCTIapaThl

Tamnoomun

B03MOXXHO pa3BUTHE TOKCHYECKOTO O3MUACPMATBHOTO
HEKpoJIn3a

Cep):(eqHLIe TJIMKO3HUIbI FJ'IIOKOKOpTI/IKOI/I)II)I MOTYT IIOBHIIIATH PHUCK
BO3HHUKHOBEHUS apUTMUH WIH JTUTUTATUCHOMN
HMHTOKCHUKAIIUU

Comarponus 3amemnenne abcopOIMM COMaTPOIMHA

9T3.HOJI, 9TAaHOJICOACPKAIIIUC VBennueHWe YacTOTHl IOSBICHUS WM HHTCHCHBHOCTH

npenaparhbl 3pO3UBHO-3BEHHBIX NTopaxkeHnid KKT

MunepajokopTuKonabl. MexaHu3M AeHCTBHA U papMaKoIorudeckue d3pPexrTbl.
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OcHoBHast (yHKUIUS MHUHEPAIOKOPTUKOUIOB — 3aJIepKKa B OpraHu3Me HaTpus |
nojaaepxkaHue GU3MOIOTHIECKON OCMOJISIPHOCTH BHYTPEHHEH cpenbl. [ TaBHBII opraH-MHIIIEHb
STHX TOPMOHOB — TI0YKa, I/Ie OHU yCUJIMBAIOT aKTUBHYIO peabCopOInio HATPHUS B AUCTATBHBIX
M3BHUTBHIX KaHAIbIAX U COOMpATEIBHBIX TPYOOYKax, CTUMYJIUpPYs dkcrpeccuto rena Nat-K'-
AT®a3el. Kpome TOro, MUHEpaIOKOPTUKOUIbI CIIOCOOCTBYIOT BBIJIEICHHUIO MOYKAMU HOHOB
Kamusi, BOAOpPOJa W aMMoOHHUs. JIns 3aMecTUTeNbHOW Tepamuu MHUHEPaTOKOPTHKOUTHOM
HEIOCTaTOYHOCTH B HACTOSIIIEE BPEMsI IPUMEHSIETCS] TOIBKO (IIyAPOKOPTU3O0H.

@apmaxokunemuxa. Ilocne npuema BHYTpb (GIIyAPOKOPTU30H OBICTPO U MOIHOCTHIO
BcachiBaeTcs U3 XKKT. Cmax by apokopTH30HA B I1a3Me JOCTHTACTCS PUOTU3UTENHFHO Yepes 2
4. CBsi3piBaHMe ¢ Oenkamu mina3Mbel — 42%. Metabonusupyercs B ieueHu. BeiBoauTces moukamu
B BHUJE HEAaKTHUBHbIX MeTabonuToB. Ti12 w3 miasmel— 3,5 4. Jlerko mpoxoauT
rucroremarnyeckue Oapbepbl. T12 — 18-36 4. HesnauutenbHast 4yacTh SKCKPETUPYETCS MpPH
JTaKTaluH.

Ocobennocmu npumenenus. llpenapar s¢ddekTuBeH npu npueMe BHYTPh U oOjanaer
MOIIHBIM MHHEPATOKOPTHKOUIHBIM JICHCTBHUEM, COTMOCTABUMBIM C allbJocTepoHoM. llpu
OCpEeMEHHOCTH MOJXKET TOTpeOOBAThCS YBEIWYEHUE 03Bl (IIyAPOKOPTHU30HA, ITOCKOJIBKY
3HAYUTENILHO TOBHINIAETCS YPOBEHb MPOTeCTEPOHA — AHTArOHUCTA MUHEPATOKOPTHUKOMIHBIX
peuentopoB. MHoraa mo3y QuiyapoKOpTH30HA MPUXOAMTCS YBEIWYHBATh B JIETHEE BpEMs
(0coOeHHO B yCIIOBUSIX KapKOTO KITMMaTa) U3-3a OOIBIINX MOTEPh C TOTOM HATPHS U BOJBI (Ta0M.
r4).

Ilobounoe oeticmsue.

Co cmoponvl  cepoeuno-cocyoucmoti cucmemsl. Al', mnepudepruyueckue oOTeKH,
runeprpodus ~ JEBOro  JKENyJOouKa  Cepla,  HEAOCTaTOYHOCTh  KPOBOOOpAIlEHUS,
TUTICPHATPUEMHS, TUTIOKATBIINEMUSI, apUTMHH, Opaukapaus, n3Menenus Ha DKI', xapakrepHbie
JUIS TUTIOKQJTMEMU U, TUTIEPKOATYIISIUS, TPOMOO3bI, O0TUTEPUPYIONINI YHAAPTEPUUT.

Co cmoponvl onopHo-0sucamenvHo2o annapama: MblllIedHas c1a00CTb, CTEPOUIHAs
MOTepsi MBIIMIEYHOH MAacCChl, OCTEONOpO3, KOMIIPECCUOHHBIN TIEpeloM IO3BOHOYHUKA,
ACENTUYECKUI HEKPO3 TOJOBOK OEJPEHHON M TUIEYEeBOI KOCTEH, MaTOJOTHYECKUE MEePeTOMBI
JUIMHHBIX TPyOUaThIX KOCTEH.

Co cmoponwvl JKKT. CtepouHas s3Ba ¢ BO3MOKHBIM MPOOOJICHHEM U KPOBOTEUYECHUEM,
MaHKPEaTUT, METEOpU3M, S3BEHHBIM 330()aruT, HapylIeHUs MHIIEBAPEHHs, TOIIHOTA,
TOBBIIICHUE WJIM CHM)KEHHE allleTuTa, pBOTa, MKoTa, nosbiieHue aktuBHoctu AJIT, ACT u
®.

Co cmoponbl Kodxcu. yTpH, 3aMeITICHHOE 3aKUBJICHNE paH; MCTOHYCHHE KOXKH; TIETEXUU

U TE€MaTOMBI, 3pHUTEMA, NOBLIMICHHAA ITOTJIMBOCTD, annepmqecm/lﬁ ACPMATUT, KpallMBHUIIA,
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QHTMOHEBPOTUYECKHI OTEK, IKXMMO3bI, THIIEP- WM TUIIONUTMEHTALIHS, CKIIOHHOCTb K Pa3BUTHIO
MUOJEPMHUH U KaHIAUI034.

Co cmoponwvr [JHC: nosienue BUJI, cymoporu, roioBoKpyKeHHE, TOJIOBHAs 00JIb,
HapyIIEHUs CHA.

Co cmopomust opeano8 >SHOOKPUHHOU CcucmeMvl. BTOpPUYHAS HAANOYEYHUKOBAS WU
runortajiamo-TunoduszapHas HEJ0CTaTOYHOCTb, CUHJPOM Kymunra, HapyLIECHUS
MeHcTpyasibHOTO TtMKia; HTT; manudecranus natearHoro CJI ¥ moBbIIIeHHE TOTPEOHOCTH B
WHCYJIMHE WA TIEPOPATBHBIX THUIIOTTTHKEMUYECKUX MpernapaTax y 6omapHbIX ¢ CJ; TupcyTH3M.

Co cmopoHbl opeana 3penus: 3amHAS CyOKamcynspHas KaTapakTa, yBEITUYCHUE
BHYTPUIJIA3HOTO JaBIIEHUS, TJIayKoMma, 3K30(TaibM, CKIOHHOCTh K Pa3BUTHIO BTOPHUYHBIX
OaKTepUANTBbHBIX, TPHOKOBBIX WM BUPYCHBIX HWH(MEKIW Tha3, TpohUYecKhue H3MEHEHUS
POTOBHIIHL.

Co cmopoHvl ncuxuyeckou cgepsi: MAaHUN WA ACTUPHO3HBIA CHHAPOM.

Memabonuueckue HapyuieHus: OTPULIATEIbHBIA a30THCTBIN OallaHC; TUIEPTIUKEMUS;
JIIOKO3YpHSl, IOBBIIIEHHOE BhiBeieHne CaZ*, TUMOKaTMeMUIECKUH CHHIPOM.

Ilpouue: anaduIaKkTUUECKHE pEaKIMH; YBEJIMYEHHE MAacchl Tella; MAacKHPOBKa
CHUMIITOMOB HMH()EKIMOHHBIX 3a00JIeBaHMI; OOMOPOKH; Pa3BUTHE UM 00OCTpEHUE MHQEKIIHI
(mosiBJIeHUIO ATOM HekenareapbHOM mo6o4HOM peakumu (HIIP) cmocoOGcTBYyOT COBMECTHO
MIPUMEHSAEMbIE UMMYHO/ICTIPECCAHTHI U BaKIIMHAIIUA ); JICUKOIIUTYPHUS; CHHIPOM «OTMEHBD).

Ta6auna I'2.4. BzaumopelictBre Gy JpoKOpTH30HA C IPYTUMU JIEKAPCTBEHHBIMU CPEICTBAMU

IIpenapar dddekThI
CucremMHbIE TIIFOKO- U [oBeimaet 3¢ pexTUBHOCTD (M TOKCUYHOCTD)
MHUHEPaJIOKOPTUKOUIbI
AHabonanueckue CTepouibl, Cuumxaet 3pPeKTUBHOCTD, YBEITMUUBACT
aH/POTEHBI reraTOTOKCHYHOCTh, MTOBBIIIAET PUCK PAa3BUTHUS

nepuepruIeckux OTEKOB, Yrpel (IPUMEHSITh OCTOPOXKHO
00JIC3HSIX ITCYCHU U CEPJIIIa)

CepneuHble TIIMKO3UIbI U YcunuBaer BepositHocTs HITP
npenaparsl, BbI3bIBAIOIINE
TUIIOKAJINEMUIO (IUYPETUKH,
amdorepui B)

Hatpuiiconepxamue npenapatsl | Bo3pacTaer puck pa3Butus nepudepudeckux 0TEKOB U

THUTIEPTEH3UH

AneTHIICaTUITAIIOBAs KUCIIOTA U [ToBbITIIaeTCs pUCK U3BA3BICHUS CIIU3UCTON 000TI0UKH

apyrue HIIBII JKEIyIKa

Bbapburypartsl, VY cKkopsroT MeTab0au3M KOPTUKOCTEPOUIOB (ITyTEM

MIPOTHBOATHIICTITHICCKHE WHIYKIIUA MUKPOCOMATBHBIX (DEPMEHTORB) M OCIAOJISIOT

cpenctsa (heHutous, UX JIeHCTBUE

KapOamasenuH), pudamMImIH

KOK, conepxarue 3cTporeHbl 3amMenIsaoT MeTaboIu3M, YBEIUIUBAIOT T1/2 U
YCHJIMBAIOT JIHCTBHE (DIIyAPOKOPTH30HA

AHTUTHCTaMMHHBIC ITPEMAPAThI OcnabistoT gecTBre Gy IpOKOPTH30HA
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AHTUKOATYJISHTHI (TIPOU3BOIHBIE
KyMapuHa, UHIaHAUOH, TelapyH),
CTpENTOKNHA3a, YPOKHHA3a

B3bIBaroT CHMKEHUE, a Y HEKOTOPBIX OOJIBHBIX —
noBblIeHNe 3 (HEKTUBHOCTH (PITyIPOKOPTHU3OHA

Tpunukanueckne MoryT ycnnuBaTh ICUXHYECKHAE HAPYIICHNS, CBI3aHHbBIC

aHTUJICTIPECCAHTHI ¢ mpueMoM (pIyJpoKOpTH30HA (HE ClIeAyeT Ha3HAYaTh
WX JIJIs1 JICUCHUS] IAHHBIX HAPYIICHU)

Ddenpun MoxeT yCKOpATh MeTab0IM3M KOPTHKOCTEPOHUIOB
(BO3MOXKHA KOPPEKLHUs 10351 (1Y JPOKOPTU30HA)

[lepopanbHbie Ocnabnsier rUnorIMKeMUYECKOe JIEHCTBUE

THITOTJIMKEMUYECKHE CPEICTBA
WHCYIIMH (BO3MOKHA KOPPEKIUS
JI03BI THITOTJIMKEMHYECKUX
CPEJICTB)

KanwuiicGeperaromye AnypeTHKH,
cnaOuTeIbHbIE CPEJICTBA

Ocitabnsger gercreue

NmmyHOenpeccanTsl

[NoBbImaeTcst puck pa3BuTHs HHOEKIUHU, TUMPOM H
npyrux guMdornponudepaTuBHBIX 3a00J1eBaHUN

CoBMeCTHOE TPUMEHEHHUE C
JeTIOJIIPU3YIOLIUMHU
MHOpEIaKCaHTaMH

@Dy IpOKOPTHU30H MOXKET CLIOCOOCTBOBATH YCUIIEHUIO
0JI0Ka/1bl CHHAIICOB U IPUBOJAUTH K YBEITHUYCHHIO
IPOJOKUTEILHOCTH HEPBHO-MBIILIEYHOM OJIOKa/IbI 3
CUET TMIIOKAJIbLEMUHI

[IpuMeneHue BakuH,
COJIEpKAILMX KUBBIE BUPYCHI

Bo3MorkHa periukalysi BUpycoB (pa3BUTHE BUPYCHBIX
3a00J1eBaHNi) U CHIDKEHUE BHIPAOOTKH aHTUTEN
(01THOBpEeMEHHOE MPUMEHEHHUE HE PEKOMEHYETCs])

JIpyruie BaKIMHBI B COUCTAHUH C
(h1y IPOKOPTU30HOM

IToBrIIaroT PUCK HEBPOJIOTUICCKUX OCIIOKHEHUM 1
CHMIXAIOT BBIpa6OTKy AHTUTCI

Tabanna I'2.5. Cxema koppekimu 3amecTuTenbHoN Tepanuu ipu B/IKH

VYcnoBue

JleiicTBue

JIuxopanka

YBenuueHue 1036l THAPOKOPTU30HA B 2
pasa nipu t 38rpC, B 3 paza npu t 39rpC 1o
HOpManu3aiuu (00baHO 2-3 aH:);
MOBBIIIEHHOE YIIOTPEOICHHUE AIEKTPOIIUT-
COAEPIKAIIMX KHUJIKOCTEN

["acTposHTEpUT MK TpaBMma (IIpUEM
OpaJIbHBIX (POPM HEBO3MOXKEH )

I'uapoxoptr3on B/M 100 MT B CyTKH
(manpumep, yrpom 50 Mr, 1HEM 25 MT U
BEeUepoMm 25 mr)

Xupyprudeckoe jgedeHue (HeCI0KHOE;
MaJIOMHBAa3MBHBIE TIPOLIEAYPHI, HATIPUMED
930(haroracTpoyoICHOCKOIHS, IKCTPAKIIHS
3y0a)

I'uapoxopTr3oH B/M 50-75 Mr B CyTKH
00b1yHO 1 - 2 1Hs (Hanpumep, 25-50 mr 3a
15-30 MuHYT 10 BMEIIATENBCTBA U 25 MT
MOCJIe BMEIIATENbCTBA)

Bonbiioe xupypruueckoe BMEIIaTENbCTBO
o1 oOIIMM HapKO30M, TpaBMa, pOJIbl UIIU
00J1e3Hb, KOTOpasi TpeOyeT UHTEHCUBHON
Tepanuu

I'mapoxoptuzon® 100 Mr B/B OomiocHO,
nanee HempepbiBHOE BBeneHue 200 mr B
cyTku (wam 1o 50 Mr kaxzaple 6 4 B/B WU
B/M); HENpPEpPBIBHOE BBEIEHUE KHUIAKOCTEH
(5% nexcrpo3za u 0,9 umu 0,45% NaCl)
[Tociie pomoB 6e3 OCIOXHEHUN — OOBIYHO
nepeBoiIT Ha npueM nepopaibHbix ['KC B
OOBIYHBIX JIJIsl TAIIUCHTA JI03aX.

[Ipu rmagkom TeueHUn
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MOCJIEONePalMOHHOIO NIEPUO/Ia B IEPBbIE
TPU JHS BHYTPUMBIIIEYHO BBOJSAT
100-150 Mr ruspoKOpTHU30HA B CYTKH,
3areM 3—-5 nHeit — 75-100 mr B cyTkH,
1oCjIe Yero nalueHTa nepeBoasiT Ha

Ta6J'IeTI/IpOBaHHLIe npemnaparel 1o OOBIYHOMU
CXEMC.

AJITMCOHNYECKUI KpHU3 CM. TekcT gaiee

*2UOPOKOPMUZOHA CYKYUHAM HAMPUSL

I'4 AnropuT™ JieyeHHusi OCTPO HAMOYEHNKOBOI HenocTtaTounocTu npu BJAKH

IKCTpEeHHbIE MEPbI.

e VcTaHOBJIEHHE BHYTPUBEHHOTO JIOCTYIA.

e B/B BBemenue 2-3 1 0,9% pactBopa Hatpus xyopuaa (co CKOpOCThIO 1 J1 B Hac).
OO0s13aTeTbHO MOHUTOPUPOBATH MPHU3HAKU TEPETPY3KU KUIKOCTHIO (apTepHalbHOe
JTABJICHHE, [ICHTPAIbHOS BEHO3HOE JIaBJICHHUE, TUYPE3, FICKTPOIHUTH KPOBH, XPHITHI B
JIETKUX ).

e B/B BBenenue ruapokoptu3ona (100-150 Mr HemeayIeHHO U faiiee KaKpie 6 Jac).

Mepbl I0CJI€ CTAOMIN3AIMH COCTOSTHUS MAIMEHTA.

e IIponomxenue B/B BBeaenue 0,9% p-pa HaTpus XJIOpHUAA C YMEHbIIEHUEM 00beMa U
ckopoct uHOY3un (B TeueHue 24-48 yac), mocie BoccraHoBieHus OIK —
JIOTIOJTHUTENbHOE BBeZieHue 5% p-pa aexctpossl (0,5- 1 ).

e [locreneHHOE yMEHBIICHUE 103bI TIIOKOKOPTHKOUIOB (B TeueHue 1-3 qHei).

e Hayano 3amecTUTENnbHOW MHUHEPATOKOPTUKOMAHON Tepanuu ((ayapoKOpTU30H
0,1 mr/cyt.) mpu TapeHTepadbHOW 03¢ TuApoKopTH3oHa MeHee 100 mr/cyr,
npekpatiennu BBeaeHus 0,9% p-pa HaTpus XJopuaa WiK repexoie Ha nepopaibHbIi
IIpUEM FHAPOKOPTH3OHA.

e [louck u neueHne STHONOTUYECKOTO (DaKTOpa (BEPOATHBIX MH(EKITHIT ), MPUBEIIINX K
OCTPOM HAANOYEUHUKOBOW HEAOCTATOYHOCTH.

JlaabHeH1ee Be1eHne

[locne crabunM3anuu COCTOSHMS MALMEHTa W CHI)KEHHUS CYTOYHOM  J103bI
rupokoptu3oHa MeHee 100 Mr B CyTKM NalMeHTa NepeBOIAT Ha TOCTOSTHHYIO 3aMECTHTEIbHYIO

TOPMOHAJIbHYIO T€paNUio Ta0JIETUPOBAHHBIMU IIPENapaTaMy I'MAPOKOPTH30HA.

Ta6anna I'2.6. 3amecTutenpHas Tepanus Ipyu OCTPOH HAAIOYEUHUKOBON HEOCTATOYHOCTH

npu BJIKH
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Ipenapar IIpumenenne
JlorocnuranbHbIN 3TAN
I'nppokopTusoH BHyTpuBeHHO (eudpoxopmusona cykyunam Hampus) Aiam

(mpenapar BbIOOpA)

BHYTpHUMBIeuHo, 100-150 mr

JlekcameTa3oH WIIH

BuyTtpuBenHo, 4—-8 Mr cTpyiHO Ha IOrOCHUTAILHOM HTalle

IIPEHNU30JI0H BuyTtpusenHo, 40 Mr cTpyiHO Ha 1OTOCIIMTAJILHOM JTalle
1 cyTknu
I'mapoxopTuzon BuyTpuBeHHo min BHyTpuMbIedHo, 100-150 mr kaxable 6 4,

(npemapat BbIOOpa)

MakcuMasbHas cyrouHas go3a — 800—1000 mr

2-5 cyTKH

I'mapoxopTrzon

[Tpu AJI 100 MM pT CT | BBIIIE IEPEBOJ HA BHYTPUMBIILICYHOE
BBeAeHue , 5075 Mr kaxapie 6—8 4, ¢ MOCAEAYIOIUM

CHUKEHHUEM J03bI KaXkible CyTKH (2550 mr 2—4 pa3a B CyTKH).

[Tpu noze menee 100 mMr — nobaBiaeHUE Gy IPOKOPTH3OHA
0,05-0,2 mr/cyT

Hocaenywime 1Hu

I'mppoxopTHsoH +

GbIyIpOKOPTHU30H

IlepeBon Ha epopasIbHBIN pUEM

-BuyTtps, 40 mr yrpom u 20 mr B 18:00, nocrenenHoe
CHHIKEHUE J03bI JI0 CTaHIAPTHOM 3aMeCTUTENbHOM (110 40 MT
ruipokopTr3oHa (10 Mr nmpegHU3010HA) B CYTKH)

- Baytps, 0,05-0,2 mr B cyTku (00190 0,1 MT /CYT)
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