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Cnmcok cokpameHni

170HP —17-rugpokcunporectepor

HLA-xommekc — Human Leucocyte Antigens (cucreMa TE€HOB TKaHEBOM
COBMECTHUMOCTH YeJIOBEKA)

TART — Testicular Adrenal Rest Tumors (oOpa3oBaHus B SHWYKaX M3 OCTAaTOYHOM
HAAMOYEUHUKOBOMN TKaHH)

AI' — AprepuasibHas runepTeH3us

AKTI'— AZpeHOKOPTHKOTPOIIHBIM TOPMOH

APII — PenuHoBasi akTUBHOCTD IJIa3Mbl KPOBH

BJIKH — Bposxxaennast tuchyHKIUS KOPbI HAIMOYEYHUKOB

I'K— I'mrOKOKOpTHUKOU I

I'®d BJAKH — I'mnepronnydeckas ¢popma BJIKH

JOK — J1e30KCUKOPTHUKOCTEPOH

KKT — XKenynouyHo-KUIIEUHBIN TPAKT

NUMT — Unnekc Maccel Tena

KT'K — KomOuHHMpOBaHHbBIE TOPMOHAJIbHBIE KOHTPAIIENITUBBI

JIIIBII — JIunmonpoTen/ 1l BBICOKOM IIJIOTHOCTH

MK — MuHepanoKOpTUKOUIBI

HBJIKH — Hexnaccuueckast popma BpoxkaeHHON AUCHYHKIIMU KOPbI HAATIOUYEYHUKOB

HITO — Hapy>xHbie 1oI0BBIE OpraHbl

HTI" — Hapymienue TOIEpaHTHOCTH K IITIOKO3€

OI'TT — OpaJibHBIH IITHOKO30TOJIEPAHTHBIA TECT

OXC — O6uwmit xonectepux

CJ] — CaxapHnbsrii tuadet



TepMI/IHI)I H onmpeacjJcHus

CexkBeHMpPOBaHHE — HTO OINPEICIICHUE MOCIEIOBATEIbHOCTH HYKJICOTHIOB B MOJIEKYJIE
JIHK wnu nociiejoBaTeIbHOCTH aMUHOKHCIIOT B MOJIEKYJIe OenKa.

KomnayHa-reTepo3urorHocTb — 3T0 COCTOSIHUE OpPraHu3Ma, IpU KOTOPOM OAMH M TOT
K€ JIOKYC Ha TOMOJIOTUYHBIX XPOMOCOMAX IPEJCTABIIEH Pa3HbIMU MYTaHTHBIMU aJUIEIISIMHU.

MyTanusi (MaTOreHHbIi BAPHAHT) — ATO M3MEHEHHUE B HACIEICTBEHHBIX CTPYKTYypax
(IHK, ren, xpomocoma, reHOM):

* CO CABUI'OM PAMKH - IPUBOJSAIIAS K HAPYLUICHUI0 HOPMAJIBHOIO OTCYETAa KOAUPYIOIIUX
TPUILIETOB (JE€JIELUN WIM BCTaBKM y4yacTkoB Mousiekyibl JIHK, pa3smeprl KOTOpBIX HE KpaTHbI
TPEM OCHOBAHMSIM); OOBIYHO MPUBOIUT K M3MEHEHMIO aMHHOKHCIOTHOM IMOCIIE0BATeIbHOCTH
Oenka;

* CIUIAICMHIOBas - 3aTparvBarollasi CaliT CIUIAiCUHIAa U NPUBOJALIAS K HEPABUILHOMY
BBIPE3aHUIO MHTpPOHA MO0 K ynaneHuro u3 Moiekynasl PHK wunbopmammonno 3naummoi
3K30HHOM MMOCJIE10BATEIBHOCTH.

Heonaraabubiii ckpunuHr Ha 170HP - no3BosisieT quarHoCTUpPOBATh KIACCHYECKHUE
dopmbl  nepunmrta 21-ruapokcunasel. Ha BTOpoM »3Tame cKpuHUHTa (peTecTUPOBaHUE)
MPEIIOYTUTENBHO ONpEeTIeHUe MYJIbTUCTEPOUIHOTO CIEKTpa METOJIOM TaHAEMHOM Macc-
CHEKTPOMETPHH.

B P® HeoHaTanbHBI CKPUHUHT Ha BBIBIEHUE AeUIUTA 21 -THIPOKCUIIA3bl TPOBOJUTCS
cornacHo npuka3zy Munsnpascoupassutus PO ot 22.03.2006 N 185. CkpUHUHT HauMHaAETCs B
POIUIBHOM JIOME: Y KaXJIO0ro HOBOPOXKIEHHOTO Oepercss HECKOJIbKO Karelb KpOBH Ha
CHEIHaJIbHBIN TecT-0JIaHK, KOTOPBIM HampaBisieTcs B CIELHUATU3UPOBAHHYIO J1a00paTopuio IS
IPOBE/IEHUS HCCIEeI0BaHUsA. Y JOHOIIEHHBIX JieTel KpPOBb AJIS MccieloBaHUs OepyT Ha 4 JeHb
JKU3HU, y HEJOHOLIEHHbIX — Ha 7 JE€Hb >KU3HU. VCcronb3yroTcsl pa3Hble NOPOTOBBIE YPOBHU
170HP B 3aBUCMMOCTHM OT MaccChl TeJla MPU POXKICHUHU, KOTOPbIE OMPEAECIECHBI I KaXKIOu
naboparopun. CBeneHUS O TMOJOXKHUTEIBHOM pe3yJbTaTe CKPUHUHIA COOOIalTCs B
HOJMKJIMHUKY 10 MECTY KHUTEIbCTBA peOeHKa, OCIIE Yero MPOUCXOAUT MOBTOPHBIN 3a00p KPOBH
JUISl pETECTUPOBAHMS.

HNuTponTtoniacruka - GopMupoBaHue MpeaaBepys BX0Aa BO BiIaraiuiie.



1. KpaTkas nagopmManus no 3a00J1eBAHNI0 WM COCTOSTHMIO (rpynime

3a00J1eBaHUil UM COCTOSIHUI)

1.1 Onpegeaedne 3a00Je€BaHUsl MM __COCTOSIHMS _(Ipynnbl_3a00JieBAHUI _WJIH

COCTOSIHU)

Bpoxaennas nucpynkuus kopbl Haanoyedynukon (BAKH) — sTo rpynna ayrocomuo-

pelecCCUBHBIX 3a00JeBaHUM, XapakTepusyrolmxcs Ae(GeKToM OAHOro u3 (QEepMEHTOB WIU

TPAHCIIOPTHBIX 6CJIKOB, NPUHUMAKIUX YIaCTUC B CUHTC3C KOPTHU30Ja B KOPC HAAIIOYCUHHUKOB

1.2 DTHoJOrusa M MaToreHe3 3a00JeBaHUs WM _COCTOSIHUS (IPVINbI 3a00JeBaAHUI

HJIN COCTOSTHH)

[TpuumnHoit pasButus ar060i Gopmel BJIKH sBisiroTcss maToreHHbIe BapuUaHTHI T'€HOB,
OTBEUAIOLMX 33 CUHTE3 ()EPMEHTOB WJIM TPAHCIOPTHBIX OEJIKOB, yYaCTBYIOIHUX B OMOCHUHTE3E
KOpTH30JIa.

BJIKH BcneactBue  geduumra  21-rugpokcuiasbl  00ycloBlieHa — NATOr€HHBIMU
Bapuantamu B rene CYP21 (CYP21A2), naxonsmemcs B HLA-koMIIekce Ha KOPOTKOM IIjieue
6-if xpomocombl (6p21.3). Omnucano ©Oonee 200 mnartorennbix BapuantoB CYP21A2.
bonbummHcTBO (75-80%) M3 HUX NPUXOAUTCS HAa TOYEYHBIE MUKPOKOHBEPCUU MEXKIY T'€HOM
CYP21 u romonornunsiM emy ncesoreHoM CYP21P (CYP21A1P, CYP21A), B To Bpemst Kak
Bcero 20-25% mnpuxoauTcs Ha KpYNHbIE MyTallUM — JAEIEHUM U KOHBEPCHM, IPUBOISAIINE K
oonee TsokensiM popmam BJIKH. Kpome Toro, cymiectByroT 0Gosee pelkue CropagudecKue
NaTOT€HHbIE BApUAHTBHI.

B GonbmHcTBe cinydaeB aedunuTta 21-ruapokcuniazbl 0TMEYaeTCsl HAIWYMe (EHOTHII-
TEHOTUIIMYECKON KOppessiuU. Tak, IaTOreHHbIE BApUAHTHI, COMPOBOKAAIOLINECS COXPAHEHUEM
6onee 5% akTuBHOCTH (hepMeHTa, MPUBOIAT K HeKiIaccuyeckoil opme 3a0osieBaHUs; KPYIIHbIE
JeNIeNMN U CIUIaCUHT-MYTallid, TPU KOTOPBIX aKTUBHOCTH (pepmeHTa cHuxkeHa 1o 0-2% - K
kjIaccuyeckuM ¢opmaMm. OAHAKO HEOOXOTUMO MOMHHUTb, YTO OJHM M TE€ K€ MaTOreHHbIE
BapHUaHThl MOT'YT IPUBOJUTH K Pa3HbIM (PEHOTUITMYECKUM MposiBieHusM (Tadm. 1) [1,2,3,4].

Tabdauua 1. derotunuyeckass KOppemsaius HanboIee YacThIX MAaTOTEHHBIX BapHaHTOB

reda CYP21 npu pazmuunsix popmax BJIKH.

CoubTepsiomas BupuiabHas ¢popma Hexnaccnueckas
(¢popma ¢popma
1172N — I172N V28IL
2spl P453S — P453S
E3del P30L < P30L
R356W PI05L




Q318X R339H

Knacmep E6 V304M
L306insT G3758
CYP2IA2/CYP2IAIP

B cmysae koMIayHA-TeTEpO3UIOTHBIX COCTOSHMH KJIMHHYECKas KapTHHA Yalie
ornpenensercss 0oee «IerKuM» MaTOreHHBIM BapuaHTOM. B oTimuue oT JeTcKoro Bo3pacra, y
B3pOCJBIX HECKOJIBKO 00Jiee BBICOKA YYBCTBUTEILHOCTH MUHEPAIOKOPTHKOUIHBIX PEIENTOPOB,
IO3TOMY T€ MAaTOreHHBbIC BapUaHTHI, YTO B JAETCTBE Yalle NaBajll KJIMHUYECKYIO KapTHUHY,
XapaKTEepHYIO Ul COJIBTEPSIONIEH (OpMBI, Y B3POCIBIX MOTYT HPOSIBISTHCS B BUJE MPOCTOM
BUPHUIIBLHON (OpMEI (Tab. 2).

Tabauna 2. @DeHOTUNMYECKHE TPOSBICHUS PA3IUYHBIX TEHOTUIIOB Y B3POCIBIX

ManueHToB ¢ aepunutom 2 1-ruapokcuinassl B PO [4].

IIaTorennbli Kinunnyeckue npusHaKu
BapUAHT 3a06oJieBaHus (%)
2spl/12spl Conbrepstomas 85%
Bupunenas 15%
1172N/1172N Conprepsromas 21%
Bupunsnas 78%
E3del/E3del Conbrepsromas 100%

R356W/R356W Conwrepsitomas 100%

I'unepronnueckas ¢popma B/IKH pa3BuBaeTcs BciaencTBHE NAaTOr€HHBIX BApPUAHTOB T'€HA
CYPI11B, nokanuzoBanHOM Ha 8 xpomocoMe (8q21-q22). B opranusme uenoBeka
byHkunoHUpyroT 2 wu3odopmbl  pepmeHta, oOmanaromme 93% wunpeHTHyHOCTHIO. 11[-
ruapokcunaza 1 tuna (CYP11B1) BeipabaTsiBaeTcs B IyYKOBOIM 30HE KOPBI HAANOYEUHUKOB,
oTBeyaeT 3a OumocuHTe3 KopTuzona u perymupyercds AKTI mo mexanusmy oTpuuareiabHOR
oOpartHo#i cBs3u. ImenHo neguuut dpepmenta 11B-rugpokcnnassl 1 THIIA IPUBOAUT K PA3BUTHUIO
runepronnueckoit popmbel BAKH. Hanbonee yacteiii matorennslit Bapuant B rene CYP11B1 —

R448H.

W3onupoBanublii  gedexr BTopodt u3zodopmbl  11B-ruppokcuinazel  (anbIOCTEPOH-

cunterassl) kK B/IKH nHe otHOCHTCS.

Hapymenne cuHTe3a KOpPTHU30Ja BCJIEACTBHE HENOCTAaTOYHOCTH (QepmeHTa 21-
THJIPOKCHIIA3hl BEAET K TOMY, YTO IO MEXaHHW3MYy OTPULIATENIbHOW OOpaTHOM CBSI3U M3OBITOK
AKTT crumynupyeT KOPKOBBIM CIOM HAJIMOYEYHUKOB, YTO BBI3BIBAET €€ rumepruiazuio. [Ipu

3TOM H3-3a CYIIECTBYIOLIETO (PepPMEHTATUBHOTO OJI0Ka Ha ITyTH CTEPOUIOTEeHE3a HAKaIlJIMBAIOTCS
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MPEIIIECTBEHHUKN KOPTU30J1a U aHAPOTE€HOB, IyTH OO0pa30BaHUSA KOTOPHIX HE 3a0JO0KHpPOBAHbBI
(puc.la, 16, 1B). [1,2,4].

XonecrepuH

PASMseC 4 PAS0CTT +
STak Pasoc1? 170H- b5 17BHsDS
Mpersnesonon e rREHGAGH Aras AHOpocTeHgruan
IBHSD2 IPHSD2 IBHSOZ IFHSDZ
L v L J L
Pas0c17 170 H- 17RHSDS
Mporecrepox nporecTepaH == ool A OPOCTEHIMOH TecTocTepon
P450c21
' P450c27 P4SOIR SaR2
11-pgeszorcK- L v ¥
KOPTHUKOLCTEPOH 11-ae30kcH- 110H- Ourunpo-
HKOpTHU3IoNn dH CTEHANOH TECTOCTEPROH
P450c118 PT Apo i P
¥
P4s0c11p T1pHSD2
KopTHEOC TepoH il v
11-keto
P45 AS Roptezon
¥ AHAPOCTEHAMOH
18-rnopoKkcK-
KOpTHEOCTEROH 17BHSDS
L 3
P-iEDctln'S" -
TeCTOCTEpOH
AnNbAoCTEpoH

Pucynok 1a. Cxema crepouioresesa

Hpumeuanus. P450scc (CYP11A1l) — 20,22-mecmomnaza, wiu «pEpMEHT, PaCIIETUISTIONIUI

OOKOBYIO IIEeTIb XOJIlecTeprHa» (scc - oT aHri. side chain cleavage); StAR — crepongoreHHBIN OCTPBIN

perymsitopusiit 6enok; P450c17 (CYP17A1) — 17a-runpoxcunasa;

P450c17 +

b5

17,20-nua3a

(CYP17A1) +

cytochrome  b5;

3BHSD2

3-0era-

TUAPOKCUCTEpOouieruaporenasa, tum 2; 17pHSDS — 17-0era-rufpoKkcucTeporiicTuaporeHasa, THIl S5;

P450c21 (CYP21A2) — 21-ruapokcunasza; P450c11B (CYP11B1) — 11 -ruppokcunaza; 11HSD2 — 11-

oera-rugpokcuctepounaeruaporerasa, tun 2; P450c11AS (CYP11B2) — anpnocreponcunTasa; DA —

JIETHIPO3HaHIpoCcTepoH; SaR2 — S-anbda-penykrasa 2.

XonectepuH

P450scc + P450c17 +
STaR P450c17 170H- b5 SA 17BHSD5 A
» [lperHeHonoH NperHeHonoH > ars > AHapocTeHanon
3BHSD2 3BHSD2 3BHSD2 3BHSD2
A A4 P450c17 + A4 Y
P450c17 170H- bs 17BHSDS T
MNporectepoH nporecTepoH » AHOPOCTEHANOH »| TectocTepoH
P450c21X P450c21 >l< 5aR1 P450c11B 5aR2
] Y ) A A4 A4
11-nesokcu ‘ 11-pe3okcun Sa-nperHaH-17a- 110H- Auruapo-
KOPTUKOCTEPOH | | KopTu3on on-3,20-4oH aHApPOCTEeHAVOH TeCTOCTepPOH
A
. 3aHSD
AS (pepyKraza) 11BHSD2
4 v A A
AnbaocTepoH Koptuson 170H-anno- 11-keto 3aHSD
nperHaHoNoH aHAPOCTEHANOH (okenpaza)
P450c17 17BHSD5
A4 A
11-keTo
AHApPOCTEpPOH TecToCTepoH AHapocTeHanon

f

17BHSD5

Pucynok 16. [Tarorene3 BJIKH Bcnencteue nedunmra 2 1-runpokcunassl (P450c21).




IIpumeyanus. P450scc (CYPI1Al) — 20,22-npecmonasza, uiau  «(EpMEHT,
paciIeruIsIFonrii OOKOBYIO IIeTlb XoJecTepuHa» (scc - oT aHri. side chain cleavage); StAR —
CTEpPOUJIOTCHHBIM OCTpbIi peryistopubiii 6enok; P450cl7 (CYP17A1) — 17a-rugpokcuinasa;
P450c17 + b5 - 17,20-nmaza (CYP17A1) + cytochrome b5; 3BHSD2 - 3-Gera-
TUAPOKCUCTepouaeruaporeHasza, tun 2; 3a0HSD — 3-anbda-ruapokcucTeponaieruaporeHasa;
17BHSDS — 17-6era-ruapokcucrepouaneruaporenaza, tum 5; P450c21 (CYP21A2) — 21-
runpokcmnasza; P450c11p (CYP11B1) — 11B -ruapokcunaza; 11BHSD2 — 11-Gera-
ruapokcuctepouaeruaporesaza, tun 2; P450c11AS (CYPI11B2) — ajmpgoctepoHCHHTA3a;

JAI'DA — nermaposnuanapoctepos; SaR1 — S-anbda-peaykrasza 1; SaR2 — S-anbda-penykraza 2.

-

XomecTepua

|

[IperHeHONOH ——» 17-OH-nperenononr.  —* JleIIIPOAIAHAPOCTEPOH

| i i

[lporecTepor  ——»  17-OH-mporecTepon T —» AHIpOCTeRIOH

AKTT 1 21-rugpokcuiaza i

JIe30KCHKOPTH- TecrocTepon t

KOCTepOoH

l

Koptukoctepon

l

AnbjgocTrepon l KopTHzon |

Pucynoxk 1B. Ilatorene3 BJIKH BcnenctBue pedumura 21-rugpokcunassl (B

11-1830KCUKOPTH3071

COKpAIIIEHHOM BH/JIE).

IIpu I'd BJKH (nepuumr 11B-rugpoxcunasel, P450c11f) marorenes ananornueH
nepuuuty 21-ruapokcunaspl. [nmaBHBIM oTiIMuYMeM sABIsSeTcs To, 4ro mnpu D  Ornok
pacriojaraeTcsi HUXKe, MPH 3TOM HapyllaeTcss KoHBepcHs ae3okcukoptukoctepona (IOK) B
koptukoctepoHn. Umerno n3o6eiTok JIOK, o6anaromero MUHEPATOKOPTHKOMHOW aKTHBHOCTBIO,
CUMTAETCs OCHOBHOM NPUUYMHON MOBBbIMIEHUs apTepuanbHoro nasieHus npu BJAKH (puc. 2).
Taxoke oOcyxaeTcs BO3MOXKHast poib 18- ruapokcu- u 19-okco- merabonautoB JJOK, kotopsie

TO€e 00J1a/1at10T MUHEPATIOKOPTUKOUAHBIMU CBOMCTBAMHU.
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Pucynok 2. [Tatorene3 B/IKH Bcnencteue neduimta 11p-runpokcunassl.

1.3 Dnuaemuosorus 3a00JeBAHUA WM COCTOAHHMS (rpynnbl 3a001€BAHUI MU

COCTOSIHMA)

PacnipoctpanenHocts kiaccuueckux ¢opm aedunuta 21-rugpoKcuiia3bl COCTABISET OT

1:14000 o 1:18000 >kuBBIX HOBOPOXIEHHBIX B MHpe. I10 1aHHBIM HEOHATAIBHOIO CKPUHUHTA B
P® pacnpoctpaneHHOCTh 3a0o0sieBaHMsI B OTHENBHBIX pernoHax cocrasiser oT 1:5000 o
1:12000, B uenom no ctpane — 1:9638 uBbIx HOBOpokAeHHBIX. Heknaccuueckas gpopma BJIKH
BcTpeyaercss vame — ot 1:500 mo 1:1000 cpemu oOmieil momynsiuuMu, a B HEKOTOPBIX
W30JIMPOBAHHBIX ~ ATHUYECKUX  TPYINIax, XapaKTEepPU3YIOUIUXCS  BBICOKMM  MPOIEHTOM
OJM3KOPOACTBEHHBIX OpakoB (HampuMmep, eBped AIIKeHa3d), PaCHpOCTPAHEHHOCTh MOXKET

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

Ha Bropom mecrte Haxonutcs runepronnyeckas gopma BJIKH (I'® BJAKH) — nedpunur
11B-ruapokcuiasbl, KOTopasi BCTpeyaeTcs MO JaHHBIM JUTeparypsl npumepno y 1 Ha 100000
HOBOPOXACHHBIX, a cpean eBpeeB Mapokko - 1 Ha 5000-7000 nHoBOpOXneHnoix. B Poccuun

pacnpoctpaneHHocTs ['® BJIKH He uzyueHa.

OcTtanbHbIE (bOpMBI OIIKMCAaHbI JIMIIb B BUJAC OTACIIbHBIX KIMHUYCCKHUX Ha6J'IIO,[IeHPII>i n HC

NOoAJIC)KAT CUCTEMATHU3allK JIJIA BblpaGOTKI/I KIIMHUYCCKHUX peKOMCHHaHHﬁ.
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1.4 Oco0eHHOCTH KOAMPOBAHHMA 3200J€BAHUA WM  COCTOSAHUA (Tpynnbl

3200JJeBAHUN HMJIM COCTOSAHMIT) mo MeXIVHAPOAHOW CTATHCTHYECKON KJaaccupuraimuu

00JIe3Hel M MPo0JaeM, CBA3AHHBIX CO 3I0POBLEM

AnpeHorenuTtanbHbie pacctpoiictBa (E25):

E25.0 - BpoxaeHHBbIE aIpeHOTCHHUTAJIbHBIC HAPYIICHUS, CBA3aHHBIE C JACPHUIIUTOM
(bepMeHTOB;

E25.8 Jlpyrue agpeHoreHuTanbHble HapyIICHUS;

E25.9 AnpeHoreHutaibHOE HAPYILIEHUE HEYTOUHEHHOE.

1.5 Kuaccudukanus 3a001eBaHUS HMJIM COCTOAHUSA (TPynnbl 3a00J1eBAHMI WU

COCTOSIHU)

B Hacrosimee Bpemst onucano 7 ¢popm BJIKH:

. JUTNOWIHAS TUTIEPILIa3Hsl KOPBI HAAMO4YeuHUKOB (aedunut StAR-nporenna);
. nedunmt 20,22-1ecMonassbl;

. nedurut 170-ruapokcmnasel/17,20-mmassr;

. neuuT 3B-rTuApOKCUCTEPONIICTHIPOTeHA3I,

. neguuut 2 1-ruipoKcuiassl;

. neguuut 11B-ruapoxcunassl;

. Ne(UIIT OKCHIOPETYKTA3HbI.

Haubonee wacras ¢opma BJIKH, Bctpewaromasici OGonee uem B 90% ciyuaes,
oOycioBieHa aepunutoM (epmenrta 21-runpokcunassl. B cBoro ouepens, BJIKH Bcrneacrsue
nedunuTa 21-rupoKcuiasbl oApa3eiseTcss Ha HEKIACCUYEeCKYI0 U KilacCudeckue (BUpHIIbHas

U COJIbTEpsroIIasi) GopMel.

1.6 Kianaudeckass KApTHHA 3200J1eBAaHUS MJIM COCTOSIHUA (rpynnbl 3a00J1eBaHUM

HJIN COCTOSTHUM)

Kmuanueckas xaptuna neduiura 21-THaApOKCHIa3bl CKIAABIBACTCS U3 JBYX OCHOBHBIX
COCTaBISIONINX: HAAMOYCYHUKOBOW HEIOCTATOYHOCTH, BO3HHUKAIOIIEH BCJeICTBUE NedUIIUTa
CHUHTE3a KOPTH30Jia U albJIOCTEPOHA, U TUIEPAHIPOTCHHUH, BO3HHMKAIOMICH H3-32 W30BITOYHON
MPONYKIIUA  HE3a0JIOKUPOBAHHBIX TIOJIOBBIX CTEPOHMIOB. B 3aBUCMMOCTH OT CTeNeHU
COXpPaHHOCTH aKTUBHOCTH (epMeHTa 21-THAPOKCUIIA3bl BBIACISIOT JBE KiIacCHYeCKHe (OpMBI

BJIKH: conbTepsrolyo 1 BUPUIbHYIO.
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[Ipu conprepsomeit Gopme umeercs nePUUUT KaK MHUHEPATOKOPTUKOHIOB, TaK U
TIIFOKOKOPTUKOUIOB. [IpruemM AeGuIuT mocineHuX, Mpu OTCYTCTBHH KOMITCHCAIIUH, TIPUBOIUT K
Pa3sBUTHIO CMEPTEIbHO-OMACHOTO COCTOSHUSI — COJBTEPSIONIET0 KpU3a, OOYCIOBIEHHOTO
CHI)KEHHEM peabcopOLuy HATpHUs B KaHAIbLIaX MOYEK, CHIKEHHEM 00beM LUPKYIUPYIOLIEH
KpPOBH, apTepUaIbHOTO JIaBJICHHUsI, pa3BUTHEM BbIpaKeHHOr0 00e3BokHBaHus. Hanbonee Tsxeno
aJIpEHAJIOBbIE KPU3bl MPOTEKAIOT B JIETCKOM BO3pAcTe, C BO3PACTOM MX 4YacTOTa CHMIKAETCH,
OJIHAKO B CTPECCOBBIX CHUTYallUsSIX, HANPUMEpP, MPHU ONepalusiXx, TPaBMaxX, UHTECPKYPPEHTHBIX
3a00JIeBaHUSAX, OHU MOT'YT OCJIOKHUTH TeUEHHUE 3a00JIeBaHMs U Y B3POCIbIX.

[Tpu BupuibHON dopMe OTMEUaeTcsl TONBKO Ne(UIUT KOPTU30Ja, YTO MPU OTCYTCTBUU
JICYEHUsI TPOSIBIISIETCS MBILIEUYHOM C1ab0CThbi0, YTOMIIIEMOCTBIO, ITOTEMHEHHEM KOXKHBIX
MOKPOBOB Ha (pOHE CHMIITOMOB T'HIIEPAHIPOT CHUH.

[Ipu nexmnaccuyeckoii popme 3aboneBaHus BEAYIIMMH Kal00aMH MAllMEHTOK SBISIOTCS
U30BITOYHOE  OBOJIOCEHUE, HApYLIEHHS  MEHCTPyaJlbHOrOo  IMKIA, OecIulofgue  WUiu

HEBbIHAIIMBaHUE OepemeHHocTH [1,2,4,6].

2. IluarHocTuka 3a00/1eBaHUs WM COCTOSIHUS (TPyNnbl 3200/ IeBaHUI WJIN
COCTOSIHMI), MEAMIIMHCKHE NMOKA3aHUS M IPOTHBONOKA3aHUS K IPUMEHEHHIO

METOA0B TUATHOCTUKH

Kpumepuu ycmanoenenus ouacnoza Kiaccuueckux ¢opm Oepuyuma 21-
2UOpoKcuna3vpl: JMArHO3 YCTaHABIMBACTCA C POXKAECHUA HAa OCHOBAaHUM pPE3yJIbTaTOB
1ab0paTOPHBIX UCCIIEIOBaHMI: HEOHATaJIbHOIO CKpUHHMHTa (onpenenenue 17-
ruapokcunporecrepoda (170HP) y HOBOpOXAEHHBIX), B MOCIEAYIOIIEM MOATBEPKIACHHOIO
MOBTOPHBIM JIA0OPaTOPHBIM OOCIIEZIOBAHUE C OMNPEICIIEHUEM B KPOBHU IOBBIIIEHHOTO YpPOBHS
170HP, nomoOIHMUTENBHO TECTOCTEPOHA, AHAPOCTEHJIMOHA, TMPH CcoJbTepstomend Qopme
3a00JIeBaHUs — TOBBIIMIEHHBIM YPOBHEM pPEHHWHA W PEHUHOBOW AaKTHBHOCTH IJIa3Mbl KPOBH,
TUIEpKAIMEMUH, TUIIOHATPUEMUU; PE3yJbTaTaMH T'€HETUYECKOro oO0cienoBaHus (BBbISBICHUE
mytauuid B reHe CYP21A2); nanHpiMH  (uU3UKaIbHOrO OOCIEIOBAaHUS: HapyllEeHUE
(opMHpOBaHUSI HAPYKHBIX TMOJOBBIX OPraHOB Y HOBOPOXJIEHHBIX KEHCKOTO IM0Jia, PU3HAKOB
IPEX/IEBPEMEHHOI0 TOJOBOTO pa3BUTHs y JeTeil o0oux mojoB. B HeauarHoCTUpOBaHHBIX
ciaydasx knaccmueckux (popm BJIKH manmmeHTKH C JKEHCKUM KapHOTHIIOM HMEIOT MYKCKOH
(GheHOTHUN, MPHUHIUIBI JA0OPATOPHONW W TEHETHYECKOW NUAarHOCTHKU 3a00JI€BaHUSA Y B3POCIBIX

TaKHe ke, Kak B JeTCKoM Bo3pacrte [1,2,4-16].
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Kpumepuu ycmanosenenusa ouacno3a Heknaccuueckou ¢Gopmolt oepuyuma 21-
2UOpOKcuna3vpl: JUAarHo3 YyCTAaHABIMBAaeTCS HAa OCHOBAaHUM AHAMHECTMUYECKHUX JAHHBIX:
NAIMEHTKU TPEABSABISIOT JKaJOObl HA HAPYHICHHWS MEHCTPYaJbHOTO IMKJIA, MPUBBIYHOE
HEBbIHAIIMBAHUE WU OecCIulofne, M30BITOUHBIM POCT BOJOC B aHJPOrCH3aBUCUMBIX 30HAX;
JaHHBIX (QU3UKaIHLHOTO 00CIEeIOBAaHUS: Y JKCHIIUH BBIABIAIOTCS MPHU3HAKU THPCYTU3MA, aKHE;
1a00paTOPHOTO M TEHETHMYECKOro oOcienoBaHuil: moBbilieHus ypoBHs 170HP, BoisiBieHue
mytanuii B rene CYP21A2. YV MyXuuH npulesbHas JUarHoCTHKa 3a00IeBaHus HE TPOBOIUTCA,
BCJIE/ICTBUE OTCYTCTBUSA KIMHHYECKHUX MpOsiBIeHUN. VICKIIOueHHe COCTaBISIOT IMAlUEHTHI C
oecrmonueM, TART, onyxonsMu HAAMOYEUHUKOB W C pe3yldbTaTaMH TI'E€HETHYECKOTO
oOcienoBaHusl, KOTOpbIE  SIBJISIIOTCS  NPOMEXKYTOYHBIMU  MEXAY  KJIACCUUECKUMHU U

Hekaccuueckumu enoruramu [17,19,21,24-31,53,56,62].

Kpumepuu ycmanoenenusa ouaznoza cunepmonuueckou gopmot B/IKH ecnedcmeue
oepuyuma 11f-2udpokcunazpl: UarHO3 YCTAHABIMBACTCS C POXKICHHUS HA OCHOBAaHUU
onpezaeneHust 11-1e30KCUKOPTH3071a, TEHETHIECKOTO 00CIIe0BaHUS: HCCIEAOBAHNE MYTAIMA B
reie CYP11B1. Kak mnpaBuio, mpu 3toii ¢dopme 3a00JjeBaHHS OINPEACISICTCS IOBBIIICHUE
170HP, nmostomy 1o pe3ynbTaTaM HEOHATALHOTO CKPUHHUHTA U TTOCTEAYIOIIEro 1abopaTopHOro
oOcneioBaHusl TMalleHTaM yCTAHABJIMBAETCS TEPBOHAYAIBHO JHArHO3 BUPWIBHOU (HOPMBI
nedunmra 21 TUAPOKCWIA3BI, OAHAKO B TOCIEAYIOIIEM, YYUTHIBAsS KIWHUYECKYIO KapTHHY
3a00JIeBaHUS: BBISBICHUS apTEPHALHON THIEPTEH3UU Y MAIMEHTOB, HU3KOM YPOBHE Kalus U
aKTUBHOCTH peHuHa mna3Mel (APII) BHe mpuema muHepanokopTukouaHbINH mpenapatoB (MK)
uin  nepeno3upoBku  TiokokoptukougHeiMu - (I'K), mpoBoautcs Oonee  yriybOiieHHOE
oOcienoBaHME C  ONpENEICHMEM  BBIIIEYKa3aHHBIX  JIAOOpaTOpPHBIX  MapaMeTpoB U

ycTaHaBJIMBaeTCs quarHo3 runepronndeckoit popmer BJIKH [1,4,6, 119-121].

2.1 ’Kaja00bLl 1 aHAMHE3

XKanoObl manueHToB onpeaenstorces Gopmoil 3abosieBaHus (BUPUIIbHASL, COIBTEPSIONIAs,
Heknaccuueckas) [1,2,4,6].
XKanobpl mMaMEHTOB  OMNPENENAIOTCS  KIMHUYECKOW KapTuHoM  aedunmra 21-

rUApoKcHIIasel (cM 1 1.5).

2.2 PusukajabHoe 00cae10BAHUE

dusnkanpHOoe 00CIeJOBAaHNE MALMEHTOB PEKOMEHA0BAHO MPOBOAUTH MO CTaHJAPTHBIM

MPUHLIAIIAM TIporieieBTUKU. Heobxo1MMo poBeCTH OLIEHKY aHTPOIIOMETPUYECKUX ITapaMETPOB,
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CTETICHU TUPCYTHU3Ma Y JKEHIIWH, OICHUTh HAIMYME KIMHUYSCKUX PU3HAKOB HAIITOYSYHUKOBOM
HenmocTratouHocTH [1,2,4,6].

YpoBeHnb  yoenutenbHocTH  pekoMenganumii C  (YypoBeHb  0CTOBEPHOCTH
J0KA3aTeJbLCTB — 5)

Kommenrapun: [lpusnaku eunepanopocenuu y JHCeHWUH ¢ KIACCULeCKUMU Gopmamu
oepuyuma 21-2udpokcunasvi  00bIYHO APKO  BbIPANCEHbI U NPU  OMCYMCMBUU Je4eHUs]
NPOAGNAIOMCA  BUPUTUZAYUEH  HAPYICHBIX NOJIOBbIX OP2AHO8, AMeHOopeell, BblPaAXCEeHHOU
anoneyueti u upcymusmom. B neouacnocmuposannvix cayuasx BIKH nayuenmxu c scenckum
KAPUOMUNOM —~ UMEIOM  MYNHCCKOU  (penomun. Y Mydcuun npusHaKu HAONOYEUYHUKOBOU
2UNEPaHOPOeHUU NPOABTIAIOMCA 8 MEHbULell CIMeNneHl, YeM 8 OemMCKOM 803pacme, K HUM MONCHO
omuecmu akwe u b6ecniooue.

Hepeoko y nayuenmos ommeuaemcsi HUBKUL KOHEUHBII POCM, YMO MOICEM SGNAMbCsl
creocmeuemM Kak HedOCmamouyHo2o (U3-3a u30blmKka amopoceHos), max u uzoeimouHoeo (u3-3a
U3OLIMKA 2TIOKOKOPMUKOUOO08) JleYeHUsl 8 OemCmae.

Hexnaccuuecrkas ¢opma BIIKH ne conpogodicoaemcsi npusHakamu HAONOYEYHUKOBOLU
HeOOCMAamoyHoOCmuy U NposAeIAemcsi 0080JbHO HO30HO — OObIYHO Nocie Nnyb6epmamuo2o
sozpacma. Y mydxcuun 3mo 3abonesanue NPaKmMuyecku HUK020a He OUASHOCMUPYemcs U He
mpebyem leyeHust 6 Ce:A3U C OMCYMCMEUeM XapaKmepHulX NPU3HAK08. Y HceHwun ommeuaromces
NPUSHAKU YMEPEHHOU 2UNepaHopo2eHuU: aKHe, 2UPCYMU3M, AlIONeyus; 4acmo Habaooaemcs
HapyuleHue MeHCmpyaibH020 YUKId, 6ecniooue u HeblHauUBaHue 6epemMeHHOCmu.

YV nayuenmos c deguyumom 11f-eudopoxcunasvl, kax u npu eupunvHou gopme 21-
UOPOKCUNLA3bL, PA3BUBAIOMCS KIUHUYECKUe NPUSHAKU, C6A3aHHble ¢ Oelicmeuem u30ulmka
anopocenos u oeguyuma xopmuzoaa. lloosmomy 6 demckom 6o3pacme HepeoKo nayueHmam
OWUOOYHO YCmaHagIueaemces ouazHo3 oegpuyuma 21-euopoxcunaszvl, mem Oojee 4mo yposeHb
170HP y nux 0661uHO noGbluleH, KaK U NPU BUPUTLHOU (opme. 3ano003pums cUnepmoHuiecKyro
@dopmy MOXNCHO 6 CAYYAAX NOBBIUWEHUS APMEPUATbHO20 O0AGleHUss Yy NAYUeHmos Ha
2NIIOKOKOPMUKOUOHOU  mepanuu 6 OMmCymcmeue npusHakos nepedosuposku mepanuu. Al
Komopas ecmpedaemcs vy 2/3 nayuenmos c¢ Oepuyumom 11f-eudpoxcunaszel, Hauunaem
NPOAGIAMBCS 8 PAZHOM 803pacme, Hauje 8 0emcmee, MOMCenm HOCUMb KAK YMEPEeHHblU, MaK u
BbIPAJICEHHBIN  XAPAKMep € pa3eumuem OCIONCHEHUU: 2unepmpous 1e6020 HceryoouKd,

pemunonamusi, MaKkposackyasapHole ocioxcuenus [1,2,4,6].

2.3 JIaGopaTopHbIEe JHATHOCTHYECKHE MCCAST0BAHUSA

JlnarnocTuka Kiaaccuieckux popm nepunnra 21-rugpoxkcuiaaspl
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e B KkauecTBE OCHOBHOrO METO/Aa BBIABICHHUA Kilaccuuyeckux (opm nepunura 21-
TUAPOKUCIIA3Bl PEKOMEHIYETCS IIPOBOJUTH BCEM HOBOPOXICHHBIM HEOHATaJbHBIN

CKpUHHUHT ¢ uccienoanuem ypoHs 170HP B kposu (A09.05.139) [5,7-15].

YpoBenb  yOenuTelbHOCTH  pekoMeHgauumii B (ypoBeHb  [10CTOBEpHOCTH

J0Ka3aTeJaLCTB — 3)

KommenTapuu: d1acooaps momy, umo BIKH sensemcs eenemuyeckum, NOMeHYUATILHO
JIeMANbHBIM U UMEIOWUM YemKUl OUAeHOCMU4ecKull mapkep 3a001e8anuem, ONMUMAIbHbIM
memooom evisignenus B/IKH 6o ecem mupe 6 nacmosiujee pems cuumaemcs npogeoeHue
HeonamanvHo2o ckpununea. C cepeounst 2006 2. on b6vin Hedper u 8 Poccuu, umo noseonsiem
nocmaeums OUACHO3 U HAYamMb JedeHue ewje 8 panHem Oemckom e6ozpacme. I[loamomy
OUACHOCTNUKA KIACCUYECKUX OpM 80 83DOCIIOM 803pacme 0bbIUHO Yoice He mpebyemca. OOnaxo
uHo20a 3ab01esanue He OUACHOCMUPYEMCs 808peMsl, U YCMAHOGIeHue OUazHo3ad mpebyemcs 6
cmapuiem 6o3pacme. QOOvluHO >3mMa cumyayus G03HUKAem Y B83POCAbIX HpU COYEmAaHUuu
Hecoomeemcmeuss NACNOPMHO20 U 2eHemu4ecko20 Noid UIU Npu OAUMENbHO CYujecmsayroujet

msoicenou supunusayuu [5,7-15].

e Pexomennyerca ucnosnb3oBarhk ucciaenoaHue ypoBHs 17OHP kposu (A09.05.139) B
paHHME YTPEHHHUE Yachl KaK INIABHOTO AuarHoctuyeckoro mapkepa BJIKH B Tex cnyyvasx,

KOr'Jla IMarHo3 paHee He OblJ1 YCTAHOBJIEH B XOJI€ HEOHATAJIbHOTO CKpUHUHTa [16-28].

YpoBenb  yoenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

J0KA3aTeJabLCTB — 4)

Kommenrapun: /uaenocmuxa oegpuyuma 2 1-2udpokcunasvt 0CHO8AHA HA OnpedeneHuu
yposus 170HP — npeowecmeeHHUKA KOPMU30AA, HAXOOAWEe20Csi HenocpeoCcmeeHHO HAo
Gepmenmamugnuvim O10koM. Ilpu Knaccuueckux gopmax e2o ypoeHb 00bIUHO 3HAYUUMENbHO
npesviuter — oonee 300 nmonv/n unu 6onee 100 ne/mn. Kpome moeo, ommeuaemcs snavumenvHoe
noBblUleHUe YPOBHEl MecmoCmepord, aHOPOCMEHOUOHA U OpY2UX NPeOUecm8eHHUKO8 NOT0BbIX
cmepoudos. Ilpu makux nokazamensx OUACHO3 He 6bl3bl8AEN COMHEHUl, OONOIHUMENbHO2O
noomeepoicoenus He mpedyemcs. [Ipeonoumumenvruiti 1a00pamopuvili. Memoo onpeoeieHust
2OPMOHANILHBIX NoKazamenell — HUOKOCMHASL MAHOeMHAsl Macc-cnekmpomempus, memoo MDA

Odaem OobuLee YUCIO JIOHCHONOOHCUMENbHBIX pe3yibmamos [16-28].

JAmnarnocruka HekjJaaccudeckoi ¢gopmal 21-ruapoxkcuiiasbl
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e Jluarnoctuky HBJIKH pexkomenayercss MNpoOBOAWTH Y JKEHIIMH C IPU3HAKAMHU
TUPCYTH3Ma, AJONEIUHU, aKHe, HApYIICHUSMH MEHCTPYalbHOTO IMKJIA, OecruioaueM

W/WIIM TIPUBBIYHBIM HEBBIHALIMBaHUEM OepeMeHHocTH [16-21,29-31].

YpoBenb  yOenuTelbHOCTH  pekoMengauuii B (ypoBenb  J10cTOBEpHOCTH

J0Ka3aTeJabLCTB — 3)

Kommenrtapuu: Juaenocmuka nexknaccuveckou ¢popmot BIIKH sensemcs 6onee wacmoti
3a0auetl U pymuHHO 6CmMpedaemcs 6 NPaKmuKe SHOOKPUHONIO208 U AKYUEPOB-2UHEKOI0208, AK
KaK no KIUHUYECKUM NPOSABLEHUIM MO 3a00/1e8anue cxoxce ¢ CUHOPOMOM HNONUKUCIOIHBIX

AUYHUKOS. HIMeHHO ¢ smum 3abonesanuem u nposooumcs uawe 6ceco ouggepenyuanvras

ouacnocmuxa HBJ[KH. [16-21,29-31]

e Jlna mmarnoctuku HBJIKH pexomenayercsa uccnenoBats ypoBeHb 170HP B kpoBu
(A09.05.139) y xeHmUH B paHHIOK (OIHKYIsIpHYI0 (asy B yTpeHHHE dYachl. [lpu
HEOJHOKPATHBIX COMHHUTEIBHBIX pe3yJabTaTaX HCCIACAOBAHUS — PEKOMEHAYeTCs
KOMIUIEKCHOE OMpe/IeNeHne KOHIIEHTPALUN CTEPOUTHBIX TOPMOHOB (MYIBTUCTEPOUIHBIN
aHaJINU3 KPOBU) METOJIOM TaHAEMHOMN Macc-criektpomerpuu (B03.016.023.001) [16-21,29-

40].

YpoBenb  y0enuTeIbHOCTH  peKoMeHAauuiik A  (YpoBeHb  JIO0CTOBEPHOCTH

JA0KA3aTeJbCTB — 2)

KommenrTapuu: /[na ouacnocmuxu Hexnaccuueckou gopmul 3a60p kpoeu na 170HP
npPoOBOOAM PAHO YMPOM 8 DOJIUKYIAPHYIO a3y yukia (e nozonee 5-7 OHs), npu ameHopee — 8
110601 0enb, cmpoeo eHe bepemennocmu. Hopmoii cuumaromesn noxkazamenu menee 6 HMOb/
unu menee 2 He/ma, nudce smux yposuei HBJIKH npakmuuecku ne ecmpeuaemca. Oonako, psao
aemopos cuumaem, umo HeoOXO0OUMO HNpUMeHAmMb Oonee dcecmkue Kpumepuu (menee 5.1
Hmonw/n, 1,7 ne/mn) ons oyenxu yposus 170HP. B kauecmese ougppepenyuanrvnoco kpumepus
mexncdy uBIAKH u CIIKA, umanpumep, npeonacaemcs UCHONIb3086amMb YPOBeHb 0A3ANbHO2O
1701T" cevrwe 5,4 me/mn (16,2 wmonv/n) [41-43]. Cnedyem nomuums, umo peghepencHvle
3HAYEHUsl, KOmopbvle NPUBOOSMCA PA3IUYHBIMU 1AOOPAMOPUAMU, OOLIYHO OMAUYAIOMCS U MO2YM
ObIMb 3HAYUMENILHO HUMNCE YKA3AHHLIX «OMPE3HbIX MOoueK» Ol OUAHOCIUKU HEeKIACCUYeCKOl
BJIKH. B cnyuae 3uauenuti 6asanvroeo 170HP 6onee 30 nmonv/n unu 10 ne/mn, ouaenoz BJJKH

cuumaemcs noOmMeePHCOEHHbIM, U OONOIHUMENbHOU OUACHOCTUKU He mMPeDyemcs.
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Ilpu noepanuunvix 3navenusx 170HP (6-30 umonv/n unu 2-10 ne/mn — max nazvléaemast
«cepas 30HA»), BbIAGNEHHLIX MUHUMYM NPU O8YKPAMHOM ONnpeodeieHuu, 8 Mupe peKkomMeHOyemcs
nPOBOOUMb OONOTHUMENbHBIUL cmuMmyaupyrowui mecm ¢ npenapamamu u3z ATX-epynnot AKTI

(HOIAAQ2), ymo sisnsiemcs 3010muim cmanoapmom ouaenocmuku B/JIKH 6 mupe.

B xauecmse  oononmumenvHoco  memooa  OUASHOCUKU — HAONOYEYHUKOBOU
2Unepanopoceruu Moxcem Oblmb PEKOMEHO0BAHO NPOBeOeHUEe MYIbMUCMEPOUOHO20 AHAIU3A
KpOBU, OCOOEHHO NpuU HEOOHOKPAMHBIX COMHuUmenvhvix pesyaomamax 170HP  kposu.

[16,17,18,19,21,29-43].

. HpI/I COMHUTCJIBHBIX PE3YJIbTAaTaX OIPCACICHUA 17OHP, a TaKXKC B LCIIIX T'CHCTUYCCKOI'O
KOHCYJIbTUPOBAHUS NAJIEC PEKOMCHAYETCS MMPOBOAUTE TCHECTUYCCKOC UCCIICAOBAHUC I'CHA

CYP21A2 (B03.019.001, B03.019.027.001) [1-4, 44-52].

AnroputMm auarsoctuku Hekiaccuueckoid B/IKH B P® npencrasien B tadi. 3

Tabnuya 3. Aneopumm ouaenocmuku HBIKH 6 P® ecredocmsue Oepuyuma 21-

2UOPOKCUNA3bL
Ba3aabnblii yposens 170HP

< 6 HMOJIB/N 6-30 HMOITB/1 > 30 HMOJIB/T

(<2 ur/mi) (2-10 ur/mn) (> 10 ur/mm)

HMedunur 21- Pexomennyercs HMedunur 21-
THAPOKCHIIA3BI reHeTHYecKoe TH/IPOKCHJIA3DI

HCKJII0YaeTcs HCCJIeIOBaHUe TeHAa
CYP2IA2

YpoBenb  yOenurTenbHOCTH  pekoMengauumii B (ypoBeHb  10CTOBEpHOCTH

J0KA3aTeJbCTB — 2)

Kommenrtapum: B ciyuasx, kozoa npogedenue crmumyaupyrowe2o mecma ¢ mempaxko3aKkmuoom
HeB03MOJCHO, IUDO 8 YeNsAX 2eHemU4ecko20 KOHCYIbMUPOBAHUS NPOBOOUMCS 2eHemU4ecKoe
uccnedosanue Ha Haiudue Namo2eHHulx 8apuanmos 6 eete 2 1-eudpoxcunazvt — CYP21A42.

Ocobennocmu cmpoenusi eena CYP21A2, a umenHo Hanuuue 8 HenocpeOCmeeHHOU Oau30cmu
ncegoocena CYP21A41, npusoosm k momy, umo npumepno 3a 90% cnyuaes B/[KH omeeuarom 12
Haubonee YaACmulX NAMOSEHHBIX BAPUAHMA, 00PA308ABUIUXCS 8 pe3Vibmame pPeKOMOUHAYUU
eenos. C yenvio yoeulegnenus U yCKOPeHUs UCCLe008aHUS pa3pabomansbl MemooOuKu auieib-

cneyugpuueckoui I[P ons onpedenenus nHaubdonee yacmvix mymayuti. QOHako 3mom memoo
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umeem pso 02paHudeHUull: OH He NO380JsAem GblaBUMb CHOPAJUYecKue Namo2eHHbvle 8aPUAHMbI.
C nomowbto He20 HEBO3MONCHO PA3IUYUMb 2OMO- U CeMUSUOMHbIE BAPUAHMDL, YMO MOHCEM
uepamev NPUHYUNUATLHOE 3HAYEHUE NPU 2eHEeMUYeCKOM KOHCYIbMUPOSAHUU NPU NIAAHUPOBAHUU
bepemennocmu. bonee mounvim u npednoumumenbHulM MEMOOOM 2eHEMUYECKOU OUACHOCMUKU
aensiemces cexkgenHuposanue 2cena CYP21A2, m.x. oHo no3eonsem onpedeiums cnopaoudeckue
namoeeHnuvle gapuanmol. Tax, npu nexiaccuueckux gpopmax B/IKH o3modicna uoenmugpurayus
KAK NAMO2EeHHbIX 8aAPUAHMOS, NPUBOOAWUX K HEZHAUUMENbHOU nomepe QYHKyuu Oeika, max u
8apPUAHMOB, OMBEMCMBEHHBIX 3d NOJIHYI0 UHAKMUBAYUIO DelKa.

Oonaxo, kax u annenv-cneyuguueckas IILP, npu evisgnenuu 2-x u Oonee mymayuti
CeKBeHUpOBsanUe He N03680sem Onpeoeumsy, Hax00amcs U OHU 8 KOMIAYHO-2emepo3ucome unu
68 00HOM nonodcenuu 2ema. Kpome mozco, cnoxcHocms 6 OuacHOCmMuKe npeocmasisiem
onpeoeneHue Koauyecmea Konui 2enda, Oonvuux oeneyuti u nepecmpoex. llpu nooospenuu na
NOO0OOHblE CNyYaU MOJNHCHO UCNONb3068amb Koauvecmeennyio I[P 6 peanvHom 8pemeHu uiu
MYTbMUNIEKCHYIO Tueazozasucumyro amnauguxayuio (MLPA).

B cea3u ¢ @vlienepeyucieHHbIMU  CIONCHOCMAMU — Hecoomeemcmeue  1aO0pamopHbix,
KAUHUYECKUX U 2eHemu4yecKux napamempos8 He MOodicenm sGIambCsi NOKA3aHUeM K CHAMUK
Oouaenoza B/IIKH. B makux cnopuvix ciyyasx OOIbWUHCMEO ucciedogameiel peKoMeHOYIom
npo8oOUNMb OUASHOCTNUKY C UCNONIb30BAHUEM HECKONbKUX MONEKVAAPHO-2eHeMU4ecKux Memooos,

a mak dHce npo8ooUMb 2eHemuieckoe ucciedosanue pooumenei nayuenmos. [1,2,4,5,46-52].

JAuarnocruka nepunura 11p-ruapoxcunasbi

e VYV nanuenTtoB ¢ HetunuuHeiM TedeHueM BJIKH wmm passutuem Al pexomenmyercs
npoBoauTh AuarHoctuky '@ B/IKH nmyTeM KOMIJIEKCHOTO ONpeeneHrue KOHIIEHTPAlUU
CTEPOUIHBIX TOPMOHOB METOJAOM TaHJIEMHOW MAaccC-CIIEKTPOMETPUU C HCCIECIOBAHUEM

ypoBHs 11-ne30kcukopruzona B kposu (B03.016.023.001) [1,4,6].

YpoBenb  yOenurenbHocTH  pekoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJabLCTB — 4)

KommenTapuu: Ocrosuvim mapkepom ouacnocmuxu I'®@ BIIKH sensemcs onpedenenue
11-0e3oxcukopmuzona — OCHOBHO20 NPEOUleCMBEHHUKA KOPMU30d, HAX00AWe20cs HAo
GepmenmamusHvim OJI0KOM, KOMOPBIU NPU KIACCULECKOM 8apuanme 3a001e8aHUs npegvluiaem
Hopmy bonee uem 6 5-10 paz. OOnaxko 6 pymuHHOU NPAKMUKE MO B03MONCHO COeNAMb MOJILKO 8
X00e npogedenusi Myabmucmepouono2o aumanusza. Ilosmomy npu nooospenuu na I'® BJKH,

Hanpumep, Npu HU3KOM YPO8He Kaaus u akmusHocmu peHuHa niaazmvl (APII) ene npuema
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MuHepanoxopmukouousiii npenapamos (MK) unu nepedozupoesxu enrokokopmuxouonvimu (I'K),
npU NOBbIUEHUU aAPMEPUATbHO20 OdGNIeHUsl V NAYUEHMO8 C paHee BblA6leHHOU BUPULLHOU
gopmotl 3ab0ne6anus, a maxdxice npu OMCYMCMEUY MUNUYHBIX NAMO2EHHbIX 6APUAHINOE 8 2eHe
CYP21-2udpoxcunassi, nayuenma HeooxXooumo Hanpasums 6 CReyuaIusUpo8aHHsvle yeHmpol OJisl

VMOUHeHUs. OUACHO3A U N00bopa mepanuu.

Uccneoosanue mymayuti ¢ eene CYPIIBI npogooumcs kpatine peoko, no3momy 6
Poccuu eenemuueckyro ouazHocmuxy MOJNCHO Npo8ecmU MOJLKO ¢ NOMOUbIO CEKBEHUPOBAHUS
eena. B nexomopwvix cmpanax (nanp. 6 Hspaune) uccieoosanue o0Ho20 u3 Hauboniee 4yacmoix

namoeennvix éapuanmos - His R448H - npumensiemcs 6 pymuHHoU npakmuxe.

B numepamype onucamnwi ciyuau nexknaccuueckou gopmol depuyuma 11[-euopoxcunasol.
B kaunuyeckou  kapmuHe  OOMUHUDYIOM — NPUSHAKU — CUNEPAHOPOSEHUU U  HAPYUWEHUs.
MEHCMPYATbHO20 YUKIA Y HceHwun, npu smom Al npu smoii gpopme 3aboneanus nem, 1ubo ona
HOCUm He3HauumenvHull xapakmep. [luaenocmuposams Hexknaccuueckyro ¢opmy 11[5-
2UOPOKCUNLAZbL MOJICHO HA OCHOBAHUU NOGbluteHUs: 11-0e30Kcukopmu3ona npu nposedeHuu

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

2.4 HNHCTpYMeHTAJIbHbIE JMATHOCTHYECKHE MCCAEI0BAHUS

Pexomenayercs ¢ uenbto quarHoctuku ocnoxxkHennit BAKH u qnurensHOl 3aMecTUTENbHON
tepanuu ['KC y manueHTOB, KCIONB30BAaTh TAKUE METOAbl MHCTPYMEHTAIBHOM JAMArHOCTUKH,
KaK: PEHTI€HOJCHCUTOMETPHUS BCEM MAlMEHTaM BHE 3aBUCHMOCTH OT CTEIEHH KOMIIEHCAIUH,
VY3U/MCKT nnu MPT Haano4eyHUKOB IpH SMU30/4aX AJIUTENbHON KoMmneHcauuu, Y 3UW opranos
MOIIIOHKK BCeM MYyx4uHaM, ¥Y3UW Majoro Tasza BceM jkeHIIuHaM (mpu nogo3penun Ha OAPT —

JonojHuTenbHO npoBeaeHue MPT manoro Taza [1,4].

YpoBenb  yOenutenbHocTH  pekoMeHaamumii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KAa3aTeJbCTB — 5)

KommenrTapuu: Hucmpymenmanvuas ouasHocmuka y 63pociavix nayuenmos ¢ BIKH
HANpaeiena Ha 8biseleHue BMOPUYHBIX 00PA308AHUL 8 HAONOYEYHUKAX, OCOOCHHO NPpU HNU300aX
onumenvHou oexomnencayuu 6 anamuese (Y3U, KT naonoweunuxos). Heobxooumwiii sman —
OYEHKA COCMOSHUSL PeNnPOOYKMUBHOU CUCTEMbl, UCHONb3YeMble CKPUHUH208ble Memoouku — Y3HU
OpP2aHO8 MAI020 MA3A V HCEHWUH, OP2AH08 MOWOHKU y Mydxcuun. [lpu nepsuunom obpawenuu
nayueHma nposooUmMcs. UHCMPYMEHMANbHAS. OYEHKA COCMOSHUS MUHEPAIbHOU NIOMHOCIU

KOCMHOU MKAHU (npoeedeHue peHmeeHOOechmOMempuu MUHUMYM 2 omoenoé — NOSCHUYHO20
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omoena NO360HOYHUKA U NPOKCUMAIbHO20 omoenda bedpeHHou kocmu). Bonee noopobno 06

uHcmpymenmanvHou ouacnocmuxe npu BJ/IKH u3znooceno 6 paszoene «/ucnancepnoe

naonrooenuey [1,4,53-75].

2.5 nple AMATHOCTHYECKHE MCCIE0BAHMS

Omcymcmeyiom.

3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 H HEMEJUKAMEHTO3HYI0 Tepanum,
AMETOTEPaANuIo, 00e300,1uBaHNe, MEAMIUHCKUE IOKA3AHUS H

NMPOTHBOINIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHUA

3.1 KouncepBaTuBHOE JieUeHHE

JleyeHne ManMeHTOB ¢ KaaccuuyeckuMu gopmamu gepunura 21-ruipoKcuiasbl

e PexoMeHIOBaHO JICUNTH B3POCIBIX MAIMEHTOB ¢ Kiaccuyeckumu (opmamu BJIKH

TUIPOKOPTU30HOM ™ * miu pyurensHo aeiictByromumu 'K [1-6, 76-89].

YpoBenb  yOenutesbHOocTH ~ pekoMengammii C  (YpoBeHb  JO0CTOBEPHOCTH

J0Ka3aTeJLCTB — 5)

Kommenrapun: Jleuenue xnaccuueckux ¢hopm BJ[KH ceooumcs K NOMCUSHEHHOMY
NPUMEHEHUIO 2NIOKOKOPMUKOUOO8 U MUHEPAIOKOPMUKOUOO8 (npu coabmepsowei gopme).
OcnosHas croxcnocmo nevenus B/IKH 3axiiouaemcsi 6 mom, umo 68 Hacmosujee 8pems He
paspabomansvl npenapamsl, HOIHOCMbIO UMUMUPYIOWUE COOCMBEHHYIO CeKpeyuto KOPMu3oad u
cnocobmvie 6 (husuonocUYECKUX 003aX NOJIHOCMbIO NOO0A8UMb  U3OLIMOYHLIL  CUHME3
HAONOYEUHUKOBbIX AHOPO2EHO8, NOIMOMY 6edeHue NAYUueHmos8 C80OUMcs K OANAHCUPOBAHUIO

MedHcOy NPUSHAKAMU 2UNEPKOPMUYUIMA U 2UNEPAHOPO2EHUL.

Tuopokopmuzon™** saenaemcs Haubonee @OUIUOIOSUYHBIM NPENapamom O JeyeHus
0001 opmbl  HAONOUEUHUKOBOU Hedocmamounocmu, e6xkawodas B/KH, m.x. sensemcs
aumanozom coocmeennoz2o kopmu3zona. C yuemom npoooaxcumenbHocmu e2o oeticmeus (0kono 8
4acos), pekomeHOyemcs npumMeHams e2o 2 unu, npeonoumumesnvHee, 3 paza 8 0eHb 8 cpeoHell
0oze 15-25 me/cym ¢ nHasnawenuem 6orvuieli 003vl ympom. Y oemetl 2UOPOKOPMU3OH AGIAECMCS
eOuHCmeeHHbIM pekomenoyemvim TK ¢ yuemom e20 MUHUMANbHO2O 61UAHUS HA pocm. YV

63POCIbIX nNAYUeHnos 2u0p07<0pmu30H makorce Aensaemc npednoqmumeﬂbﬂbm FK 00HAKO 8
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pside cayuae (nanpumep, Npu HUZKOU KOMIIAEHMHOCMU, NPU HEBO3MONCHOCMU CYNpeccuu
VMpeHHe20 NnooveMda aHOPO2eHO8 Uau Oas JedeHus oopazosanuii Haonoueynuxkos/TART),
803MOJICHO ucnoavzosanue 'K onumenvnozco Oeticmeus (npeonuzonon™**, oexcamemason™*,
MemunnpeOHu3010n**). dmu npenapamvl yawje HA3HAYAIOMCA C NPUMEHEHUeM Ooabuell 003bl
Ha HOYb, IUO0 8 KOMOUHayuu ¢ euopoxopmuzoHom™*. Haubonee wuacmo ucnoiv3yemcs
cnedyowas cxema nepesodd ¢ 00HO20 2IOKOKOPMUKOUOHO20 npenapama Ha opyeou. 20 me
2uopokopmuzona** =~ 5 me npeonusonona** = 4 me memuinpeonuzonona** = 0,375-0,5 me

oexcamemaszona** [1-6,76-89].

e Ilpu comprepstomieit  Qopme gedpumura 21-rHIPOKCHIIA3BI  PEKOMEHAYETCS

nononaurenbHo K ['K npumensate MK (puynpoxoptuzon**) [1-6,76-89].

Yposenb  yOenurenbHocTH  pekoMengauuii  C  (ypoBeHb  JIOCTOBEPHOCTH

J0KA3aTeJbLCTB — 5)

KommenTapuu: 011 xomnencayuu MuHepaioKOPmMUKOUOHOU QYHKYUU UCNOTb3Yemcs
¢yopoxkopmuszon**. Cpeonue 003uposKU U CXeMbl NPUMEHEHUS. Npenapamos O/ JeyeHusl

kaaccudeckux ¢opm BIIKH npedcmaenenvt 6 maon. 4 [1-6,76-89].

Tabnuya 4. Ilpenapamul 2110K0- U MUHEPATOKOPMUKOUOOS, UCHONb3YVEMble 6 JledeHUuu
karaccudeckux ¢opm BIIKH y e3pocnvix, ** - npenapamei, 6xoosuue 6 cnucox KHBJIIT

['unpokoptuzon™*, ATX kon 15-25 mr/cyT (MakcumanbsHo 110 40
H02AB09 MI/CyT) pa3/ieJuTh Ha 3 rpuemMa
[Tpenunuzonon**, ATX 5-7,5 mr/cyT (MakcumainbsHo 10 10
kon HO2ABO6 Mr/cyT) Ha 2 preMa
Jlexcamerazon**, ATX 0,25-0,5 mr/cyT (MakcumanbsHO 110 1
kox: HO2ABO2 MI/CyT) Ha HOUb
Metunnpeaanzonon™**, ATX 4-6 MI/CyT Ha HOYb MJIH B 2 MpHeMa
kon: HO2ABO4

Dynpoxoptuzon™*, ATX 50-200 MKr/cyT

kon: HO2ZAAOQ2

e PexoMeHnoBaHO yBenmuueHue 11036l ['K mnm mepexon Ha mapeHTepalbHOE BBEICHHUE
'K B ocTpbix cuTyanusx, Takux Kak ¢eOpunbHas Ttemnepatypa (>38,5°C),
TacTPO’HTEPUT C JETHApaTalluei, onepauuy 1noja oOmel aHecTe3ne U MacCHUBHBIC

TpaBmsl [1-6,90-94].
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YpoBenb  yOenurtenbHOocTH  pekoMeHgaumii C  (ypoBeHb  JI0CTOBEPHOCTH

J0Ka3aTeJLCTB — 5)

KommenTapuu: y nayuenmos c¢ kiaccuueckumu popmamu BIKH 6 opeanuzme He
APOUCX00UM A0eK8AMHOU 8bIPAOOMKU KOPMU30IA 8 OMEem HA PU3UYECKUli cmpecc, Hanpumep,
npu  3a001€8aHUAX, CONPOBONCOAIOWUXC  BbICOKOU MEeMNepamypou, 2acmpodumepume ¢
Oecuopamayueti, onepayusx u mpaemax. HMmenno nosmomy ecem nayuenmam ¢ BIKH
PEKOMeHOYemcsi HOCUmMb npu  cede  UOeHmupuUKayuonHvie OOKYMEeHmbl Ulu Opaciemol,
yKazvigaowue, Ymo y HUX umeemcs 0anHoe 3a001esanue, U 6 Ciyude YPeeHmHblX CUMyayull Um
HeobX00uMo He3ameodnumenvHoe 68edenue 2uOpoKopmusona. Tax kax sabonesanue SGIAENCs
PEOKUM U He 3HAKOMO MHO2UM CHReyUalucmam nepeutdHo20 36eHd, NpeoioNCeHO YKA3bleamb Y
MAKUXx Nayuewmos HAIUyUe XPOHUUECKOU HAONOYEYHUKOBOU HeOOCMAamoyHOCmU, 4mo

obnez2uaem npuHAmMue peuerusl 6 OaHHbIX cumyayusix.

B cnyuae ummepkyppenmuuvlx 3aboneeanuil, npu KOMOPbIX COXPAHEHA B03MONCHOCHIb
npooondiceHus nepopaiviozo npuema I'K, neobxooumo yeenuuenue 003l eIHOKOKOPMUKOUOO8 8
2-3 pasa. Ilpu nespghexmusnocmu 8600umcsi 2UOPOKOPMU3OH™* (2UOPOKOPMUZOH CYKYUHAM
nampus) 50-100 me enympumviueyro, oaiee npu HeoOX0OUMOCMU 88e0eHUe NOBMOPAEMCsL NO
50 me kaosicovie 4-6 wacos. B ciyuae omcymemeus yuyyulenus camodyecmeus 6 meuenue 24-48
4aco8 peKoOMeHOYemcs 20CNUMAIU3AYUS 8 CIMAYUOHAD, 20€ NPOBOOUMCSL 6HYMPUBEHHAS UHQDY3Us
2uopokopmuzona™* na gpone pecuopamayuonnoti mepanuu. Ilpu npumenenuu napeHmepanoHo2o
2uopoxopmu3zona**, dosa gryopoxopmuzona** ne meusemcs, a1ubo oaxce MK ommensromes
noanocmoro. Kax monvko cocmosanue nayuenma cmabunusupyemcs, ciedyem HOCMENneHHO
8epHYmMbCSL K 00bIUHLIM 003am npenapamos. I[Ipunyunvl jneyeHus adOUCOHUYECK020 Kpu3a

usnoodicenvl 6 npunodcenuu A3. [1-6,90-94].

e [Ipu sMOLMOHATEHOM U HEPBHOM HAIPSKEHHUU, IPU JIETKUX BUPYCHBIX 3a00JI€BaHUSAX
u npezacrosuiei ¢puznueckoil Harpyske yBennuuBarh 103y ['K He pexomennyercs [1-

6, 90-94].

YpoBenb  yOenurtenbHocTH  pekoMeHaanmii C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJLCTB — 5)

Kommenrapuu: npu  Qusuveckux Hacpyskax U  HCUXONO2UYECKOM  Ccmpecce

Heobxooumocmu 8 yeeaudernuu 003vl I'K nem [1-6, 90-94].

JleyeHue ManMeHTOB ¢ HeKJIaccHYecKUMH opmamu aepuuurta 21-rugpoxrcuiaaspl
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e Jleuenue manuentok ¢ HBJIKH ¢ nmomompro I'K pekoMeHI0BaHO NPOBOAUTH INpU
BBISIBJICHUM BBIPAXCHHOM TIUIEpaHApOreHnH, OecCIulonus WIM HEBbIHAILIMBAHUS

6epemennoctu [17,87,95-103].

YpoBenb  yOeaureqabHocTH  pexkoMeHaaumidi C  (YpoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

KomMmeHTapum: y oiceHwyun ¢ 8bIPANCEHHbIMU —CUMRMOMAMU — 2UNEPAHOPOSEHUU
603M0CHO HasHauenue 'K (mabn. 5). Ilomumo >moeco, mepanuio MONCHO NPOBOOUMb
KOMOUHUPOBAHHO C 2OPMOHANbHLIMU KOHMPAYEnmusamu 01 cucmemno2o npumenenus (ATX
k00 GO34AA  (IIpocecmacenvt  uscmpoeenvl  (Qpuxcuposannvie  couemaunus)) — u/unu
anmuanopocenamu (ATX koo GO3H), a makoice pekomMeHO08amv HCEHWUHAM PA3TUYHbIE

memoowl snunayuu [17,87,95-100].

Tabnuya 5. Ilpenapamet I'K, ucnonvzyemole 6 neuenuu nekiaccuveckou gpopmol BIJIKH

I'uppokoptuzon™*, ATX xon 10-15 mr Ha 2-3 nmpuema B

HO02AB09 JIeHb
[Mpeaauzonon™*, ATX 2,5-7,5 mr Ha 1-2 npuema
kox HO2ABO6

HexcameTa3zoH™** (TOJBKO BHE 0,25-0,5 mMr Ha HOYB
6epemenHoctn), ATX
koa: HO2ABO2

Metunmnpeaauzonon™*, ATX 2-6 MT Ha HOYB
koa: HO2ABO4

Hecmomps na mo, umo y 68% owcenwun ¢ nexnaccuuecxkou B/JKH camonpousgonbHule
bepemenHocmu Mo2ym HACmynums U 6e3 NpPUMEHeHUs 2IIOKOKOPMUKOUOO8, CHOHMAHHbIE
BLIKUOBIWUU HA PAHHUX CPOKAX NPU OMCYMCMEUU Ne4eHUs] CIMPeyaromces 00CmMamo4Ho 4acmo.
Ilosmomy paccmampusamv eonpoc o I'K mepanuu neobxooumo, npedxcoe 6cezo, Ha mane
NIAHUPOBAHUSL  OepeMeHHOCmY, O0COOeHHO V JceHWuH ¢ becnioouem Ui NPUuSbIYHbIM
HegblHauluganuem oepemennocmu. Heobxooumo ommemumsb, Yymo 6 ciyuae, Ko20a peulaemcs
eonpoc 6 noavsy I'K mepanuu ouenv 6adCHO HauuHamv ee ¢ 5mana NIAHUPOBAHUSL
bepemennocmu, a He Koe0a OepeMeHHOCMb YoJce HACMYNUId, MaKk KAk UMEHHO 2man

umnjiarmayuu Ha ¢0H€ I'K naubonee sascen ons YAyduLeHusl npocHO306 6blHAUUBAHUA.
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bepemennvie owcenwunvr ¢ B/JIKH oondcubl HabI00amuvcs 6pavom-3HOOKPUHOLOZOM,
umerowumM  Onvlm  6e0eHUs  NAyueHmo8 ¢ OAHHbIM  3a00ne6aHuem, U  HA3HAYEeHUe
2NIIOKOKOPMUKOUOO8  OONIHCHO NPOBOOUMbCA NOCNe OYEHKU BePOSIMHO20 NOJOHCUMENbHO2O
appexma npenapama 6 cpasHeHuu ¢ NOMEHYUALbHBIM PUCKOM, C UH@DOPMUPOBAHHOZO
000p060ILHOCO coenacusi nayuenmku. Jlewenue modcem npogoOUMbCsi ¢ NOMOWbIO 106020
2NIIOKOKOPMUKOUOHO20 Npenapamd, 3a UCKIIoUeHuem oOexkcamemasoua. /[o3vl npenapamog c
Hacmynjenuem OepemenHOCmuU 0ObIYHO He MEHAIOMCS, JedeHue Npogooumcs aubo 8 nepeom-
BMOPOM MPUMECMPAX ¢ NOCAeOVIoUel OMMeHol, 1Ub0 00 po008 8 3a8UCUMOCTU 0N MedeHUs.

bepemennocmu.

Kax npasuno, npu nexnaccuuecxoti BIAKH omcymcmeyiom Oeguyum kopmuzona u
convmepsOuwue Kpuszvl, NOIMOMY Hem Heobxooumocmu nogviuiams 003y I'K 60 epems
CMPeCcCOPHBIX COCMOSAHUL, ONePAMUBHbIX 8MEUamenbCme Uil OCMPbIX 8UPYCHBIX 3a001e6aHUI.
HUckniouenuem sensemcs 6viagieHue HeOOCMAMOYHOU BblpAOOMKU KOPMU3Z0AA 60 6PeMsl

cmumynupyiowezo mecma (menee 500 umonv/n) [1,101-103].

e V KEHIIMH C YyMEpPEHHOW THUMepaHApOreHned U AUCPYHKUIMEH SUYHUKOB BHE
IUTAaHUPOBaHUsT ~ OEpeMEHHOCTH  peKOMeHJyeTcsi mnpumeHeHue Bmecto [K
CUMIITOMaTUYECKOW TepamnuM: MPOTeCTareHbl M ACTpOreHbl ((pUKCHpOBaHHBIE
koMmOuHammu), kox ATX GO3AA wwim antuangporens, kon ATX GO3H
[17,87,97,98, 104-118].

YpoBenb  yOenurteibHOCTH  pekoMeHaauuii B (ypoBeHb  J10CTOBEpHOCTH

J0Ka3aTeJLCTB — 3)

KommenTapuu: necmomps ma mo, umo namozenemuyeckoe JjeyeHue HeKIaccuieckol
@opmur B/IKH 00131cHO npoB00UmbCcsi no mem e NPUHYunam, 4mo u Npu KIACCUYECKUX
Gdopmax (nymem 6ozmewenuss Oeuyuma Kopmuszona), Heodoxooumocms HaznaveHus I'K
mepanuu abcoIomHo ecem dceHwunam c¢ Hekaaccuveckou B/[KH evizvisaem 6onvuiue cnopul y
cneyuanucmos 60 ecem mupe. /eno ¢ mom, umo 003wl 'K, HeobxoOumvle 011 nodasieHus
U30bIMOYHOU NPOOYKYUU AHOPOSEHOB8, HEPEeOKO SBNAIOMCA CYNPAPUIUOLOSUYECKUMU, UMO, C
VUemoM MsA2K020 medenus OAHHOU Popmbl 3a001e8aHUs, BbI3bIEAEN ONpedeieHHble COMHEHUs 6
HeoOX00UMOCMU UX NONHCU3HEHHO020 npuema. [loamomy éce Oonvbue cneyuarucmos 60 8pem mupe
APUX00AM K MHEHUIO, YUMo 6He NIAHUPOBAHUS DEPEMEHHOCIU U BbIPANCEHHOU 2UNEPAHOPOSEHUU

npumeHnerue I'K ne ssnsemcs obsazamenvuviM u Moxicem Oblmb 3AMEHEHO CUMNIMOMAMUYECKOU

24



mepanuetl 8 gude KOMOUHUPOBAHHBIX OPMOHATILHBIX KOHMPAYENMUBO8 U/Uli AHMUAHOPOSEHO8.
Ha ¢one npuema KOMOUHUPOBAHHBIX COPMOHANLHBIX KOHMPAYENMUBO8 NOOABIAEMC S CeKPeyls.
JIT, umo conpogodcoaemcs CHudiCeHueM NpOOYKYUU O08APUATILHBIX AHOPO2EH08, a4 34 cuem
nooasnenuss AKTI" — cuuoicaemes npooykyus anopoeenos 6 HII. Kpome moeo, eecmacenmwiii
KOMHOHEHM MOX}Cem 83aumMo0eticeosams ¢ peyenmopamu aHopo2eHo8 U ociabaame oeticmaue
5 anvgha-pedykxmasvl. 3a cuem nosviuenus Ha ghone npuema KOMOUHUPOBAHHBIX 2OPMOHALHBIX
KOHMPAYenmueos ypoeHns 2100YIUHA, C8A3bIBAIOUe20 NOL08ble 20PMOHbL, CHUNCAEMC S CB0DOOHO
YUpKyaupyrowuli. mecmocmepon 8 kposu.  IlpeonoumumenvHo 6wvibupams npenapamsl ¢
cooepocanuem  dmunundcmpaouora  20-30  mxe, u cecmazenvi ¢ AHMUAHOPOSEHHOU
AKMUBHOCMBIO (XIOPMAOUHOH, OPOCNUPEHOH, OUEHO2eCH, YUNPOMEPOH, HOME2ICMPOI ayeman,)
[17,87,97,98,104-118].

Tabnuya 6. Ilpenapamel KOMOUHUPOBAHHBIX 2OPMOHANbHLIX KOHMPAYENMUBO8 U
AHMUAHOPO2EeH08, ucnoiv3yemvie 6 JneveHuu HBIKH, 6 m.u. nposeieHuil 2upcymusma

[87,97,98,104-118]

#l{unporepon**, ATX  xox | 10-50 mr B cytku ¢ 1 mo 15 neHp IuKiIa B BHUIE

GO3H [105] MOHOTEpanuu

#CrmpononaktoH**, ATX kopg 100-200 Mr B CyTKH

CO3DA [87]

#dunacrepun**, ATX kox 2,5-5 Mr B CyTKH

GO3H [87]

H#ITUHUIACTPATUOI + | 0,03+3 mr mo 1 T. nuknudecku B pexxume 21/7 wumm

#IpOCTIUPEHOH ATX  xon | 24/4
GO3AA [115, 118]

H#ITUHUIIICTPATUOI + | 0,03+2 mr o 1 T. nuKIMYEeCKH B pexxume 21/7
#xmopmagunon , ATX koxg

GO3AA [115]

H#OTUHUIIICTPATUOI + | 0,03+2 mr o 1 T. nukIMYecKu B pexxume 21/7
#nmenorect, ATX xox GO3AA

[115,117]

#Jctpaguon+ #Homeractpon , | 1,5 mr+2,5 mr mo 1 1 B iukimueckom pexxume 21/7

ATX xox GO3AA [117]

o Jleunts 6eccumnTomubie popmbl HBJIKH y xenuun ne pekomenyercs [17,57,95,96].

YpoBenb yoeaurteabHOCTH pekoMeHnaanuii C (ypoBeHb 10CTOBEPHOCTH

J0Ka3aTeJaLCTB — 5)

e Jleunts myxunH ¢ HBJIKH He pexomennyercs [17,57,95,96].
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YpoBenb  yOenurtenbHOocTH  pekoMeHgaumii C  (ypoBeHb  JI0CTOBEPHOCTH

J0Ka3aTeJabLCTB — 5)

KommenTapuu: B ciyuae beccumnmomno2o meuenus 3a001e8aHUsL Y HCCHWUH MePanus
He npoeooumcs. Jleuenue wB/[KH y mysicuun 6 OoavuiuHcmee ciyuaes He HPOBOOUMCS.
HUcknrouenue cocmasnsaiom nayuenmol ¢ decnioouem, TART, onyxonsimu HAONOYEYHUKO8 U C
Pe3VIbmamamy 2eHemuecKko20 00C1e008anUsl, KOMopwle AGIAIOMCA NPOMENCYMOUHBIMU MENHCOY

Kiaccuyeckumu u Hekaaccuveckumu gpenomunamu [17,57,95,96].

Jleyenune I'® BJAKH

o Jleuenue I'® BJIKH pexomeHayeTcst IPOBOAUTH MO TEM K€ MPUHLHUIIAM, YTO U JICUECHUE
BUPHIBHON (popMbl, 00ycioBieHHoN aeduuutoM 21-ruapokcunassl. B tepanun moryt

npumensTbes ['K npenaparbl KopoTKoro u jyMreiabHoro aeiicrsus [1,4,6,119-121].

YpoBenb  yOenutesbHOocTH  pekoMengammii C  (YpoBeHb  JOCTOBEPHOCTH

J0Ka3aTeJLCTB — 5)

Kommenrapun: llayuenmor ¢ knaccuveckou ¢hopmoii depuyuma 11p-2udpoxcunaso,
Kkak u npu opyeux ¢popmax BJ/[KH, nosxcuznenno nonyuarom npenapamsl 'K ¢ yenvto koppexyuu
CUMNMOMO8 HAONOYEUYHUKOBOU HeO0OCMAmoOyHOCmU, 2UNepaHopoceHul U apmepualbHouU
eunepmensuu. Ecnu npenapamom evibopa y Oemeil s611emcs cUOPOKOPMU3OH, V 3DOCIIbIX
MOJICHO UCNONIb308AMb U Npenapamsl OaumenvHo2o devicmsus. Heobxooumocmu 6 nasnauenuu
MK y maxux nayuenmoe Hem, max Kax HeOOCMAMOYHOCMb albOOCMEPOHA C U3DbIMKO8

sosmewaemces JJOK [1,4,6,119-121].

e [lammentam ¢ '@ BJIKH B kauecTBe [ONOJHHUTENLHOM TEpanmuu PEKOMEHIYETCs
Ha3HayaTh aHTUrunepreHsuBHble mpemnapaThl (ATX kox CO02), npeanoYTHUTENHHO
kanuiicoeperatomue auypetukn (ATX xon CO03D) u  AuruaponupuINHOBHIE
NPOM3BOJIHBIE CENIEKTHBHBIX OsIokaTOpoB KaiblimeBbIx kaHaioB (ATX kox COS8CA)

[1,4,6, 119-121].

YpoBenb  yOenurtenbHocTH  pekoMeHgammii C  (ypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB —5)

KommenTapuu: eciu na gone monomepanuu I'K ne yoaemcs cxoppeeuposame Al

MOJCHO OONOAHUMENLHO UCHOJIb306AMb anmucunepmen3ueHble npenapanivl, U3 KOMopwvlx
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npeonoumumenbHbiMu  A61omes  Kanuicoeperatomue auypetuku (ATX koo CO3D) u

OUSUOPONUPUOUHOBbLE NPOU3BOOHBLE CELEKMUBHBIX OIOKAMOPO8 Kanbyuesvlx Kananos (ATX koo

CO8CA) [1,4,6,119-121].

3.2 Xupypruueckoe JeyeHue

o Pexomenayercss mpoBOIWTH MEPBBI ATanm (EMUHU3UPYIOMIEH IIACTUKA HAPYXKHBIX
IIOJIOBBIX OPraHOB B TIE€pBbIe TIOJbl JKU3HU peOEHKAa M 3aBepliaTh BCE 3Tallbl

Xupyprudeckoro yiedueHus y naruenTok ¢ B/IKH B myGepratHoM Bo3pacte [122-127].

Yposenb  yOenurenbHOocTH  pekoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KAa3aTeJbLCTB — 4)

KomMmenTapuu: Ha cecoonawHuiti OeHb He NPOBEOEHO  PAHOOMUIUPOBAHHBIX
KOHMPOAUPYEMBIX — UCCAe008AHUL,  NO3GONAIOWUX — CMAHOAPMUUPOBAMb  NOOX00bl K
Xupypeudeckomy nevenuro nayuenmok ¢ B/JIKH. Omoii npobieme 0ondicro 6vimsb yoeneHo ocoboe
BHUMAHUE: CB0EBPEMEHHOCMU NPOBEOCHUsL (heMUHUSUPYIOUell NIACMUKY HAPYICHBIX 2eHUMANUL,
OYeHKe COCMOAMENbHOCMU —ONePAMUBHO20 BMewamenscmed U OMCYmMCmeus pa3eumus
NOCMONEPAYUOHHBIX OCNIONCHEeHULl (pyoysl, cmpukmypvl u m.0.) Bupunuszayus ecenumanuii
HaOwoaemes y  NAyueHmox ¢ podcoenus. Ilpu  8blcoKOU — cmenenu  GUPUIU3AYUU
Gemunuzupyrowas nIacmuka npogooumcs 6 08d 2Mmand: Nepevlil dman, GKIYAUULL
KAUMOPONIACMUKY U pACCedeHUe YPOLeHUMAIbHO20 CUHYCA, NPOBOOUMCSL 8 NepPable 200bl HCUZHU
pebenxa, 6mopoil dman — UHMPOUMONIACIUKY — DPEKOMEHOYemcs Nnpogooums Mnocie
Hacmynjienus MeHapxe u OOCMUNCEHUsT OOCMAMOYHOU ICMPOceHU3ayuu 2enumanui. B
NPAKmMuKe Yacmo 6Cmpeuaomcs Cayuau, Koeoa 8mopoul Sman niacmuku He npo8ooUmcst Niombs
0o 83pocnoeo eo3pacma. Taxkux oceHwun HeoOXO0UMO HaAnNpasiamv 6 eoepaibHbvle
CReYUuanU3UPOBAHHbIE YEHMPLL 2UHEKOI02UYECK020 NpOPuUis, 20e uMeemcss Onvim MmaxKux
onepayuii, a mMakdxice KOMAHOA IKCHePMO8 6 IMOol 001acmu. Xupypeu, amecme3uonou,

ncuxonoau u 3Hookpuronoau [122-127].

3.3 UHoe Jeyenue

JBYCTOPOHHSSI AIPEHAJIKTOMHUS.

e B penkux cinyyasx y MalydeHTOB ¢ HEKOHTPOJIMPYEMOM TUIepaHApOTreHrel Mpu yCI0BUHI
JIOCTAaTOYHOM NPHUBEPKEHHOCTH K JIEYEHHUIO MOKET OBbITh PEKOMEH/IOBAHO IPOBEJCHHE

JBYCTOpPOHHEN anpeHamskromuu [128-131].
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YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

J0Ka3aTeJanLCcTB — 4)

KommenTapuu: Hebonvwoii npoyenm nayuenmos ¢ maxcenou coibmepsouei popmotl
BJIKH ¢ npakmuyecKku NOIHbIM OMCYymcmeuem akmugHocmu 2 1-2udpoxcunaszol He no00armcs
nevenuto I'K: 0adxce npu ucnonv3osanuu 6biCOKUX 003 NPenapamos He CHUMCAemcs 8blpabomka
anopozerHos u ocmaiomes npusHaku supunuzayuu. OcobeHHo 3mo aKkmyaibHO Npu peuleHuu
sonpoca 0 80CCmMano8ieHus hepmuirbHocmuy. B maxkux cuyuasx psaoom agmopos npeonazaemcs
anvmeprHamughvlii memoo newenuss BIJIKH - 0eycmopounss adpenansxkmomus. OOHako 3mom
MemooO NieyeHus vlzvleaem MH020 6onpocos. C 00HOU CMOpOHbl, ee NposedeHue yMeHbuiaem
SUpUIU3AYUIO U NO3607Aem npumeHamb Menvuiue 003wl I'K. C Opyeotl — umeiomcs
UHMPAONEePayuUoHHble PUCKU, PUCK AOPEHAN08bIX KpU308 nocmonepayuonro. llpomusonoxazano
npoBOOUMb  08YCMOPOHHION — AOPEHANIDKMOMUIO  HEKOMWIAeHMHbIM —NAyueHmam, m.K. 8
NOCIeONepayuOHHOM Nepuooe HepeylApHbll Npuem npenapamos 3amMecmumensHol mepanuu
I'K mooicem oxazamocsi pamanvuoim. HMeHHO nO3MOMY peuienue o0 NpOBeOeHUU Cmoib
PAOUKATILHO2O JleYeHUsl He 00IHNCHO NPOBOOUMbCS PYMUHHO 8 obujeti amOy1amopHol npaKkmuxke.
Ilpu 603HUKHOBeHUU NOOOOHBIX cumyayull, Ko20a nayueHmvl He O00CMUSAlom KOMNeHCayuu
oaxce npu npumenenuu cynpagusuonrocuveckux 0o3 I'K u pazeumuu ampo2enHo2o
UNEPKOPMUYUZMA, — OHU  OONHCHbL  Oblmb  HANPAGIeHbl 6  (edepanvhvili  YeHmp

SHOOKleHOJZOZLllleCKOZO npogbwzﬂ ons Peulerusd eonpoca 00 ONMUMANILHOM Memooe JieYeHUs

[128-131].

IIpenaranbHas Tepanus.

o He pexomenayercss MpoBOIUTH J€UueHUE OEpEMEHHBIX IpernapaTaMu JeKCaMeTa3oHa C
LENbI0 YMEHBIICHUs] CTENEeHH BHUPWIM3alUHM IUloAa (MpeHaTanbHyo Tepamnuio). OHa
JIOJDKHA ~ paccMaTpuBaTbCsid KAk  JKCHEPUMEHTalbHAas  METOAMKA, IPOBOAUMAs
UCKJIIIOYUTEIBHO B CHEUAJIM3HPOBAaHHBIX LIEHTPAaX, HMMEIOIHUX COOTBETCTBYIOIIMH

MIPOTOKOJ JICUCHUSI U KOMUTET 10 3THKE [132-143].

YpoBenb  yOenurTenbHocTH  pekoMeHgammii C  (ypoBeHb  J10CTOBEPHOCTH

JA0Ka3aTeJIbCTB — 2)

Kommenrtapuu: [Ilpenamanvnas mepanus — smo aedenue off-label oexcamemaszonom
OepemMenHbIX JICeHWUH, Y KOMOpbIX NO pe3yIbmamam 2eHemuyecko20 KOHCYIbMUpO8aHus

umMeemcs. 8blCOKULL PUCK pOodCOeHUss pebeHKa ¢ Kiaccuueckou ¢opmou Oegpuyuma 21-
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2uopoxcunazvl (Hanpumep, 6 ciayuae yoce umerowuxcsi Ooemei ¢ BIKH 6 cemve u
HOOMBEPHCOEHHBIM HOCUMENbCMBOM Mymayuu y 000ux pooumeneil, K0204 DPUCK POHCOEHUS
nocnedyiowezo 6onvHozo pebenka cocmasisiem 25%). Tak kak dekcamemaszon — eOUHCIMEEHHbLI
I'K npenapam, nponuxarowutl yepe3 niayenmy u cnocoomslii nooagums NPOOYKYUI0 aHOpO2eHO8
HAONOYeYHUKaMy niood, npu e20 HA3HAYeHUU C CAMbIX PAHHUX CPOKO8 2eCmAayuu Cyujecmsyem
B03MOJCHOCMb CHU3UMb cmenend eupunuzayuu HIIO y nHosopooscoennvix oegouex ¢ B/KH.
Pexomenodyemvie 6 muposoti numepamype 003bl Oekcamemaszona 20 mxe/ke éeca bepemenHol
JHCEHWUHBL, Makcumanvro 1,5 me/0env. Ha pone neuenus, yposenv 2niokoKopmukouoos niood

MoaHcem npesblutaniob cpedﬂue 3nayenus nokazamenei 6 60 pas.

OcHognas npobrema 3aKa04aemcs 6 mom, ymo 0Jisi 0ocmudxcenus d¢hghexma HavyuHamo
mepanuio HeobXo00UMO KAK MOJICHO paHbule — He no30Hee 6 Hedeau cecmayuu. B mo gice epems
npoeederue NPeHamanbHolu OUACHOCMUKU Ol ymouHeHus noia u Haauyus B/IKH y nnooa
603M0OCHO moabko Ha 9-10 nedene bepemennocmu. Ilosmomy neuenue 6blCOKUMU 003aAMU
deKcamemasoHa Ha dManax 3aKidoKu opeaHos HanpacHo 6yoym noayuams 7 uz 8 Ooemeu. B
Hacmosiujee 6pems HA KOMMEPYeCKOU OCHO8e OOCHMYNneH Memoo onpeoenenus 6 Kposu
bepemennoil scenuunvl yyacmra JJHK niooa, xapaxmeprozo ons Y-xpomocomsl ¢ bonee panuux

CPOKO8 cecmayuu, HO noka sma MemoouKa He 866e0eHd 8 noecemecmmuyro npaKkmukKy.

B nacmoswee epems axmueHO u3yYArOMcA  HecamueHvie IPhexmbvl  GIUAHUL
Ooexcamemasona. bein nokasan puck paszeumusi accoyuupoOBaHHLIX € 2UNEPKOPMUYUIMOM
OCIIOJCHEHUU Mamepu: 2eCMayuoOHHO20 CAXapHoeo ouabema, apmepualbHoll unepmeH3ul,
omeKos, HapyuleHull cHa, npubasku maccol mena. B omuowenuu nob6oynvix 3¢hghexmos Ha nioo
UCCIe008aHUsl NPOOOIAHCAIOMCS, HO Yoice 6bino nokasano enusnue Ha L[HC, pacnpedenenue
JACUPOBOLL  KIeMYAmKU, DYHKYUIO HAONOYEYHUKOB U NOONHCETYOOUHOU Jicene3bl 6 pPAMKAX

qbemaﬂbﬁoeo npocpammupoearust U dnuUceHemudeCcKux UBMEHEeHUIL.

Heobxooumo ommemumos, umo 6 Poccuu cywecmeyem MHeHUe, YUMo OeKcamemazoH
cnocoben npedomepamums eupunuzayuio HIIO y Oesouex 6 pe3yromame HUBEIUPOBAHUSL
oelicmeus MamepuHCcKUx aHOpPO2eH08, NOIMOMY HEPeoOKo O0eKCamemasoHn HA3Ha4aemcs
bepemennvim orceHwuHam ¢ Hekaaccuveckou BJ[KH. Oonako oOanmvle uccie0o8aHuil He
HOOMBEPHCOAIOM BO3MOHCHOCIb NPOXOHCOCHUS MAMEPUHCKUX AHOPO2EHO8 Yepe3 NAAYEHMY U UX
HecamugHoe eausAHue Ha nioo. I[loomomy oOexkcamemazon** oOonycmum K HPUMEHEHUIO Y
OepeMeHHbIX HCeHWUH TULb Ol meX peoOKUx ciyiaes, Ko2od no003pesaemcs Haiuyue msaxicevlx

kaaccuueckux ¢opm BIKH y camoeo pebenxa. Hmenno nosmomy 6 Hacmosaujee 8pems He
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DPEeKOMeHOyemcsi NpoBOOUMb NPEHAMANIbHYI0 MEPAnuro  0eKcamemasoHoM** &  pymuHHOU

npakmuke, a 0eKkcamemaszon OMHOCUMCS K HedHCeNamelbHbiM npenapamam 0151 ieyenust 1ooou

gopmor BIIKH 60 epems bepemennocmu [132-143].

4. MenuuuHCKasi peaduauTauus U CAHATOPHO-KYPOPTHOeE JieueHue,
MeIUIUHCKNE MIOKA3aHUA U MPOTHBONOKA3AHUSA K PUMEHEHUI0 METO10B
MeIMUIMHCKOI peaduaIuTAlMU, B TOM YHCJIe OCHOBAHHBIX HA MCIOJIb30BAHUMN

NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

e Ilpennaraercs mnaumentam c¢ BJIKH, wumeromum ncuxocouuanbHble MPOOJIEMbI
BCJIEJICTBUE  MATOJIOTMM  IIOJIOBOTO  Pa3BUTHs, oOpamiarbcs K  JKCIEpTaM,

CHeUaIN3UPYIOIIKUMCS Ha JaHHOM Ho3onoruu [144-170].

YpoBenb  yOenurTelbHOCTH  pekoMeHgauumid B (ypoBeHb  J10cTOBEpHOCTH

J0Ka3aTeJLCTB — 3)

KommenTapuu: OcrosHotl 6éonpoc peabunumayuu 3pocivix nayuenmos ¢ BIIKH cesazan
C UX NCUXOCOYUATbHBIMU NPODIeMamu, KaK npu 1obom 3a001e8anul, C63aHHOM ¢ namoaozuel
non06020 paszsumus. B udeane, KOHCYyTbmMupo8aHue 00IHCHO NPOBOOUMBCSL ONbIMHBLIMU 8 OAHHOU

obnacmu cneyuaiucmamul.

46 XX nayuenmam ¢ BJIKH u ux cembam modxxcem nompebosamvcsi NOMOWb 68 peuieHuu
MaKux Ccneyuuuuevlx O NAmosocuu Nol08020 paszeumus npobnem, Kax: 1) meouyumckoe
oOyuenue cembl, KOHCYIbMUPOBAHUE NO BONPOCAM NCUXOCOYUANILHO20 NpOcHO3A; 2)
ycmauogieHue noia 8 Clyyde GbIPANCEHHOU GUPUIU3AYUY, 3) NpuHAmue peuieHuss no
npogedeHUI0 heMunusupyrowell NIACmuKy 2eHumanuii 8 panHem oemcemee, 4) NCUXocoyuanbHasl
aKcnepmu3sa OJisl YCMAHOGNeHUs NOLAd U KOHCYIbMUPO8aHue no 80Npocy CMeHbl noid 8 J0O0M
803pacme NpU HATUYUU HCENAHUS NAYUEHMA KAK C HCEHCKO20 HA MYAHCCKOLU, MAK U C MYAHCCKO20

HAa DfC'eHCKMZZ, xXonmsia maxkue cumyayuu KpCZZZHe pedku.

Jlononnumenvnvle 8onpocwl, chneyuguyHvle O NAMONO2UU NOJIOBO20 PA3GUMIUS,
BKIIOUAIOM NOO20MOBKY K ONepayul, OYeHKy He MUNUYHO20 ONd OAHHO20 NONA NOBEeOeHUs,
COYUANbLHYI0 a0anmayuio, OU- U 20MOCeKCyYaiIbHyI0 HANPABIEeHHOCIb (KOMOPAsi HECKONILKO 8blule
vy acenwun ¢ BJ[KH, no 6ce pasHo eécmpeuaemcs pedko), 80Npocul CeKCYarbHOU (QYHKYuu u

061/{/;620 Kauecmea JfCusHu, makxotce, KaKk U nomoulb 6 adanmauuu nayuenmoe npu nposeieHuu
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aobonvimcmea co CMOPOHDbL pOdCI’I’l6€HHuK06, C6EPCMHUKOE UIU NOJIOBbILX NAPMHEPOE U3-3A

HeEMUNU4YHO20 CMpPOErRUs meild.

Tayuenmvr ¢ BJKH moecym makoice umemv HCUXOCOYUATbHBIE U NCUXUAMPUYECKUE
npobneMbl, He CBA3AHHbIe C OCHOBHLIM 3A00/1e8aAHUEM, KOMOPble MOZYM peuamsvcs 6 oouem

nopsoke ncuxuampamu [144-170].

5. HpO(l)l/IJIaKTI/IKa U JUCITAHCEPHOE HaﬁmoneHne, MEAUINMNHCKHUC NTOKA3aHUA U

NPOTHUBONOKA3AHUSA K IPMMEHEHUIO MEeTO10B NPOPUIAKTUKHA

5.1 HDO(]_)I/IJIaKTHKa H_JIMCIIAHCEPHOE HAOJIJEHHE V B3POCJLIX NALMEHTOB C

KjaccnueckumMu hopmamu gedpuunrta 21-ruipoKCcuiasbl.

o Pexomenpayercs He pexke | pasa B roj BCeM MaIMIEHTaM MPOBOAMUTH OOCIICAOBAHHE IS
YTOYHEHMsI CTENEHM KoMIeHcauuu 3alosieBanusa. JlucnancepHoe HalOuoneHue

MIPOBOJIUTCS BpauyoM-3H10KpruHOIoroMm [1,2,54,55,85, 171-174].

Yposenb  yOenureqnbHocTH  pekoMengamuii C  (ypoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJLCTB — 5)

e C menbr OLEHKM CTENEHU KOMIIEHCAIlMM PEKOMEHIYETCs IMPOBOJIUTH HCCIEI0BAHUE
ypoBHe# anapocteHaumona (A09.05.146), 170HP (A09.05.139), tecrocrepona
(A09.05.078) B KpoBM BCEM IMallMEHTaM C BHUPWIBHONH M coJybTepstoliei (opmaMu
B/IKH, a taxxe axruBHocTH peHuHa miaa3Mbl (A09.05.120.001) nnm npsMoro peHuHa

(A09.05.121) (Tonmpko maIeHTaM ¢ conpTepsromen hopmoit) [1,2,54,55,85,171-174].

YpoBenb  yOenutesbHocTH  pekoMengammii C  (YpoBeHb  JO0CTOBEPHOCTH

JA0KAa3aTejJbCTB — 5)

KommenTapuu: 011 oyenxu sgpgpexmusnocmu enoxoxopmukouonou mepanuu BJKH 6
Hacmosiujee epems Hauboiee 4acmo 8 Mupe UCNOIb3VIOMCs MpU NoKa3amens: aHOPOCMeEHOUOH,
170HP u mecmocmepoH, Komopwvle HeoOX00UMO UCCied08ams pPAHO YMPOM HAMOwax, 00
npuema npenapamos. /lonycmumo makdce npogedeHue ananuza uepes 2 4 nocie npuemd
npenapamos. IIpeonoumumenvHulii  1a00PAMOPHLIL  MemoO  OnpedesieHus 20PMOHALbHbIX
nokazamenei — HCUOKOCMHASL MAHOEeMHAsL Macc-cnekmpomempus,, memoo UDA oaem 6onvue
YUCIO NOHCHONONONCUMENbHbIX pe3ynvmamos. H3amepenue AKTI ne aensemcs Heobxo0umvim

07151 onpeodeneHusi OUASHOCMUYEeCKOU Ul eyebnol makxmuxu y nayuenmos ¢ B/JIKH. B kauecmge
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HOB020 MemoOdd OYeHKU KOMHeHcayuu y NAYUueHmos, HAxXo0awuxcsi Ha mepanuu
CUOPOKOPMUOHOM, 6 HACmosAwee 8pemMsa UVUAemcs CYMOYHbIUL MOHUMOPUHE VPOBHA

KOpmMu30.1a, 00HAKO NOKA MO He 8HeOPEHO 8 PYMUHHYI0 npakmuky [174].

YV owcenwun ¢ coXpameHHbIM MEHCMPYANIbHbIM YUKIOM UCCIe008AHUE HCENAMENbHO
npo6OOUMb 8 DPAaHHIOW QONNUKYIAPHYIO a3y, npu npueme KOMOUHUPOBAHHBIX OPALbHBIX
konmpayenmueos (KI'K) — na 3-4 denv yukna (0o nauana nosoti ynaxoexu KI'K 01 ucknouenus

nepekpecmuoul peakyuu), Ha ¢one amenopeu — 6 11060u oendv [1,2].

V' myorcuun  ounamuyeckoe  nabnioOeHue  OCINONCHAEMCs mMeM, 4mo  YPOBEeHb
Mecmocmepond, 8 OCHOBHOM, Ompadicaem 2OHAOHYIO, d He HAONOYEeUHUKO8YI0 NPOOYKYUIO U
nO3MOMY He NOo380jsAem dA0eK8amHO OYeHUMb KoMneHcayuio 3abonesanus. Myocuunsl ¢
ONUMENbHOU OeKoOMneHcayuel ulu 00beMHbIMU 00PA308aAHUAMU 6 AUYKAX U3 OCMAMOYHOU
Haonoueunuxosou mranu (TART), mozym umems HU3KUU YPOBEHbL MeCMOCMEPOHA U3-3d
cHudicenus ynxyuu xnemox Jletiouea. Ilosmomy enasHvimMu mapkepamu CMaHOBAMCA YPOGHU
anopocmenouona u I170HP, a makoice coomHouleHue yposHeli aHOPOCMEHOUOHA U
mecmocmepona. OmHuowenue anopocmeHOuon/mecmocmeporn menee 0,5 xapakmepHno O0is
300pOBbIX MYIHCUUH, COOMHOULeHUe Ooniee 2 2080pum o HeyO0Oo81emEOpUmMenbHol KOMNeHCayuu
BJ/IKH u eunepnpodykyuu Haonouye4Huxosvix anopozeros [54,55,171]. Jononnumenvruvim
Memooom 00cnedosanus A6IAemcs Onpeoenenue 20HAOOMPONUHOS8. Y MYXHCUUH CHUNCEHHbL
VPOBEHb  20HAOOMPONUHOE MOJCEM  CEUOEMEeNbCMEo8ams o  becnioouu Yy NAyueHmos,
noswiuiennviti yposenv DOCI 2o06opum o HedocmamouHocmu @GyHKYuU sAuvex, 0cobeHHo npu

nanuyuu TART.

Ilo mHenuro 6orvuUHCMBA CREYUATUCTNOE 8 HACOoAUjee 8peMsi OMCYMCMBYION YemKue
JnabopamopHvle Kpumepuu Komnencayuu 3adonesanus. Cuumaemcs neyenecooOpasHvlM NOJIHOE
nooasnenue yposus 170HP, m.x. 0na smozo mpebyemcs npuem cynpagusuoniocuyeckux 003
2NIOKOKOPMUKOUOHBIX — Npenapamos,  KOmopvle  6bi3blearom  NoOOYHble  dpghexmbi.
Komnencuposannvie nayuenmot ¢ BJIKH 06viuno umerom yposenv 170HP na eepxwneil epanuye
HOpMbl UNU YMEPEeHHO NOBblUeHHOoe 3HaueHue. YposeHv anopocmenuouona OoJdiceH Oblmb 8
npeoenax peghepenHcuvix 3Hauenuti 01 noaa u eospacma. B omoenvnvix cnyuasx (nanpumep, npu
naanupoeanuu bepemennocmu uau 6 cayuae Hamuuus TART y myocuun) evliouparomcs
uHousuoyanvHvle yenesvle noxaszamenu. Jnsa ocenwun ¢ BJKH, xomopwlie nianupyrom
bepemennocms, Ha (QOHe NPOBOOUMOU Mepanuu YenecoodpasHo OOCMUICEHUe VPOBHS

npozecmepoma 8 oitukyiapHuyro gazy yuxia menee 0,6 ne/mn (menee 2 umonv/n) [85,172,173].
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Ilpu HeobxoOouMoOCmu npuUMeHeHUuss MUHePAIOKOPMUKOUO08 npu colvmepsioujell gpopme
3ab01e6anusi He0Obxo0UMo nododepiicusamo yposenv APII, penuna na éepxmeil epanuye HOpMbl
UU NOBLIUEHHBIM, HO He boaee yem 6 2 pasa. Ilpu smom, nokazamenu Kauus, Hampus Kpogu
00/19ICHbl OblMb 6 npeodenax pegepercrozo unmepsana. Ciedyem NOMHUMb, YMO C 803PACHIOM
nompebrnocmo 6 MK cnusicaemcs, u 003a npenapama modicem Koppekmuposamuvcsi (maon.7)

[85,173].

e Ilpu BpIABICHMM AEKOMIEHCAUUU uiau nepeno3upoBku I'K, momumo Koppekuuu
TEpaluy, pEKOMEHAYeTCs TakkKe IPOBECTH JoobOcienoBaHue (B paMmkax
JMHAMUYECKOTO HaOJIOAEHUsI) Ha NpeAMET OCIOXKHEHMH, XapaKTepHBIX s

TUTNIEPaHAPOTCHUH WK Tunepkoptunusma [18,85,86,175-184].

Yposenb  yOenurenbHOcTH  pekoMengaumii C  (ypoBeHb  JOCTOBEPHOCTH

J0KA3aTeJbLCTB — 5)

Kommenrtapuu: cy. pasoen «/[ucnanceprnoe nabniooenue u MOHUMOPUHS OCTOHCHEHULLY,

Tabauya 7. JlabopamopHvie nokazamenu, uUcnoabzyemvie O0asi OUCHAHCEPHOZO,

ouHamuuecko2o nabmodenus 3a nayuenmamu ¢ BJIKH.

[TatmeHTHI c | JlabopaTtopHbie Metob! | LleneBbie ypoBHU

BJIKH HCCIENOBAHUSA

O6a nona Onpenenenue peHuHoBOM | [loBbIIeHNE MEHEE 2-X HOPM
AKTUBHOCTH I1J1a3Mbl KPOBH

A09.05.120.001

OnpeneneHue MNpsAMOro peHUHA

kpoBu A09.05.121

UccnenoBanue ypoBHs kamus B | PU

kpoBu A09.05.031

HccnenoBanue ypoBHa Hatpus B | PU

kposu A09.05.030

UccnenoBanme ypoBHs obOmero | PU

TectocTepoHa B kposu A09.05.078

Hccenenoanue ypoBHs | PU

aHJPOCTEHINOHA B KpOBU
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A09.05.146

HccnenoBanue ypoBHs III0OYIIHHA,
CBSI3bIBAOILIETO [IOJIOBBIE TOPMOHBI,

B kpoBu A09.05.160

Heobxonum TUTST pacuéra
cBOOOIHOI bpakuun
TECTOCTEPOHA

Uccnenosanue YPOBHS 17-
TUIAPOKCUIIPOTECTEPOHA B  KPOBU

A09.05.139

[Tokazarens B P, kak npasuio,
CBUJICTEIBCTBYET 0

nepeno3uporke ['KC

My>XuuHbI

HccnenoBanne ypoBHS — OOIMIETO

tectocTtepoHa B kposu A09.05.078

IIpu  3mavenmsax BHe PHU
1enecooopasHa OIICHKA
COBMECTHO ¢ ypoBHsamu JII',

OCI', anapoCcTEeHIMOHA

HccnenoBanue YPOBHS
JIOTEUHU3UPYIOLIETO TOpPMOHAa B
A09.05.131

YPOBHS

CBIBOPOTKE  KPOBH
Hccnenosanne

(b OITMKYIOCTUMYIUPYIOIIETO
rOpMOHa B  CBIBOPOTKE KpPOBH
A09.05.132

Bue PU cBuaerenbCTBYIOT O

IIJIOXOM KOHTPOJIC 3a00J1eBaHUs

CootHomieHue ypOBHE

AHAPOCT:! €HJIMOH/TECTOCT CpoH

<0,5

Cnepmorpamma B03.053.002

[Tokaszarenn HOKHBEI OBITH B
npenenax PU  mng  310poBBIX

MYK4Y1H

KeHmMAEI

HccnenoBanue YPOBHS
IIPOrecTepoHa B KpOBH

(pommukynspuas dasza) A09.05.153

enesoit ypoBens < 0,6 Hr/mi (2
HMOJIB/JI) TpU TUIAHUPOBAHUU

OepeMeHHOCTH

5.2 lucriancepHoe HAOII0IeHe U MOHUTOPHUHI OCJI0MHEHU I

Benenne namuenToB ¢ kinaccudeckuMu Gopmamu aeduiura 21-ruapokcunassl TpeOyeT
HETMPEPHIBHOTO TOAJICPKAHUS PABHOBECUS MEXAY HM30BITKOM aHAPOTCHOB M HW30BITKOM
sk30reHHbIX ['K, HOOUTHCS KOTOPOro B KIMHUYECKOW MPaKTHKE OBIBAET JOBOJBHO HEMPOCTO.
[ToaTroMy HEOOXOaUM THIATENBHBI MOHHTOPHHT OCJOXXHEHHH M TOCIEACTBUN KaK CaMOro

336OJ'IeBaHI/I$I, TaK U €ro JICUCHU.
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e PexkomeHayeTcs MPOBOAWTH CO BCEMHU MAIMCHTAMU C KIACCUYECKUMH (opMaMu
nedunuta 2 1-rugpokcuiassl NpoQriiakTuuecKkue 6ecebl 0 310pOBOM 00pase KHU3HHU,
C ILEJbI0 MOTHUBUPOBKU TMOJJCpXKAHUS HOPMAJIBHOIO HHJIEKCA MacChl Tejia, BO

n30exKaHue Pa3sBUTHA MeTa00IUYECKOro CHUHApPOMA U CBA3AHHLIX C HUM OCJIOXKHCHUM

[18,85,86,175-179].

YpoBenb  yOenurtenbHOocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJanLCcTB — 4)

Kommentapuu: Kowniexc memabonuueckux unapywernuti npu B/[KH eecoma wupox.
Tlomumo ocHosHbIX NOOOUHBIX AGNEHUl, B03HUKANOWUX npu nepedosupoeke I'K, maxux xax
odJicupeHue, apmepuarbHas —2UNEePMeH3Us, OUCTUNUOeMUS, UHCYTUHOPE3UCMEHMHOCMb U
HapyuweHus yaneeo0Ho20 obmena, npu BJKH na opeanusm nayuenma 6nusawom makoice u
O0ononnumenvHvlie haKkmopwvl: 2UNepaHopo2eHus, 2UNO20HA0U3M, a MAaK’ce AOPeHOMeOYLIAPHAs
Hedocmamoynocmo (puc. 4). Ilosmomy 8 pamxax excec00H020 OUCNAHCEPHO20 00C1e008aHUS
8ce nayueHmvl HyHcoaromcs 6 00y4eHuU NpUHYUNAam 300p08020 NUMAHUSA U 300p08020 0Opasa

JHCUBHU € KIaccudeckumu popmamu oeuyuma 21-2udpoxcunasel, koumpone A/ u maccer mena

(puc. 3)[18, 85,86,175-179].

Pucynox 3. Ilamocenes memabonuueckux Hapywienuti npu Kiaccuieckux ¢opmax

deuyuma 2 1-2uopokcunasol.

AnpeHomenynnapHas
HeJOCTaTOYHOCTb
lMnoroHaamsm [MnepkopTALK3M rmnepacH#g])reHm
A
\
AT
4 / \ 4
o  [vnepuHcynuHemna/
OxupeHue = — NHCYNIMHOPE3UCTEHTHOCTD
v Y
SHpoTennanbHan
lMnepnunugemma HIH/HTT/CA 2 Tuna ANCOYHKLNS




e PexkOMeHIyeTCs IPOBOJUTH  PEHITCHOACHCUTOMETPUIO BCEM  IIALUEHTaM C
KjaccuyeckuMmu (popmamu  geguuura 21-ruapokcuiiazpl BHE 3aBUCHUMOCTH  OT
CTENEeHN KOMIICHCALIMHU MPH MEPBUYHOM OOpAIICHUH, 00s3aTEILHO €€ MPOBEICHUE —
IIPY AHAMHECTUYECKHUX JaHHbIX 0 nepuoaax nepeno3upoBku ['KC unm nepeHeceHHbIX

aTpaBMaTHYECKUX nepenomax [4,85,86,180-184].

YpoBenb yoOeauresbHOCTH pexkoMenaaumid C  (YpoBeHb [10CTOBEPHOCTH

JA0KAa3aTeJabCcTB — 4)

Kommentapumn: /Ipogedennvie pempocnekmugnbie u Ko2opmmubvle UCCIe008AHUS 8 MUPe
nokazanu, 4mo y e3pocivix nayuenmos ¢ B/J[IKH no pezynemamam oencumomempuu 6bis6151UCH
cuudicenue MIIK, 6 ocnogenom, 00 cmenenu ocmeoneHuu u, 6 MeHbUel Yacmome ciyyaes, 00
cmenenu ocmeonoposa. B uacmu pabom 6wi10 nokasano, ymo cmenenv nomepu KOCMHOU MAaccol
3asucum om cymmaprnot 0osvl [ KC 6 meuenuu owcusnu. Ilo oanneim @I'BY OHI] 6Ovino
NOKA3AHO, YMo pazeumue 0CmeoneHu4ecKko20 CUHOpoOMa He 3a6Uceio om CmeneHu KOMneHcayuu
3abonesanusi u 003 npunumaemvix 'K npenapamos, nosmomy peHmzeHOOeHCUMOMempPUio
JHCeNAMENbHO NPOBOOUMb 6CeM NayueHmam ¢ Kiaccuveckumu gopmamu oepuyuma 21-
2UOPOKCUNIA3bL GHE 3ABUCUMOCIU OM CMENeHU KOMNEHCayuu npu nepeuyHom obpaujenuu, eciu
panee OHa He NPOBOOUNACH, a4 Oalee peuiamb GONPOC O YaACmOme MOHUMOPUH2A KOCHMHOU
NIOMHOCMU 6 3A8UCUMOCIU OM NOLYYEHHbIX pe3ylibmamos (ne peodice I paza 6 5-7 nem npu
omcymcemeuu  cuudxcenus MIIK u uyawe npu 6viasieHuu OCMeONneHu4ecko2o CUuHOpoma)

[4,85,86,180-184].

e PekomeHayeTcsl MPOBOJIUTh MHCTPYMEHTAJbHBIE BHU3YaJM3UPYIOIIME OOCIEI0BaHUS
(Y31, MCKT unun MPT) Hanmo4euHUKOB C I1EJbI0 MCKIIIOUEHUS HOBOOOpA30OBaHMI
MaIMeHTaM ¢ KJaccuueckumu (opmamu aeduuuta 21-rugpokcuinasbl, y KOTOPBIX HE
yaaeTcs JOCTHYb IEJIEBbIX MOKa3aTeield aHApPOreHOB Ha (POHE peryisipHOro npuema
tepaneBTHueckux 103 I'KC, a Takxke y ManUeHTOB C JUIMTENBHBIMU SMH30]aMH
OTMEHBI TEpalliy UM HEYyJIOBJIETBOPUTENbHON KOMIeHcanuen 3aboieBanus [4,185-

188].

YpoBenb yOemuresbHOCTH pekoMenaamuii C  (YpoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJILCTB — 5)

KommeHnTapuu: y e3pocivix nayuenmog ¢ kiaccuveckumu gopmamu Oepuyuma 21-

euopoxcunazol no oanuwvim KT O0ocmamouno uacmo 6vis6nai0mcsi 00OHO- UIU O08YCMOPOHHUE
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0obpoxauecmeeHHble 00PA308aHUsL HAONOYEeYHUKOS. llenenanpasiennvlil CKpuHuHe NnoO0OOHLIX
0bpazosanuii 00bIYHO Mpedyemcst MOAbKO NPU HATUYUU OTUMENbHOU 0eKOMNEeHCayuu, mak Kax
OHU MO2Yym 00CmuU2amv 3HAYUMENbHBIX pasmepos. Ilpu nazmauenuu aoexéammuwvix 003 I'K
ommeuaemcs, yMeHbUeHUe pPA3Mepo8 Onyxolell, Xupypeuueckoe Jieuenue OOblYHO He
nposooumcs. Ilpu yoosremeopumenvHOU KOMHEHCAYUU 6 NPOBEOeHUU CKPUHUHEA Hem

Heo6x0c)wwocmu, makKk Kdak 06pa30661HM}l HeboIbUIUX pasmepoe He umeront KIUHUYECKO20

suavenus [4,185-188].

e Pexomennyercs npoBoguTh Y3U OpraHoB MOIIOHKH y MYXUYHH C KJIACCUYECKUMU
dbopmamu aedunmrta 21- rUAPOKCUIA3BI C LIETBIO BBISIBICHUS 00pa30BaHUs SIMUEK U3

octraTo4yHOo# HaamoueynukosBoi Tkauu TART. [54,56,58,60-64,171,189,190].

Yposenb  yOenureqnbHocTH  pekoMeHgamuii C  (ypoBeHb  [10CTOBEPHOCTH

J0KA3aTeJbLCTB — 4)

Kommenrtapuu: Jobpoxauecmseenuvie  00pazoganus  Au4ek U3  OCMAMOYHOU
Haonoueunuxosou mxanu (TART, testicular adrenal rest tumors) ecmpeuaiomca y 21-28%
MYdCUUH ¢ Kiaccuweckumu opmamu Oegpuyuma 21-euopoxcunaszvi, npu  OauUmenbHou
0exomneHcayuu 3a001e8aHUs OHU MO2ym 00CMU2ams OONLUUX PA3MEPO8, COABNIUEAMb MKAHb
AUYeK U NpuBOOUMb K 2UNO20HAOU3MY U Oecnnioouro. B kiunuyeckoii npaxmuke 603MON*CHA
OWUOOYHAST NOCMAHOBKA OUACHO3A PAKA SAUYEK U NposedeHue HeoDOCHOBAHHLIX Onepayuil y
maxux nayueumos. B omauuue om paxa auuex, kak npasuno, TART — smo osycmoponHue
obpazosanus, umerouwjue meHOeHyulo K ymenvulenuio na gone unmencugpuxkayuu I'K mepanuu.
Buiasnaiomes TART nubo nanenamopno npu ocmompe, nubo Ha Y3U. JJononrnumenvHvim
memooom euzyanuzyuu caysxcum MPT opeanos mowonxu. Eciu Ha ¢hone OocmudiceHus
Komnencayuu 3abonesanus, pasmepvi TART me usmenaiomcs, pexomeHOyemcs npogeoeHue
Kpuokoncepgsayuu cnepmvl. OyeHka penpoOyKmMueHou @OYHKYUU y MYH#CYUH HeobXxoouma 6
caydasx oopaweHus no nogoody becnioous aubo npu OIUMeNbHOU 0eKOMNEeHCayuu 3a001e8aHUsL.
Myocyunam ¢ knaccuveckumu  opmamu  BJ/[KH, nomumo sHOoKpunonoza, mpedyemcs

HabnoodeHue yponoea. [54,56,58,60-64,171,189,190].

e PekxomeHayercs xeHIIMHaM ¢ kiaccuueckumu (opmamu BJIKH npoomuts Y3U
OpraHoOB MaJIOTO Ta3a npu nogo3peHuu Ha OART nnm npyrux onyxoneil SM4HHUKOB -

MPT opranoB manoro Ta3a. [65-69,191-196].
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YpoBenb  yOeaureqabHocTH  pexkoMeHaaumid C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJanLCcTB — 4)

KommenTapuu: V owcenwun ¢ xnaccuueckumu gpopmamu oepuyuma 2 1-euopoxcunazol
npu 000U cmeneHu KOMREeHCAyuu HAaOI00aromes HapyueHus MeHcmpyaibHo20 yukia - y 64-
68% oicenwun npu conomepsirower. u y 55-75% - npu supunvhou gopme. Hepeoxko npu
00C1e008anUU  MAKUX JHCEHWUH BbIAGNAIOMC  VIbMPA38YKO8ble NPUSHAKU HOTUKUCTO3HBIX
auunuxos. Ilpu BIKH 6 namocenese hopmuposanusi noIUKUCMO3HBIX AUYHUKOB YUACHEYIOM
UHCYIUHOPE3UCTNEHMHOCMb, O0JCUpeHUe, a MAaKdce B6blCOKAs CceKpeyus amopocenos. B psoe
cryyaee yoaemcs OOCMUSHYMb HOPMATU3AYUU YUKIA ¢ nomowpro unmencugurayuu 'K
mepanuy, O0OHAKO Npu ee HeIPGHeKmueHoCmu Uil NoAGIeHUU NPUSHAKOS SMPOLEHHO20
UNEepKoOpmUYUIMa K mepanuu pekomeHoyemcs 000a8ums npo2ecmdazeHvl U 3ICMPO2eHbl

(¢huxcuposanuvle KomOUHaAYyULL).

B numepamype onucanvl cnyuau evisgnenus oopazo8anuli 8 AUYHUKAX U3 OCMAMOYHOLL
mkanu Haonoyeunuxos (OART, ovarian adrenal rest tumors), aHano2u4HbIM NO CMPOEHUIO C
TART. Ux yacmoma menee 0,1 % cpedu écex obpazosanuii auunukos. Ilpeononacaemcs, umo
OART uawe so3nuxkaem y nayuenmox ¢ oaumenvhou oekomnencayueu B/[KH. MPT manozo
masa A61Aemcs 30J10MblM CIMAHOAPMOM O YMOYHEHUs pa3Mepo8 U JOKATU3AYUU 00beMHbIX
obpazosanuii AUYHUKO8. B mupoeoil numepamype onucamvl eOuHuuHbvle CIYYAU COUYEMAHUS
OART u BJ/IKH, paunsas ux oOuacHOCmMuKka y 4acmu nayueHmox Nno380Jsem npo8ooums
Op2aHocoxpausawue onepayuu, umo, 0e3YCI08HO, BAMNCHO Ol UX KAYecmea MHCUSHU U
COXpaHeHUss MEHCMPYATbHOU U 0emopoOHou yHkyuu. Kenwunam ¢ kiaccuveckumu gopmamu

BJIKH, nomumo s100Kpunonoza, mpedyemcs Haonooenue eunekonoza [65-69,191-196].

Ha pucynke 4 mnpencraBieH cXeMaTU4YHBIM TUTaH OOCIEOBaHUS W JTUHAMHYECKOTO
HaOJI0IeHUsT B3POCIbIX MAllMEHTOB C KJIacCHUeCKUMH (popmamu edpunura 21-rupokcunasbl B
3aBUCHUMOCTH OT CTENEHU KoMIeHcaluu. Kak BUJHO U3 yKa3aHHOW CXEMBI, psi UCCIEAOBaHUN
(KT wmu MPT wnagnoueunuxoB, Y3U sauyexk) HEOOXOOUMO MPOBOJUTH TOJBKO IMPH
JEeKOMIIeHCalluu 3a00JieBaHUs, B TO BpeMs KaK aKTUBHOE BBISBIEHHE METa0OJINYECKUX
HapyLICHUH, OLlEHKAa MUHEPAJIbHONH KOCTHOW IJIOTHOCTH, a TAaKXe PEeNpOJyKTUBHONW (QYHKIHU Y

KCHIIINH HCO6XOI[I/IMBI npu 000 CTeleHU KOMIICHCAaIuun 3a00JIeBaHUs.

PucyHOK 4. ﬂuHaMull€CK06 Habrooenue 3a 63POCNbIMU nayuermamu ¢ KiaccudecCKumu

Gopmamu depuyuma 2 1-euopoxcunazol
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Mepepo3nposka Mk KomneHcauus JlekomneHcayus

Y

« MeTabonuueckme HapyleHus + O6beMHble 06pa3oBaHMs
« PenpoayKTBHas GYHKLNA Y KEHILH B HaNOYEYHMKaX
+ PeHTreHoAeHCHTOMETpHA « PenpopyKTneHas GyHKUMA Y MyXUmnH

IIpodunakTuka U JUCHaHCEPHOe HADJII0/IeHHe Y B3POCJIbIX NAIHEHTOB C
Hekyaccudeckumu popmamm aepunura 21-rupoKcuiiasbl

e PekoMeHayeTcss mMmalMeHTKaM ¢ Hekiaaccudyeckod ¢opmort BJIKH B ciyuae
BBIPQ)KCHHOW TMIIEPAHIPOTreHNUH IIpu npueme tepanuu 'K npoBoauTs nucrnancepHoe
HaOJIIOZIeHWe AaHaJOrMYHO MalMeHTKaM ¢ Kiaccudeckumu ¢opmamu  BJIKH

[17,29,95,96,98-100].

Yposenb  yOenureqnbHOcTH  pekoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH

JA0KAa3aTeJbCTB — 5)

KommenTapuu: B omauyue om xnaccudeckux ¢popm oeuyuma 2 1-euopoxcunasol, npu
HeKACCUYecKkoll opme He cyuwecmseyem OOWEenpuHsImvlX pPeKOMeHOayull N0 OUHAMUYECKOMY

HabI00eHUo u OUEHKe cnienerHu Komnencayuu 3abonesanus.

Bune nnanuposanus bepemennocmu u npu yMepPeHHOU 2SUNEPAHOPOSEHUU, KO20d 8
Kayecmee OCHOBHO20 mMemooa neyenus evioupaemcsi KIK u/unu anmuanopozennas mepanus,
maxue nayueHmKU 00bIYHO He HabI00aomcs SHOOKPUHOI02AMU, d OdlbHellulee HabIo0eHue U

KOppeKYuro mepanuu npo8ooUm 2UHEKo102.

YV 6onvnvix ¢ mascenou eunepanopocenuell u 8vibope 8 nonwv3y onumenvrou I'K mepanuu
HabnooeHue OO0JINCHO NPOBOOUMBCA aAHANo2UYHO Kiaccuyeckum ¢opmam BIKH. Ouyenka
KOMAneHcayuu 3a001e6aHusi NPOBOOUMCS KIUHUYECKU (Yelegble 3HAUEHUs J1aO0PAmMOpPHbIX
noxkazameneu, maxux xax 170HP, mecmocmepon u aHOpOCMEHOUOH, 00 CUX Nop He
paspabomanvl). Ilpu nossnenuu KIUHUYECKUX NPUSHAKOS SMPOSEHHO20 2UNEPKOPMUYUIMA
HeobX00uMo npogedeHue 0000c1e008aHusi OJisl BbIAGICHUS MemadOIUYecKUx HapyuweHul u

crudicenus MIIK [17,29,95,96,98-100].
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IpodpuiaakTuka u AUCHAHCEPHOEe HAOJIIOJeHHE Yy B3POCJABIX MNAIUEHTOB C
aepunurom 11pB-ruapokcuinasbl

e Jlng OIEHKM KOMIEHCAalWW 3a00JNeBaHHMs Yy NanueHToB c¢ jeduuutom 11B-
THJIPOKCUIIa3bl  PEKOMEHIYeTCsl  MPOBOAMTH  KOMIUIEKCHOE  OIpeNeeHue
KOHIOCHTpAalMU CTCPOUIHBIX TOPMOHOB METOJ0M TaHHCMHOﬁ MacCC-CIICKTPOMETPUH C
uccienoBaHueM ypoBHs 11-ne3okcukoprukocrepoHa B kpoBu (A09.05.141) [197-
200].

YpoBenb  yOenurenbHOcTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJLCTB — 5)

KommenrTapuu: Tax owce, kak u npu kiaccuveckux ¢opmax oepuyuma 21I-
2UOPOKCUNA3bL, HAOI0OeHue nayuenmos ¢ Oepuyumom 11[-eudpokcunaszvl Hanpasieno Ha
noobop aoexeamuoti 003wl I'K, oyeHky Komnencayuu u 8viagieHue OCI0HCHEHUL NONCUSHEHHOU
samecmumenvrot 'K mepanuu. Oouwaxo 6 ceszu ¢ peokoiu ecmpeyaemocmvio 1D BIKH
OuHamu4eckoe HabnOeHue U OYeHKa KOMNeHcayuu npedcmasisem clodcuylo 3aoady. /eno 6
MOM, 4O COCNACHO MENCOVHAPOOHBIM PEKOMEHOAYUAM, KOHMPOIb HeoOX00UMO NPOBOOUNb NO
ypogHuio 11-0e30Kkcukopmu3zona, 8 mo epems Kax 2Mom MapKep He UCCAe0Yemcsi 8 pYMUHHOU
npaxmuxe. Ilosmomy npu HeobxoO0umMoCmu KoOppeKyuu mepanuu U YMOYHeHUs CmeneHu
KOMNeHCayuu peKoMeHOYemcs. HAanpasisams makux HnayueHmos 6 @eoepanvhvie UYeHmpol
9HOOKPUHONO2UHECKO20 NpOQuis, 20e B03MONCHO NpPOBeOeHUe KOMNIEKCHO20 ONpedeneHUs.

KOHYyeHmpayuu cmepoudﬁbzx 2OPMOHOB MemooomM MAHOeMHOLL Macc-cnekmpomempuu.

Cyoums o xomnencayuu I'®@ BJKH moocno no xoceennvim oannvim. [Ipu nHaznauenuu
HeoocmamoyHoui  0o3bl  I'K ommeuaemcss noeviuienue Ypo6Hs — aAHOPOCMEHOUOHA U
mecmocmepona (Y MYHCUUH OYEeHKA NPOBOOUMCS MOJbKO HO YPOBHIO AHOPOCMEHOUOHA),
cHudcaemces ypogenv APII  (penuna), xanus. B Kiunuueckou Kapmume pecucmpupyemcs
nogvlutenue AJ/l, pasgumue mMaxkpococyoucmuix OCI0HCHEHULl, a MAKHce NPOAGNAIOMCI NPUSHAKU

zunepaﬁdpozeﬁuu u cunoxkopmuyusmda.

Ilpusnakamu  u3bbIMmouHOU  mepanuu  AGIAOMCA  KlAccuyeckue  NPU3HAaKu
2UNEPKOPMUYUIMA: yeeludeHue 6ecd, aOOOMUHATbHBIL MUN ONCUPEHUsl, NOosA6leHUue CMmpull,
«KIUMaxmepuieckoz2o 2opouxkay. Jlabopamopno yposHu mecmocmepona u aHopoCmeHOUOHA
CHUDICEHbl, OMMEeYAloOmcs NPUSHAKU OUCTUNUOEMUU, HAPYUWEHUs Yene800H020 obmena. Ilo

O0anHbIM OeHcumomempuu nossisaromces npusnaxu chudxcenus MIIK. Tosviwenus A npu smom
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Modicem u He ObimMb, 0OHAKO Y pAaoda 00abHuIX AL Modcem COXpaHAmMbC 8 pAMKAX AMPOLEHHO20

cunepropmuyusma.

Iayuenmam ¢ I'® BJKH, xax MuHumym, exnce200HO He0OX00UMO HNPOBOOUMb
obcnedosaunue y Kapououoza, no nokazanuam nposooums IKI, sxoxapouocpaghuio, cymounoe
moHumopuposanue A/l u OKI' 0Ona ceoeepemenHol  OUACHOCMUKU U  KOppeKyuu

makpococyoucmwix ocnodichenuti AI' [197-200].

6. Opranu3anusi OKa3aHusi MeIMIMHCKOH MOMOIIH
[Tokazanus ajis MIaHOBOM TOCHUTAIN3AINH

1) mpoBeneHue XUPYPruvyeckoro JiedeHus (Kak MpaBHIIO, TUIACTUYECKHE OIepaliy Ha
HapY>KHBIX TIOJIOBBIX OpraHax y >KEHIIWH, pexe omnepatuBHoe JiedeHue TART y myxuwms,
yJajeHue BTOPUUHBIX HOBOOOpA30BaHUI HA/IITOUEYHUKOB);

2) ¢ 1eNnbl0 KOPPEKIMH Tepamnuy, KOMIUIEKCHOTO CKPUHUHTA OCIOKHEHUH, B cllydae
HEBO3MOXKHOCTU  OKa3aHUs CHEUUAIM3UPOBAHHONW  SHIOKPUHOJIOTHYECKOM  METULIMHCKOMN
MOMOIIIU B aMOyJIaTOPHOM MOPSIIKE.

ITokazaHus 1151 SKCTPEHHOM TOCTIMTATN3ALNN:

1) agpeHanoBbIil KpU3.

[Toka3aHus K BBIMUCKE NMAI[MEHTA U3 CTAllMOHApa:

1) nmocTwkeHHE TIIeJIEBBIX YPOBHEW aHIPOTEHOB, OMNpPEACTICHUE TAKTUKU JICUCHHS
OCJIOKHCHUM;

2) cTabuIbHOE COCTOSIHHE 37I0POBBS MallMEHTa U €r0 TeMOJAMHAMUYECKUX MOKa3aTesnei B

ciIydae BKCTpeHHOﬁ ToCIIUTaJIU3aIuu.

7. JonoannTtenbHas nHpopmanus (B TOM unciie (paKTOPbI, BJAUSONIAE HA

HCXO0/1 3200/1eBAHUS UM COCTOSTHUSA)

Bepemennocts npu BJIKH.

Ha0nronenne 3a OepeMeHHBIMH € KJjaccu4ecKUMH ¢opmamu aepunura 21-

THAPOKCHJIA3bI.

o Pexomenayercs nmpu HacTymiieHun 6epeMeHHOCTH TpoAokuTh Tepanuio 'K u MK B Tex
Ke J103aX, YTO MPUMEHSIIUCH 10 OepeMeHHOCTH. YBenudeHue 1036l [ 'K mokazano Toiapko

IIPYU pa3BUTHUHU IPU3HAKOB HAAIOUYEYHUKOBOW HepocTaTouHocTy [172,201-207].
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YpoBenb  yOeaureqabHocTH  pexkoMeHaaumid C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJLCTB — 5)

Kommenrapun: Yacmoma 6epemennocmeii u po0o8 HU3KA Y HCEHWUH C KIACCULeCKUMU
Gopmamu dedpuyuma 21-eudpoxcunaszvi, 0cobeHHO npu convmepsiouell gopme, HecMOmMps HA
npo6oOUMOe NleueHue, HanpasienHoe Ha occmanosierue gepmunvrocmu. OCHOBHYIO polb Npu
9MOM UMEIOM NCUXOCOYUATIbHBIE (AKMOpPbl, NI0XAs. KOMREHcayusi 3a001e8aHUs, d MAaKice
nociredocmeusi Heaoekeamuo nposedennou niacmuku HIIO. B psde cnyuaes Oadice npu
aodexeamnou mepanuu B/[KH Ons nacmynnenus OepemenHOCMU HEOOXOOUMO UCHONb306AHUE
BCNOMO2AMENbHBIX PEeNnpOOVKMUGHBIX MexHOoNo2ul. Heobxo0umo nomMHums o0 2eHemuyeckom
KOHCYIbMUPOBAHUU NAp, eciu 00uH u3 cynpyeos bonen BIIKH u pexomenoosams eenemuyeckoe

uccneooganue na gvisasnenue mymayui 6 cene CYP21 eudpoxcunazvl 6mopomy cynpyey.

OcnosHas  cnodxcHocmsb  6edeHusi bepemeHnvlx ¢ Kiaccuveckumu @opmamu BJIKH
3aKknouaemcs 8 mMoM, 4mo 60 6pemsi OepeMeHHOCMmU YPOSHU AHOPO2SEHO8 NOCMENeHHO
NOBLILUAIOMCSL 8CIE0CTBUE VBEIUUEeHUs. YPOBHSL CEKC-CEA3bI8AI0WE20 U KOPMU3OI-CEA3bLBAI0ULe20

2ﬂ06y]luHa, noomomy He cyujecmeyent Kpumepuee OUeHKuU aoexsamuocmu mepanuu.

Koppexyuro mepanuu 06v1uHo npogoosim smnupuyecKku, OCHOBbIBAACL HA KIUHUYECKOU
KapmuHe, ypoene AJl, anekmporumax Kposu, 8 C6A3U C OMCYMCMBUeM 20PMOHANbHbIX
Kpumepues oyenku komnencayuu. Cyumaemcs, uymo nompebHOCmMb 8  2MI0KO- U
MUHEPATOKOPMUKOUOAX 80 8peMsi OepeMeHHOCmU pe3Ko o3pacmaem, ocobenno 6o I u I
mpumecmpe, Ko20a MOdiCem pa3sumvbcs O0eKoMneHcayus 3a001e8anus u Opmocmamuieckas
eunomensus. OOHaxko 8 HedagHem UCCIe008AHUU ObLIO NOKA3AHO, YMO 8 PYMUHHOU NPaKmuKe
0036l I'K u MK moenu kak nogvluiamuscs, maxk u cHuxcamscs. Bo epems pooos pexomenoyemcs
6600UMb  2UOPOKOPMUZOH**  (2UOPOKOPMU3OH CYKYUHAmM Hampus) napeumepaivHo 50 me
BHYMPUMbBIUIEYHO UTU GHYMPUBEHHO, Od/lee Npu Heobxooumocmu egedenue nosmopsemcs no 50
Me Kadxcovie 4-6 uacos, ¢ nocredylouum 6038paujenuem Ha NepopaibHulil npuem npenapamos 8
meuenue 1-2 cymox. Ecmu owcenwune nposoounace naacmuxa HIIO, pexomendyemcs
pooopaspeuienie nymem Kecapesa ceueHust 0 yMeHbuleHuss mpasmamuzayuu 6 pooax [94,172,

201-207].

*[Ipu OepeMeHHOCTHM He pekoMmeHayercs npumeHeHue ['K mnpemapaToB, KoTopele

MPOXOJIAT Yepe3 MIAlEHTy, TAaKUX Kak JAekcameTasoH [1,3,94,201].
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YpoBenb  yOeaureqabHocTH  pexkoMeHaaumid C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJLCTB — 5)

Kommenrapumn: /Jexcamemason He 00N4iCeH NPUMEHAMbCS 80 8peMs OepeMeHHOCU MaK
KaK OH He UHAKMUGUpYyemcs hepmeHmom niayenmol 3-euopoxcucmepoudoecuopocenason u 6
HEeU3MeHHOM 6ude npoxooum 6 Kposb nioda. Ocmanvhvie 21H0KOKOPMUKOUObL OONYCIMUMbL K
UCNONB308AHUIO NPU  OYEeHKe NOMEHYUANbHOU NOIb3bl U  PUCKO8, 8 COOMBEMCMEUU C

mpebosanusamu opuyuanvrvlx uncmpykyui [1,3,94,201].

Ha0nronenne 3a OepeMeHHBIMH ¢ HekJaccudeckumu ¢(opmamu nepuuura 21-

THAPOKCUJIA3BI

e Pexomennyercs naunueHtkam ¢ HBJIKH, nomywarommm I'K, npu nHactynnenuun

OepeMEHHOCTH IPOJOHKUTH TEPAINUIO B MPEXKHUX 032X [1,3,29,99,208,209].

Yposenb  yOenureqnbHocTH  pexkoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJbLCTB — 5)

Kommenrapuu: nayuenmxu ¢ ucmopueu He@blHAWUBAHUS, UU OEChAOOUs, UAU NPU
Heappexmusnoll koppexkyuu eunepanopozenusma nepegoosmes ¢ KI'K na I'K u ocnogHvim
Kpumepuem KOMNEHCAYUU ABTAEMcsi 60CCMAHOBNIEHUEe CHOHMAHHOU 08VIAYUU U HACMYNIEHUe
bepemennocmu. Tax oce, kak u npu Kiaccuveckux Gopmax BJ/IKH, k npumenenuio
NPOMUBONOKA3aH OekcamemaszoH. Bonpoc npoodonsxcumenvnocmu mepanuu ['KC 6o 6pems
bepemennocmu npu HBJIKH — eonpoc oOuckymabenvbHulll, mepanuio npooodxcaiom aubo 6

meyvenue 1 mpumecmpa, aubo 6 meyenue gcell 6€p€M€HHOCWlZ/l, UCX0051 U3 ee meqeHus.

V' owcenwun ¢ nBJKH mne pexomenoyemcs npumeHenue 2n0KOKOPMUKOUOO8 NpU

6€p€M€HHOCmu, ecjiu OHa racmynuja 0e3 ux UCnob306aHUs.

Pooopaspewenue nposooumcss no odowum akyuepckum noxasanusm. B oenwb pooos
HCEHWUHAM, V KOMOPBLIX 6 pesyibmame mecma ¢ MmMempaKo3akmuooM — GblAGIsIOCH
HeadeKkgamHoe nosvluleHue Kopmuzona (menee 500 HMmOA/1), HEOOXO00UMO B88edeHUe
euopokopmuzona napenmepanvro. Illocie pooos 6 niaHosom nopsoke 3IHOOKPUHOLO2OM
NPUHUMAEmcsl peutere 0 HeoOXooumMocmu OaibHelue2o ievenus nayuenmru ¢ nomowwio I'K
UTU  BO3MOJCHOCMU NOCMENEHHOU €20 OMMEHbl, eClu Mo He Obllo COelaHo paHee

[1,3,29,99,103,208,209].
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KpMTepnn OIICHKH KadYecCTBa MeIII/IHI/IHCKOﬁ nomMouu

Kputepuii kauectBa

YpoBeHb
ITOCTOBEPHOCTH
ITOKA3aTeIbCTB

'YpoBeHb
yOeTUTEeTbHOCTH
[PEKOMEHTaluii

BEIOHEHO HCCIEOBAaHUE YPOBHS AHIPOCTCHANOHA
KPOBU BCEM ITAllUEHTAM C BUPUJIBHOW U COJIBTEPSIOLIEH
¢dopmoit BIKH

3

A

BrinoysiHEHO HCCIIEN0BAHUE YPOBHSA 17+
ruapokcunporecreposa  (17-OHP)  kpoBu  BceM
MalMeHTaM C BHUPWIBHOW M COJIbTEpsIonie (opMoi
BJIKH

BpINOJIHEHO HCCIIEA0BAaHUE YPOBHS TECTOCTEPOHA KPOBH
BCEM TNAUHMEHTaM C BHUPWIBHOM M  COJIBTEPSIOLICH
dopmoit BJIKH

BBINOIHEHO HCCIIEI0BAaHNE AaKTUBHOCTH PEHUHA IIJIa3MBbl
VUM TIPSIMOTO PEHUHA KPOBU TNPH COIbTEpstomen Gpopme
BJIKH

BoinonHena MYJIbTUCIIUPATIbHASL KOMITBIOTEPHAs]
romorpajpust wam  MPT  wnaamodyeuHukoB — jais
OTpesieNieHUs] BTOPUYHBIX OOBEMHBIX 00pa3oBaHUI Y|
nanueHToB ¢ kinaccuyeckumu gopmamu  BJIKH, |
KOTOPBIX HE YyJIaeTcs JOCTUYb LEJIEBBIX IOKa3areseH|
QHJPOr€HOB, a TakXe MpPH DdNU304aX JJIATEIbHOMH
IIEKOMIICHCAIIMM B aHAMHE3€ Y Mal[UEHTOB

BrImo1HEHO YJIBTPA3BYKOBOC HUCCIICAOBAHUC OpPTraHOB
MOIIOHKH MYKYNH

BEINIOTHEHO  yJIBTPa3BYKOBOE HCCIIEIOBAHUE OPraHoOB
Majoro Tasa, npu mnogo3peHun Ha OART — MPT]
OpraHOB MaJIoro Ta3a

BbIMonHEHO Ha3HAYEHHWE W/WIM  KOPPEKIUS  J103bl
[IIFOKOKOPTUKOMJIOB NpH Kiaccuueckux ¢opmax BJAKH,
o noka3zanusmu - HBJIKH

BbIMoHEHO Ha3HAYEHHWE W/WIM  KOPPEKIUS  JI03bl
MUHEPAJIOKOPTUKOUIOB TpU  coilbTepstomed  popme
B/IKH

BrinonaHeHa A€ HCUTOMETPUS PU IEPBUYHOM
oOpartieHuu, MO0 MpH aHAMHECTHYECKUX JaHHBIX O
nepuoaax nepeno3npoBku I'KC nnm nepeneceHHbIx

ATpaBMaTHYECKUX IeperomMax
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KoH}uuKT uHTEpecoB:
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Poccuiickoit @enepanuu U Ipyrux CTpaHax.

METOI[LI, HCIMOJBb30BaHHbIC AJIA OHCHKH Ka4YeCTBA U CUJIbI 10KA3aTC/JIbCTB:

° KOHCCHCyc 9KCIICPTOB
. OI_ICHKa SHAYUMOCTH B COOTBCTCTBHU C YPOBHAMH JOKA3aTCIBbHOCTH U KJAaCCaAMHU

pEKOMEH A (TTPUIIAratoTCst).

Ta6auna 1. Illkana oneHkH ypoBHEW AocTOBepHOCTH aokazatensctB (Y) ans

MCTOA0B JUAarHOCTUKH (I[I/IaPHOCTI/I‘{CCKI/IX BMCH_IE[TCJ'ILCTB)

YA Pacuu¢poska

1 CuctemaTndeckue 0030pbl MCCIEAOBAaHUN C KOHTpOJIEM pe(epeHCHBIM METOIO0M WU
CUCTEeMAaTUUYECKUH 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAHUN ¢
MPUMCHCHUCM MCTAa-aHAJIN3a

2 OTnenbHbIE HMCCIEIOBAHUS C KOHTPOJEM peepeHCHBIM METOJOM WIH OTICNIbHBIC
pPaHIOMHU3UPOBAHHBIC KIMHUYECKUE WCCIEAOBAHUS W CHCTEMAaTHYeCKHe 0030pHbI
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UCCIIEIOBaHMIA JII000T0 M3aiiHa, 3a UCKIIOYEHUEM PaHJOMU3UPOBAHHBIX KIMHHYECKHX
UCCJIEJOBaHMM, C IPUMEHEHUEM METa-aHaIN3a

3 HccnenoBanus 0e3 MOCIEAOBATENBHOIO KOHTPONIS pePEepeHCHBIM METOJOM WU
UCCIICIOBAaHUSL C pEePEpeHCHBIM METOJIOM, HE€ SBJSIOIIMMCS HE3aBUCUMBIM OT
UCCIIElyeMOT0 METOJa MM HEPaHJOMHU3UPOBAHHBIE CPABHUTENIBHBIE HCCIEI0BaHMS, B
TOM 4MCJI€ KOTOPTHBIE UCCIIEI0BaHUS

4 HCCpaBHI/ITeHBHHC HCCJICA0BAHUS, OIIMCAHUE KIMHUYECCKOT'O Cliydas

5 Nmeercs nuiib 000CHOBaHUE MEXaHU3Ma JAEUCTBUSI UM MHEHHUE IKCIIEPTOB

Tabauua 2.11Ikana oneHKH ypoBHEH T0CTOBEpHOCTH oKazaTenbeTB (Y1) as metonoB
PO UITAKTUKH, JISUCHUS U peabunmurannu (mporIaKTHISCKUX, JIeUeOHbIX, peadMINTallHOHHBIX

BMEIIATEILCTR)

Y Pacmmgposka

1 Cucrematnueckuit 003op PKU ¢ npuMeHnennem mera-ananusa

Otnenpabie PKU u cuctematumyeckue 0030pbl HCCIIENOBaHMM J0OOrO au3aiiHa, 3a
uckiroueHnem PKU, ¢ npuMmeHneHneM meTa-aHanmsa

W

HepaH[[OMI/I?;I/IpOBaHHI)IC CPaBHUTCIILHBIC UCCIICAOBAHM, B T.4. KOTOPTHBIC UCCIICAOBAHW

4 | HecpaBHUTENbHBIE UCCIIEA0BaHMS, OMMCAHUE KIMHUYECKOIO Cllydyasl WIM CEepUH CIIydaes,
WCCIIEIOBAHMS «CI1Y4ail-KOHTPOJIbY

5 Hmeercss nuiis 0OOCHOBAaHHE MEXaHH3Ma HeﬁCTBHH BMCIIATCJIbCTBA (,Z[OKJ'II/IHI/I‘IGCKI/IC
I/ICCJ'IC)IOBaHI/ISI) HJIM MHCHHE SKCIICPTOB

Ta6maunma 3. Illkama omneHku ypoBHeW yOemutenbHOocTH pexomeHmanuii (YYP) s
METOJIOB TPOMUIAKTUKUA, TUATHOCTHKH, JIEUYEHUS U peadbunutanmuu (MpopHuIaKTUYECKUX,

JTUAarHOCTUYECKUX, JICUEOHBIX, PEaOMINTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacungposka

A CunbHasg pekoMeHIanus (Bce paccMaTpuBaeMble Kputepun 3(PpQeKTHBHOCTH
(ucxompl) SBISIOTCS BaXXHBIMHM, BCE MHCCIEJOBAHUS MMEIOT BBICOKOE HIIU
YIIOBJIETBOPUTENBHOE  METOJOJIOTMYECKOE  KauyecTBO, HUX  BBIBOABI IO
MHTEPECYIOIIHUM UCXO0JaM SIBIISIFOTCS] COITIACOBAHHBIMU )

B VYcnoBHas pekoMeHanus (He BCe paccMaTpUBaeMble KpUTEpUH 3PPEKTUBHOCTU
(McxXonpl) SIBISIFOTCSL Ba)XHBIMU, HE BCE MCCIEIOBAHUS HMEIOT BBICOKOE WU
YJIOBJIETBOPUTEIBLHOE METOJOJIOTHYECKOE KaueCTBO W/MJIM MX BBIBOJBI IO
MHTEPECYIOIIUM HCX0JIaM He SIBJIIIOTCSI COTJIACOBAHHBIMHU )

C Cnabast pekomeHamus (OTCYTCTBUE JO0Ka3aTeNbCTB HAAJIEKAIIET0 KayecTBa (Bce
paccMaTpuBaeMble KpUTepUH 3(PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE MCCIIEAOBAHNS UMEIOT HU3KOE METOJOJOTNYECKOE KAUYECTBO U MX BBIBOJBI 110
MHTEPECYIOIINM HCX0JIaM HE SIBJISIOTCSI COTJIACOBAHHBIMHU )

IHopsinok 00HOBIEHNS KIMHUYECKUX PEKOMEH/1aluil.
MexaHu3M  OOHOBJEHHS  KIMHUYECKMX  pPEKOMEHJALUMH  MpeaycMaTpuBaeT  HX
CHUCTEMAaTUYECKYIO aKTyaJIM3alHI0 — HE PEKE YEM OJUH pa3 B TPU I'0Ja, a TAK)KE IIPU NOSBICHUU

HOBBIX JAaHHBIX C ITO3HUIIMH HOKaSaTeHBHOﬁ MCIUIHHBI 110 BOIpOCaM JHArHOCTHUKH, JICUCHU,
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HpO(i)I/IJ'IaKTI/IKI/I n pea6I/IJ'II/ITaI_II/II/I KOHKPETHBIX 3&60HeBaHHI>'I, HAJIMYMK  00OCHOBAHHBIX

JIOTIOJTHEHMI/3aMeuannii K paHee yrBepkAEHHBIM KP, Ho He yame 1 pasza B 6 mecsies.
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Hpunoxkenue A3. CipaBo4HbIe MATEPHUAJIbI, BKJIKYAs COOTBETCTBHE
NMOKA3aHN K MPUMEHEHHUIO U IPOTUBONOKA3AHM, CII0CO00B NPUMEHEHUS U
103 JIEKAPCTBEHHBIX MPeNnapaToB, MHCTPYKIUM N0 NPUMeHEHUI0

JJEKApPCTBCHHOI'0 NIperiaparta

AKTyaJ'IBHBIC HHCTPYKIIMU K JICKAPCTBCHHBIM IIp€riaparaM, YIIOMHHACMbBIM B OdaHHBIX

KJIMHUYECKUX PEKOMEHIAIIUIX, MOKHO HalTH Ha caite http://grls.rosminzdrav.ru.

1. WucTpykuun 1o IIPUMEHEHHUIO THIPOKOPTH30HA®*
http://grls.rosminzdrav.ru/Grls View_v2.aspx?routingGuid=c1e77d64-929d-43b9-bd72-
ef9blbeSff72&t

http://grls.rosminzdrav.ru/Grls View_ v2.aspx?routingGuid=5d9fel173-3760-410d-a134-
8f95191f133d&t

http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=fbcbdf31-9¢97-4650-8356-
e8fc336729a3 &t

2. WHCcTpyKuus o MIPUMEHECHHUIO #KOpTHU30HA
http://grls.rosminzdrav.ru/Grls View_ v2.aspx?routingGuid=0520e9¢e1-c416-4083-bd98-
78a453141c12&t

3. HNHucTpykuun o IIPUMEHEHHIO #npenHuzonoHa**
http://grls.rosminzdrav.ru/Grls View_v2.aspx?routingGuid=0bae57ed-f795-4cab-ba98-
Oefa31cdacOb&t

http://grls.rosminzdrav.ru/Grls View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-
7171d992c66a&t

4. WuCcTpyKIuu o MPUMEHEHUIO JekcaMeTa3zoHa™*
http://grls.rosminzdrav.ru/Grls View_v2.aspx?routingGuid=750062c9-62f-45c8-aa44-
98d2dbabd6f8 &t
http://grls.rosminzdrav.ru/Grls View_v2.aspx?routingGuid=e5a54a56-22¢9-4336-8e19-
2e521f8a29cd &t
5. UncTtpykuus 1o MIPUMEHEHHUIO #pnynpoxopTuzoHa**

http://grls.rosminzdrav.ru/Grls View v2.aspx?routingGuid=84721278-8107-41f05-afc2-
3124209faae2 &t
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http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0520e9e1-c416-4083-bd98-78a453141c12&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0520e9e1-c416-4083-bd98-78a453141c12&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0bae57ed-f795-4cab-ba98-0efa31cdac0b&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=0bae57ed-f795-4cab-ba98-0efa31cdac0b&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-7171d992c66a&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=5bb36449-e307-43d1-ad5a-7171d992c66a&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-98d2dba6d6f8&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=750062c9-62ff-45c8-aa44-98d2dba6d6f8&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=e5a54a56-22c9-4336-8e19-2e521f8a29cd&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=e5a54a56-22c9-4336-8e19-2e521f8a29cd&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=84721278-8107-4f05-afc2-3f24209faae2&t
http://grls.rosminzdrav.ru/Grls_View_v2.aspx?routingGuid=84721278-8107-4f05-afc2-3f24209faae2&t

CasizaHHbBIE HOPpMAaTHUBHbIC IPABOBbIC AKTHI:

1. Tlopsmok oxa3zaHWs MEIUIUHCKON IMOMOIIM B3POCIOMY HACENEHUIO0 IO MNPOQPHIIO
«ounokpunonorus» (IIpukaz MunucrepcrBa 3npaBooxpanenus Poccuiickoit deneparuu
ot 12 mapra 2023 r. N 104).

2. CraHmapT MEAWIIMHCKOW IOMOIIY B3POCIBIM TPH BPOXKIACHHON JUCPYHKIHUU KOPBI
HAJaMO4YeyHUKOB  (agpeHoreHuTanbHbI  cuHapoM)  (Ilpunmokenme k  Ilpukasy
MunucrepcTBa 3npaBooxpanenus Poccuiickoit @eneparuu ot 23 mas 2023 r. Ne 255H).

3. Homenknatypa MJOKHOCTEH MEOWIIMHCKUX pPaOOTHUKOB U (hapMarieBTHUYECKHUX
pabotHukoB (IIpmnoxenne k I[lpukasy MunucrepcrBa 3apaBooxpaHenust Poccuiickoit
®enepanun ot 02 masg 2023 r. Ne 2551 N 205 H).

4. Homenknarypa meauuuuckux ycayr (IIpukas MumsgpaBa Poccun or 13.10.2017 N
804mn, c W3MCHCHUSMH oT 24.09.2020).

https://minjust.consultant.ru/documents/37309?items=1&page=1

https://minjust.consultant.ru/documents/25126

XapakTepucTHKAa IJIIOKO- U MUHEPAJTOKOPTUKOMIAHBIX MPeNnaparoB Jis JiedeHUs
BIAKH

I'mokokoprukouasl MexaHusM JAedicTBUA U (papmMakoJoruyeckue 3(PQPexrTnl
Mexanusm ﬂeﬁCTBHﬂ TJIIOKOKOPTUKONJIOB OCHOBAH Ha MX CBA3BIBAHWW C BHYTPUKICTOYHBIMU
CTEPOUJIHBIMHU PELIETITOPaMH, NPU ITOM TOPMOHBI PETYIUPYIOT FKCIPECCUIO IIUPOKOTO CHEKTpa
T€HOB Ha TPAHCKPUIIIMOHHOM U MOCT TPAHCKPUIILIUOHHOM YPOBHSX. | TFOKOKOPTUKOUIBI UTPAIOT
BAKHYIO pOJb B aJanTallid OpraHU3Ma K CTPECCOPHBIM BO3JECHUCTBHUSAM BHEIIHEH Cpenbl,
OKa3bIBasi MHOTOCTOpOHHEe BiIMsSHHE Ha oOMeH BemiecTB. OHM CHOCOOCTBYIOT pPa3BUTHIO
THUIICPIIIMKEMUHU 4YCPE3 HCCKOJIBKO MCXAHHU3MOB: CTUMYJIHUPYIOT EeYSCHOYHBIN TJIFOKOHCOT'CHE3,
YCHJIMBAIOT KaTaboiM3M OENKOB, CTUMYIHUPYS BBICBOOOKICHHE aMHHOKHCIOT — CyOCTpaToB
TJIFOKOHEOTeHEe3a; CHIDKAIOT TMOTpeOJIeHHe W HUCIOJIB30BaHUE TIIOKO3bl JKHUPOBOW TKaHbBIO;
YBENUYUBAIOT  3(PQPEKTUBHOCTh  JCHCTBHSI  TOPMOHOB,  CTUMYJIUPYIOLIUX  KIIIOYEBBIE
MEeTa0OJIMYECKHE MPOIECChl, B TOM YHCJE TIIOKOHEOoreHe3. [ JIFOKOKOPTHKOUIBI YCHIHBAIOT
aunonuTHueckoe neiictBue karexomamMuHoB W CTI M TOBBIIAIOT conep:kaHUE CBOOOTHBIX
JKUPHBIX KHUCJIOT B IJIa3Me; OKa3bIBAIOT aHAOOIMUYECKOe JeicTBIEe HA OOMEH OENKOB B MEYCHH U
KaTaboMM4eckoe — B MBIIIIAX, XUPOBOM W JUMGOUIHOM TKaHAX, KOXe, KocTax. OHu

MOJABIISIIOT POCT W JeneHue (uOpoOIACTOB M CHHTE3 KOJIJIareHa, 3a CYET Yero HapylIarT
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penapaTuBHy0 a3y BOCHaleHUs; NP HMX HU3ObITKE YCHUIUBAETCS KOCTHas pe3opOuus,
nojaBisieTcss KocreoOpa3zoBanue, B pesyibTare dero cHuxkaercs MIIKT. TmrokoKopTHKOUIBI
0071a/1a10T CUJIbHBIM IPOTUBOBOCIIAJIUTENIBHBIM U UMMYHOCYIIPECCUBHBIM JeiicTBUEM. B cucreme
TUINOTaIaMyC—TUIO(PU3—HAAMIOYEYHUKN JIEUCTBYET KIACCUYECKHM MPHUHIIMI «OTpULIATEIbHON
00paTHON CBS3M»: TIIIOKOKOPTUKOUABI MOJABISIOT 00pa3oBaHUE KOPTUKOTPOIMUH-PUITU3UHT-
ropmona u AKTI. B 5SHIOKpHMHOJOTrMM OCHOBHOE IIOKa3aHWE Uil HA3HAYCHUS
[JIFOKOKOPTUKOMJIOB —  3aMECTHTEJIbHAs Tepanusi NpU HEJAOCTaTOYHOCTH (YHKLIUU KOPHI
HaJIIOYE€YHHUKOB.

[lo mpomOMmKUTENBHOCTH NEUCTBUS Mpenaparsl MIIOKOKOPTUKOUIOB pa3leisaioT Ha 3
IpyHnnbl: KOPOTKOIO AEHCTBUS (THAPOKOPTHU30H), CPEOHEH NpPOAOKUTEIbHOCTH JAEHCTBUS
(IpeaHU30JI0H, METWJIIPEIHU30JIOH) U JUIMTEIbHOrO AeicTBUs (nekcamerazoH). Kpome Toro,

pasnuyHa u OuoNornyeckas akTUBHOCTH MpenaparoB (Tadm. Al).

Tabmmna Al. CpaBHuTenbHas XapaKTEPUCTHKA IMPENapaToB INIIOKOKOPTUKOUAOB U

MHUHEPaTOKOPTUKOUIOB
IIpenapatsbl CranaaprHas AKTHBHOCTH
Ta0JeTHPOBAHHAS
¢opma,
IKBHBAJIEHTHAasI 110
IJIIOKOKOPTUKOUIHOM
AKTHUBHOCTH, MT
I'mroxokopt | MuHepanokop AKTT-
UKOUIHAS TUKOUIHAS MO/IABJISIFOL]
ast
I'mapoxopTn3oH 20 1 1 +
[Ipenuusonon 5 4 0,5 ++
Mertunnpe 1HU30710H 4 5 0,1 ++
JlexcameTrasoH 0,5 30 0,05 +++
Dy apOoKOPTHU30H 0,1 15 150 —

@apmaxokunemura. Ilpu npueme BHYTpPb TIIIOKOKOPTHUKOHBI XOPOILIO BCACHIBAIOTCA B
XKT, npuuem nprem MUIM Majio BIUSET Ha UX abcopOuio. Jpyrue nmyTi BBeA€HUs MPENapaToB
IpU JICUEHUHM SHIOKPHUHHBIX 3a00J€BaHUN MPAKTUYECKH HE HCHOJIb3YIOT, 32 HCKIIOYEHUEM
cllydaeB OCTpod HaJmoueyHukoBoi HenoctarouHoct (OHH), xorma ruapoKOpTH30H BBOJAT
napeHTepaibHo. HecmoTps Ha kopoTkue T1/2, B TKaHAX MITFOKOKOPTUKOUABI COXPAaHSIOTCSA ropas3io

J0JIbIIE, B COOTBETCTBUH C YE€M UX TepaneBTHYECKUe FPPEKThl TOCTATOYHO JIUTEIbHBIE (Ta0I.

A2, A3).
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Taoauna A2. dapmMakOKMHETHKA MPEMAPATOB IIIIOKOKOPTUKOUIOB

IIpenapar T1/2 U3 M1a3MbI KPOBH, 4 T12 3 TKaHe, 4
I'mppoxopTuson 0,52 812
[Ipeanuzonon 24 12-36
MeTtwinpe 1HU3070H 24 12-36
Jexcamera3on 5 36-54

Ilobounvie s¢ppexmopr. YacToTa pa3BuTus U BeIpakeHHOCTh HIIP rirokokopTHKOWIOB
3aBUCAT OT J03bl M JJIUTEIBHOCTH UX HPUMEHEHHs. XapaKTepHble MOOOUYHBIE SIBICHUS MPU
[apeHTEepaIbHOM HNPUMEHEHUU TJIIOKOKOPTHKOUAOB OOBIYHO OOpaTUMbl U MOIYT OBITh
YCTpaHEHBI WJIM YMEHBIICHBI IPU CHIDKEHUH J03bI.

OHOoKkpuHHas ~ cucmema:  yrHeTeHHWEe  (DYHKIMH  HAAMOYEYHHKOB,  BTOPHYHAS
apeaKkTUBHOCTh HAANOYEYHUKOB U runodusa pa3iMyHOro reHesa, pa3Butue cuHapoma Mienko—
Kymuara, HapylmieHMss MEHCTPYaJbHOI'O LHMKJIA, CHUXKEHHWE TOJEPAaHTHOCTH K TJIHOKO3€,
IpOsIBJIIEHUE JIAaTeHTHOTrO caxapHoro auadera (CJ), moBbieHne TOTPEOHOCTH B WHCYJIMHE HITH
NEePOPATBHBIX TUIIOTJIMKEMUYECKUX cpeacTBax y 0ompHbix C/I.

JKKT: nentuyeckas s3Ba C BO3MOXHBIM MPOOOJAEHUEM U KPOBOTEUEHHEM, MMAHKPEATUT
(TomIHOTA, pBOTA), B3YTHE XKHBOTA, SPO3UBHBIN/A3BEHHBIN 330(aruT; MOBBILIEHHE aKTUBHOCTH
AJIT, ACT u menounot ¢ocdaraspl (LL{P) B chiBOpoTKE KpoBU (OOBIYHO 3THU H3MEHEHUS
HE3HAYUTENIbHbI, HE CBSI3aHbl C KAaKUMU-IHOO0 KIMHUYECKUMHU CHHAPOMaMH M OOpaTHMBbI MOCIe
IpeKpalleHus JICUEeHUs).

Cepoeuno-cocyoucmas  cucmema: XCH 'y OOmbHBIX C  COOTBETCTBYIOLIEH
IPEJIPacIoNOKEHHOCThIO, MOBBIIEHNE apTepraibHOro aasieHus (AJl), y G0JbHBIX C OCTPBIM U
MOJOCTPhIM  MH(ApPKTOM MHOKapJa — paclHpoCTpaHEHHUE odara HEKpo3a, 3aMelJieHHe
¢dbopmupoBaHus pyOIIOBOM TKaHM, YTO MOKET NMMPUBECTH K Pa3pbIBY CEPACUHON MBIIIIIHI.

Hepsnasi cucmema: TIOBBIIIEHWE BHYTPUUEPENHOIO JABJICHMS C OTEKOM JIHCKa
3pUTENBHOTO HEpBa, CYJOpPOTH, T'OJOBOKPY)KEHUE, TOJIOBHAsI 00Jb, JETUPUM, 1€30pUeHTaIus,
sitdopus, TAJUTIOLMHALINN, MAaHUAKAJIbHO-IETIPECCUBHBIN TICUX03, ACTIPECCHS], TapaHOMs.

Opeanvl yyecme: 3aHsisl CyOKarcylspHas KaTapakTa, IOBBIIIEHHE BHYTPHUIJIa3HOTO
nasnenus (BI'J]), rmaykomMa ¢ BO3MOXKHBIM IOBPEXKJIEHHEM 3pUTEIBHOIO HEpBa, dK30(TanbM,
CKJIOHHOCTh K Pa3BUTHIO BTOPHUYHBIX OAaKTEPHAIBHBIX, TPUOKOBBIX WIJIM BUPYCHBIX HWH(EKINI
IJ1as.

Obmen gewjecms: OTpULIATEIBHBIA a30TUCTHIM OajaHc, OO0YCIOBIEHHBIH KaTaOOIU3MOM

OEJIKOB.
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OnopHo-0sucamenvhas cucmema: <«CTEPOMJHAs MHUONATUS, CHUKEHHE MBIIICUYHON
Macchl, OCTEONOpPO3, pPa3pbIBBl CYXOXKWUIMH, B OCOOCHHOCTH aXWIIOBAa CYXOXHIIHS,
KOMIIPECCHOHHBIE TI€PEeNIOMbI TTO3BOHKOB, AaCENTHYECKH HEKpo3 3nupu30B OeapeHHOH U
IUIEYEBOM KOCTH, IATOJIOIMYECKHUE MEPEIOMBI JJIMHHBIX KOCTEH.

Koorcnvie nokposwi: MEUIEHHOE 3a)KUBJIEHUE PaH, UICTOHUYEHUE M CHUXKEHHUE MPOYHOCTHU
KOXH, METEXUH, IKXMMO3bI, dPUTEMA JIMIA, BO3MOXXHOE IOJABICHHE PEAKLUU NPU KOKHBIX
TecTaX, TMPCYTU3M, [TOBBILIEHHOE IOTOOTIEICHHUE.

Annepeuueckue peaxyuu: TeHEpaIU30BaHHbIE (KOXKHAsI ChIIb/KPAIMBHULIA).

/Jlpyeue: TOBbILIEHUE aIllleTHTa, HMKOTa, AapUTMUHU, TUIEPKOATYJSALMs, TPOMOO3BI,
TpopuvecKre H3MEHEHHUS POTOBHIIBI, IMOBBIIIEHHOE BBIBEJCHHE KAaJbIHS, THIIOKAIBIIUEMHUS,
pa3BUTHE WM 000CTpEeHNE UH(PEKIIMOHHBIX 3a00I€BaHUM.

Cunopom  «ommenvly:  €CIM 'y  TAUUEHTa,  JUIMTEIBHO  IPUHUMAIOILETrO
[JIFOKOKOPTUKOMJIBL, OBICTPO yMEHbLIATh J03y IIpernapara, MOTYT pa3BUTbCA NPU3HAKU
HAJAMOYEUYHUKOBOM HEIOCTaTOYHOCTH, apTepuaibHas TUIOTEH3Us U cMepTb. Kpome Toro,
BO3MOXKHO  DPa3BUTHE CHHIPOMA «OTMEHBI», HE CBA3aHHOIO C  HAJANOYEYHUKOBOMU
HE/I0CTaTOYHOCThIO (QHOPEKCHsl, TOILIHOTA, PBOTA, JIETAprus, rojoOBHAas 00jb, JIMXOpajKa,

apTpajrusa, J€CKBaMaluAa SIIUTCIIUA, MUAJITUA, CHUKCHUC MACChI TCJIa, CHUKCHHUC AI[)

Tadoauua A3. JlekapcTBeHHbIE B3aUMOCHCTBHUS MIFOKOKOPTUKOUIOB

IIpenaparsl IddexTnI

brokaTops! KanbLHEBbIX CHuxenue 3(h(heKTUBHOCTH MEPEUNCIIEHHBIX MTPENapaToB
KaHaJIOB, XUHU/IUH,
SPUTPOMHIINH, UHIMHABUD

HIIBII Bozpacranue pucka popmupoanus 5138 B JKKT

WNunyxropsl pepmenta CYP3A4 | Ocnabnenue neicTBUs TIFIOKOKOPTHKOUIOB
(Hanpumep, dbeHuTouH,
¢denobapburan, kapOamasenuH,
MIPUMU/IOH, pudadbyTuH,
pubaMnuIMH) WIK TpernapaTos,
MOBBIIAIONINX METa00THMIECKHMA
KITUPEHC TJIFOKOKOPTHUKOMIOB
(adenpuH 1 aMUHOTTIOTETHMI]T)

NHrunéuropst dbepMeHTa | YBennueHHEe KOHIICHTPAIH TTFOKOKOPTUKOUIOB B KPOBH
CYP3A4 (keToKkOoHa301,
MakpOJIMJHbIE AHTUOMOTUKU U

zp.)

FI/IHOFHI/IKGMI/I‘IGCKI/IG, FJ'IIOKOKOpTI/IKOI/II[BI YMCHBIIAKT TEPANICBTUICCKOC
AHTUTUTNICPTCH3WBHBIC
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nmpenaparbl, Ipa3uKBaHTEIb |
KIMHBBIBOISAIINEC TUYPETUKH

JIEHCTBHE NIEPEUYNCIICHHBIX IIPENapaToB

I'enapun, anbenaason,
Kanuiicoeperamiue JnypeTHKI

IloBpIIIICHNE aKTHBHOCTH NEPCUUCIICHHBIX ITPEIIapaToOB

HerﬂMHe AHTUKOAI'YJIIHTBI

Wsmenenus CBEPTHIBACMOCTHU KPOBU

AHTaroHucTHI f2-
aJIpeHOPELENTOPOB, THA3UAHBIC
TMYPETUKH, pypoceMus,
ATaKPHHOBAs KUCIIOTA,
MHTUOUTOPBI KapOOaHTUAPA3HI,
ampoTepuLuH

HpI/IMeHeHI/Ie BBICOKHX 03 TJIFOKOKOPTUKOH 0B
YBCIMYNBACT PUCK PA3BUTUS THIIOKAJIMCMHUN

AHTanuasl YMeHbIIal0T BCAChIBAaHUE TIIOKOKOPTUKOUJIOB IIPH NIpUEME
BHYTPb

Canuuuiatsel VYBenuueHne NoYe4yHoro KIMpeHca caluluiaToB

OpanbHble KOHTpPALENTUBGI, | YBenuuenue T/ NIIOKOKOPTUKOUIOB

AHTUTHUPCOUIHBIC ITPCIIaPaThI

TamumoMung

BosmoxHOo
HEKpOJIn3a

Pa3BUTHC TOKCHYCCKOI'O ISIIKMACPMAIBLHOIO

Cepz[eqHLIe TITUKO3HUAbI

FJ'IIOKOKOpTI/IKOI/II[I)I MOT'YT IMOBBIIIATh PUCK BOSHUKHOBCHHA
ApUTMHUU U I[I/IFHTEU'IHCHO?I HMHTOKCUKaAIIN

Comarponus 3amennenue abcopbumuy coMaTponuHa
Ortanoun, JTAHOJICOAEPIKAIME | YBEIWUEHNE 4YacTOThl IIOSABJICHHUS WIM HWHTEHCUBHOCTH
Ipernaparsl 9PO3UBHO-A3BEHHBIX nopaxkeHni KKT

Munepanoxoprukonasl. Mexanusm aeucreus u papmakosiornyeckue 3¢ @exrsl.

OcHoBHast (QYHKIUS MUHEPATOKOPTUKOUAOB — 3a/€pKKa B OpraHu3Me HaTpus u
nojaaepkaHue (U3MOIOrHUECKON OCMOJISIPHOCTH BHYTpEHHEH cpefbl. ['1aBHBIN opraH-MHILIEHb
3TUX TOPMOHOB — TI0YKa, IJI€ OHH YCHJIMBAIOT aKTUBHYIO peabCOpOIMIO HATPUsl B TUCTAIbHBIX
U3BUTHIX KaHAIbLaX M COOHMpATENbHBIX TPyOOUYKaX, CTUMYIUpYs dSKcrmpeccuto rema Na'-K*-
AT®a3er. Kpome TOro, MHHEPaTOKOPTHKOHIBI CIIOCOOCTBYIOT BBIJICJICHUIO TOYKAMU HOHOB
KaJlisg, BOAOpPOJAa M aMMOHMs. JIIsi 3aMEeCcTUTENbHOW Tepanuul MHHEPATOKOPTHUKOUIHON
HEI0CTaTOYHOCTH B HACTOSIIIEE BPEMs IPUMEHSIETCS TOJIBKO (IIyIPOKOPTU3O0H.

Dapmaxokunemuka. Ilocne npuema BHYTPb (DIyIpOKOPTH30H OBICTPO M TOJHOCTBHIO
BcackiBaetcs U3 KKT. Chax pryapokopTH3oHa B miazMe JoCTUTaeTcs IPUOIU3UTENBHO Yepes 2
4. CBs3bIBaHuE ¢ OenkaMu mia3Mbel — 42%. Merabonausupyercs B ieueHd. BeIBoUTCS ouykaMu
B BHJE HEAKTHUBHBIX MeTabomuToB. Tin U3 35 wu.

Jaa3Mbl — Jlerko mpoxoauT
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rucrtoremMatnueckue Oapvepnl. Tiz — 18-36 u. He3nauutenbHas 4acTh 3KCKPETUPYETCS IMPHU
JaKTalH.

Ocobennocmu npumenenusi. Ilpemapat 3pdexTuBeH npu mnpuemMe BHYTPh U 0O0IanaeT
MOIIHBIM MHUHEPAJTOKOPTUKOUIHBIM JEHCTBHEM, CONOCTaBUMBIM C aipiocTtepoHoM. [lpu
OepeMEHHOCTH MOXET NOTPeOOBaThCA YBEIMYEHUE [03bl (IIYAPOKOPTU30HA, MOCKOIBKY
3HAQUYUTEJIbHO TMOBBIIIACTCS YPOBEHb MPOreCTepOHA — AHTATOHUCTA MHUHEPATOKOPTUKOMIHBIX
perenitopoB. MHorna o3y (GiayapoOKOPTH30HA MPUXOIUTCS YBEIWYUBATH B JIETHEE BpeMs
(0coOeHHO B YCIOBHSIX JKapKOTo KiuMaTa) Kh3-3a OOJBIIMX IMOTEPh C MOTOM HATPHUS U BOJbI
(Tabmn. A4).

Ilobounoe deticmaue.

Co cmopoust  cepoeuno-cocyoucmou cucmemsi: Al, nepudepuyeckue OTEKH,
runeprpodus  JEBOro - Kelyaouyka  cepAlla,  HEAOCTaTOYHOCTh  KPOBOOOpAIlIEHHUS,
TUIIEpHATPUEMHUS], TUTIOKANIbLIMEMUS], apUTMUU, Opaaukapaus, usmenenus Ha DKI', xapakrepHbie
JUTS] TUTIOKQJIMEMHH, TUTIEPKOAT YIS, TPOMOO3bI, OOTUTEPUPYIOITUI YHAAPTEPUUT.

Co cmopoHbl onopHo-08ucamenvbHo2o0 annapama. MblllIeyHas ciaabocTh, CTEPOUHAsS
MoTepsi MBIIIEYHOH MAaCChl, OCTEOINOpPO3, KOMIIPECCUOHHBIA TIEpeioM MO3BOHOYHHKA,
aCeNTHUYECKUN HEKPO3 TOJOBOK OEIPEHHON M TUIEYeBOWM KOCTEH, MAaTOJOTHYECKHE MepeoMbI
JUIMHHBIX TPYOUaThIX KOCTEH.

Co cmoponer KKT. CrepousHas si3Ba ¢ BO3MOXHBIM NPOOOJEHUEM U KPOBOTEUEHUEM,
MAaHKPEaTUT, METEeOpU3M, SI3BEHHBIM 9330()aruT, HapylIIeHUS MUIIEBAPEHUs, TOIIHOTA,
MOBBIIIICHUE WM CHIDKCHHE alllleTHTa, PBOTA, WKOTa, moBbimeHne akTuBHOCTH AJIT, ACT u
] D.

Co cmoponbl Koxcu: yrpy, 3aMeJIJICHHOE 3a)KUBJICHUE paH; UICTOHYEHHUE KOXKH; NeTeXUU
U TEeMaTOMBbI, SPUTEMa, TOBBIIICHHAs MOTIUBOCTb, AIJIEPTUUYECKHI JEepMaTUT, KpalUBHUIIA,
AQHTMOHEBPOTUYECKHM OTEK, IKXUMO3bI, TUIEP- UM TUIONMUTMEHTALHS, CKIIOHHOCTh K Pa3BUTHIO
MAOACPMHH U KaHHUI03a.

Co cmoponwvr I[[HC: mnoBeimenne BUJI, cymoporu, rojgoBOKpyXeHHE, TOJOBHas 0O0JIb,
HApPYIICHUS CHA.

Co cmopouvl 0peano8 SHOOKPUHHOU cucmeMsl: BTOPUYHAS HAAMNOYEHYHUKOBAS U
TUTIOTAJIaMO-THTIO(PU3apHas HEJI0OCTaTOYHOCTb, CUHIPOM Kymmunra, HapyIIeHUS
MeHcTpyanbHoro nukia; HTT'; maaudecranus nateatHoro CJI u moBbIIEHHE TOTPEOHOCTH B
WHCYJIMHE WU TIepOPpaIbHBIX TUMTOTIMKEMUYECKHUX Mpenaparax y 60iapHbIX ¢ CJ; rupcyTusm.

Co cmoponvl opeana 3penus; 3agHSAs CyOKancCynspHas KaTapakTa, yBEJIHUCHHE

BHYTPUIJIA3HOTO JaBJICHUS, TJayKOMa, d5K30()TanbM, CKIOHHOCTh K pa3BUTHIO BTOPHUYHBIX
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OaKTepHalbHBIX, TPUOKOBBIX WJIM BUPYCHBIX WHQEKIUH T11a3, TpPOpUYECKUE HN3MEHECHUS
POTOBUIIBI.

Co cmoponbl ncuxuyeckot cghepvl: MAHUU WIN ACTUPUO3HBIN CHHAPOM.

Memabonuueckue Hapywienusi: OTPULATEIBHBIA a30TUCTBIN OallaHC; THUICPTIUKEMHS;
IJII0OKO3YpHS, MOBBIIIEHHOE BhiBeaenre Ca’t, runoKaaueMUyecKuil CUHIPOM.

Ilpouue: aHadMIAKTUYECKHE pEAKLWHU; YBEIWYCHHE MacChl Tella; MAaCKUPOBKa
CHUMIITOMOB HMH()EKIMOHHBIX 3a00JeBaHUi; OOMOPOKH; pa3BUTHE WM 00OCTpeHHE HMH(pEKIui
(mosIBICHWIO ATOM HexenaTenbHOW mobounor peakuuu (HIIP) cmocoOCTBYrOT coBMECTHO

MMPUMCHACMBIC UMMYHOICIIPECCAHTHI 1 BaKI_II/IHaI_[I/IH); HeﬁKOHHTypHH; CUHIAPOM «OTMCHBI».

Tab6auna A4. BzaumopeiictBue (GIyApOKOPTH30HA C JAPYIHMH JICKApPCTBEHHBIMH

CpeAcTBaMu
IIpenapar IddekTnI
CucremHble TIFOKO- u | [ToBbimaer 3¢ppekTHBHOCTD (M TOKCHYHOCTH )
MUHEPaJIOKOPTHUKOUIbI
Amnabonnyeckue crepounipl, | CHIKaet 3¢ (EeKTUBHOCTD, YBEJIUYUBACT
aHJIPOT€HBI relaTOTOKCUYHOCTh,  IOBBIIIAET PUCK  pa3BUTHUS
nepuepuyecKux  OTEKOB,  yrped  (MIPUMEHSTh

OCTOPOKHO OOJIE3HSX MEYSHH U CepIIlia)

Ceppeunble MMKO3UAbI U IIPENaparsl,
BBI3BIBAIOLINE TUIIOKAJINEMUIO
(nnyperuku, ampotepuiiut B)

VYcunusaer BepositHocTs HITP

Harpuiiconepxaiiue npenaparsl

BOSpaCTaCT PHUCK Pa3BUTHA HepI/Iq)epI/ILIeCKI/IX OTCKOB U
THIICPTCH3UU

AuermncanuiuioBas  kucinota  u | [loBblmaercs pucK U3bSI3BICHUS CIU3UCTON 000IOUYKU
npyrue HITBIT JKEIyIKa

Bbapburypartsi, YckopstoT MeTaboIu3M  KOPTUKOCTEPOUIOB (IIyTeM
MPOTHBOAHIJIENITUYECKHE  CPENICTBA | MHAYKIUA  MHKPOCOMAaNbHBIX  (pepMEeHTOB) u
(penuToUH, KapbamasenuH), | ocnabsoT uxX JeHCTBUE

pubaMnuH

KT'K, conepxaiiiie 3cTpOreHsl

33MCIIJ'I$IIOT MCTE[60J'II/13M, YBCJIINYUBAOT Tip wm

YCHJIMBAIOT JIeHCTBUE QIIyIPOKOPTU30HA

AHTHTMCTaMHUHHBIE TPENapaThl

OcnabnsitoT nefictBue GQIyapoKOpTH30HA

AHTHUKOATyJISIHTBI (mpou3BOHBIE
KyMapuHa, WHIAHAWOH, TeNapuH),
CTPENTOKUHA3a, YPOKHHA3a

B3bIBalOT CHIDKEHUE, a Y HEKOTOPHIX OOJIBHBIX —
noBbIIeHUE 3PHEKTHBHOCTH (IIYAPOKOPTHU30HA

TpunuKINYecKne aHTUAETIPECCAHTBI

Moryr  ycwiuBaTh  INCUXMYECKHE  HapYyIICHHUS,
CBSI3aHHBIE C MPHUEMOM (IIYAPOKOPTU30HA (HE CleayeT
Ha3HAyaTh MX JJIs JICYEHHS! IaHHBIX HapyIIEeHUN)

Ddenpun MoseT ycKopsATh MeTaboiIu3M KOPTUKOCTEPOUIO0B
(BO3MOXKHA KOPPEKITHUS A03bI (DIyIPOKOPTH3OHA)

[lepopanbubie  runornukemudeckue | OcnalisieT TUIOTIMKeMUYecKoe IeHCTBHE

CpeAcTBa W WHCYIMH (BO3MOXHA

KOPPEKIIHs JI03BI

TUINOTIMKEMHUYECKUX CPECTB)
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Kanuniicbeperaromnue nuypetuku, | Ocmabnser aeicTBre

cliabuTeNbHbIE CPECTBA

HMMmyHOI€nIpeccaHThl [loBblmaeTcst puck pa3BUTUS HH(pEKUHH, TUMPOM U
apyrux auMdonponudepaTUBHBIX 3a00JeBaHUN

CoBmecTHOE IpUMEHEHNE ¢ | dIyApOKOPTU30H MOXKET CIIOCOOCTBOBATH YCUIIEHUIO

JETIONIAPU3YIOLTMHU OnoKanpl CHHAIICOB W NPUBOAUTH K YBEJIUYCHHUIO

MHUOpelaKCaHTaMHU IPOAOIKUTEILHOCTH HEPBHO-MBIILIEYHOM OJIOKaabl 3a

CUCT I'uIIOKaJIbIICMHUU

IIpumeHeHne BakUUH, COACPXKAIIUX
JKUBBIC BUPYCHI

Bo3mokHa peruKanysi BUpYcoB (pa3BUTHE BUPYCHBIX
3a0ojeBaHUi) M CHW)KCHHE BBIPAOOTKH aHTHUTEN
(omHOBpEMEHHOE MPUMEHEHNE HE PEKOMEHIYeTCs)

Jlpyrue BakUuHBI B COUYETaHUM C
GbIyIpOKOPTU30HOM

[ToBBIIAIOT PUCK HEBPOJOTHYECKUX OCIO0KHEHUU M
CHIDKAIOT BBIPAOOTKY aHTHUTEI

Tadauma AS. Cxema KoppeKImy 3aMmecTuTenbHoM Tepanuu ipu B/IKH

Yciaosue

HeiicTBue

JInxopajnka

YBenuueHue 1036l THAPOKOPTU30HA B
2 pa3za npu t 38rpC, B 3 paza npu t 39rpC no
HOpManu3anuu  (00brHO — 2-3 JTHS);
NOBBIIIEHHOE  YIOTPEOJIeHHE DIIEKTPOJIUT-
COJICPIKATHIX JKUJIKOCTEH

OpaJIbHBIX (POPM HEBO3MOIKEH)

l'actposuTepur wunam TpaBMa (IpueM

I'mapoxoptuzon** B/mM 100 Mr B
cyTkH (Hampumep, yrpoM 50 mr, aHem 25 mr
1 Be4epoM 25 Mr)

Xupypruyeckoe JeueHue (HEeCI0XkKHOE;

I'mapoxoptuzon** B/M 50-75 mr B

WHTEHCHUBHOW Tepanuu

TpaBMa, pOJbl UM 00JIe3Hb, KOTOpas Tpedyer

MaJIOMHBa3MBHbIE  MPOLENYpPbl, HampuUMep | CyTKH 00br4HO 1 - 2 nHs (Hampumep, 25-50
730¢aroracTpoyoACHOCKOMNMUS, AKCTpakius | Mr 3a 15-30 MUHYT 0 BMemiaTenscTBa U 25
3y0a) MT [10CJI€ BMENIATENbCTBA)

bonpmioe XUPYPrU4ECKOe I'mapoxoptuzon** 100 mr B/B
BMEUIATEILCTBO MOJ  OOMIMM  HApKo30M, | OOJIOCHO, Jajee HENpepbIBHOE BBEJICHUE

200 mr B cytku (wu o 50 Mr kKaxasie 6 4
B/B WM B/M); HENpPEpbHIBHOE BBEJICHUE
xuakocred (5% pekcrpoza** u 0,9 wumm
0,45% NaCl)

[Tocne pomoB 0e3 OCHOXKHEHHA —
O0OBIYHO TIEPEBOMSAT Ha TPHUEM TMTEPOPATHHBIX
I'KC B OOBIYHBIX JIJIs1 TTALIMEHTA J03aX.

[Ipu rnagkom TeyeHun
MIOCJICOTIEPAIIHOHHOTO TIEPHO/Ia B TIEPBhIE
TPH JHSI BHYTPUMBIIIICYHO BBOJIST
100-150 mMr ruipoKOpTH30HA B CYTKH,
3areM 3—-5 nHelt — 75-100 mr B cyTKH,
1ocJjIe Yero MalfeHTa nepeBosT Ha

Ta0JIETUPOBAHHBIE MpenapaThl M0 OOBIYHON
cxeme.

AJITUCOHMYECKUIN KPHU3

CM. TekcT manee

*ouopokopmuzona cyKyuHam Hampus
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AJITOPUTM JIedeHHUs] OCTPOil HAANMOYe4YHUKOBOI Henocrarounoctu npu BJAKH [1-
6,90-94]

JKCTPEHHLIE MePbI.

e VYcraHOBJIEHUE BHYTPUBEHHOTO JOCTYMIA.

e B/B BBenenue 2-3 1 0,9% pactBopa HaTpus xjaopuaa (Co CKOpocThio 1 11 B Hac).
OO0s3aTeaBHO MOHHUTOPHUPOBATH MIPU3HAKU Meperpy3Ku JKHIKOCTBIO
(aprepuanpHOE€  JaBICHWE, IIEHTPAJbHOE BEHO3HOE JaBJIICHHE, JIUYype3,
3JIEKTPOJIUTHI KPOBH, XPUIIBI B JIETKUX ).

e B/B BBemenue ruapokoptu3oHa (100—150 Mmr HeMemIeHHO W Jaliee KaKIble
6 yac).

Mephbl I0¢JI€ CTAOMIN3AIMH COCTOSIHUS MAIMEHTA.

e [IIponomxenue B/B BBeaeHue 0,9% p-pa HaTpust XJI0pUIa C yMEHbIICHHEM 00beMa
u ckopoctu uHbYy3uu (B TeueHue 24-48 gac), mocne Boccranosienus OLK —
JIOTIOIHUTENIbHOE BBeaeHue 5% p-pa nekcrpossl (0,5- 1 ).

e [locreneHHoe yMeHbILIEHUE 103bI IITIOKOKOPTUKOUIOB (B TeueHue 1-3 nHei).

e Hauano 3amecTHTENbHOM MHHEPATOKOPTUKOUIHOW Tepanuu ((GIyapOoKOpTHU30H
0,1 mr/cyT.) mpu mapeHTepaidbHOW a03e TUApoKopTH3oHa MeHee 100 mr/cyr,
npekpamienun  BeeneHus 0,9% p-pa HaTpua Xxjopuza WIM NEpEXole Ha
NepopaIbHbIN MPUEM T'HAPOKOPTU30HA.

e Jlomck wu JeyeHMe OSTHOJOrMYECKOro (akrtopa (BEepoSATHBIX HHpeKuuit),
MIPUBEIIINX K OCTPOM HAAIIOYEUHUKOBON HETOCTATOYHOCTH.

JlaJapHel1ee BeleHue

Ilocne crabwin3anuu  COCTOSIHUA — MallMEHTa M CHIDKEHMsS CYTOYHOH  JI03BI
ruapokoptu3zoHa MeHee 100 Mr B CyTKM NManueHTa NepEeBOAST Ha MOCTOSHHYIO 3aMECTUTENIBHYIO
TOPMOHAJIBHYIO TE€panuio TabJeTUPOBAHHBIMU IIPerapaTaMy rHAPOKOPTHU30HA.

Tabdmuma  A6. 3amecTuTenbHas  Tepanuss IpU  OCTPOM  HAANOYEHUHHKOBOM

HepoctatoyHocty npu B/IKH

IIpenapar IIpumeHnenune

JlorocnurajbHbIi 3TAN
I'uapoxoptu3on™* | BHYTpUBEHHO (eudpokopmusona CyKyuHam Hampus) WA
(mpenapar BbiOOpa) | BHyTpuMbIieyHo, 100-150 mr

Hexcamerazon™* BuytpuBeHHo, 4—8 Mr cTpyHHO Ha JOrOCHUTAJIBHOM 3Tare
WU Buaytpuenno, 40 Mr cTpyiHO Ha IOTOCIUTaIbHOM 3Tare
MPEAHU30IOH ™ *
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1 cyTkn

IM'mapoxopTuzon™* | BHyTpuBeHHO Wi BHyTpuMbIiedHo, 100-150 Mr kaxasie 6 4,
(mpenapar BbIOOpa) | MakcuMalnbHas cyrodnas qo3a — 800—1000 mr

2-5 cyTkH

I'mppoxoptuzon** | Ilpu AJ] 100 MM pT cT | BBbILIE IEPEBOJT HA BHYTPUMBIILIEYHOE

BBegaeHue , S50-75 mr kaxaele 6-8 4, ¢ TOCIEAYIOIIUM
CHUKEHHUEM J103bl Kaxible CyTKH (25—50 mMr 2—4 pasza B CyTKH).
IIpu no3e menee 100 mr — poGaBieHue (GIyAPOKOPTH3OHA
0,05-0,2 mr/cyt

Mocaenyrommue THU

I'mapoxopTuzon™*
+

OnyapoKopTU30H*
*

[IepeBon Ha nepopasbHBIN IPUEM

-Buytpp, 40 mr yrpom u 20 mr B 18:00, mocreneHHoe
CHIDKEHHE JI03bl JI0 CTaHJApTHOW 3aMecTuTesbHON (10 40 mr
ruapokoptuzona (10 Mr mnpeaHu3oiioHa) B CYTKH)
- Baytps, 0,05-0,2 mr B cytku (06br9u0 0,1 MT /CyT)
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Ipuioxkenue b. AlropuTmsl AeHCTBUI Bpaya

OO06mas cxema

MavLmreHT C Nnofo3peHnem
Ha BPOXAeHHYo AncyHKLMIO
KOpbl HaANOYEYHNKOB

[AnarHocTtuka

[a Qopma gedununta Het
21-rmpgpokcunasbl

Knaccmnyeckana?

\ Y

Anroputm BefieHuA
B3pOCSIbIX NaLMEHTOB
C Knaccuyeckumm popmamm
aeduunta
21-rngpokcunasbl

Anroputm BefieHuA
B3POC/IbIX MNaLneHToB
C Heknaccuyeckom popmon gedrumta
21-rnppokcmnasbl (HBOKH)

I. Amr OPUTM BCIACHUSA B3POCJIbIX MAOUCHTOB C KIIACCHYCCKUMU (I)OpMaMI/I IIC(I)I/II_II/IT

21-ruapoKcuiassl

MaumeHT ¢ ycTaHOBNEHHbIM
B leTCTBe AMarHo30M BUPWIbHOWN Un
conbTepatLen popmamu BOKH

l

EcTb noBbilweHne
AHAPOCTEHANOHa,
170I1l, TecTOCTEpOHa,
peHunHa nnn AP
BbllLIe LieneBbix?

Y Y

Koppekuns 1o3bl roKo-
1 MUHEPaNnoKopTUKOVNAOB
BNA JOCTUKEHUA LIeNeBbIX ypOBHEN
rOpMOHOB

ExxerogHoe ancnaHcepHoe HabnodeHve
(oueHKa penpoayKTMBHON GyHKUMN,
MeTaboNIMuyeCcKnx HapyLLeHWIA)

Y
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ITI. Anroput™m BeZieHHsI B3pPOCIIBIX MAIIMEHTOB C HEKJIaccuyeckor (opmoit nepurmra 21-

ruapokcmiassl (HBJIKH)
MaymneHTKa ¢ nogo3peHnem Ha HBAKH
[a EcTb noBbiweHne

17 OII Bbiwe 30 HMONb/N
(10 Hr/mn)?

Y

Het

YpoBeHb 17 OMNI
6-30 Hmonb/n
(2-10 Hr/mn)?

npOBEH,eHVIe reHeTn4yeckoro

MyTauum B reHe
CYP 21 rnppokcunasbl

ncanenoBaHnA Ha BblABJIeHNe

Y

[wnarHo3 HBKH noareepxaeH

Y

MNMoka3aHuA K Ha3zHaueHuto Tepanuu K,
KOK nnun kombuHaymsa NK+KOK:

- Gecnnopvie/HeBblHalIMBaHVe
6epemeHHOCTY

- HapyuweHnAa MeHCTPYyalbHOIo UnKna

- BbICOKasA cTeneHb rMpcyTr3mMa
(rmpcyTHOe umncno Bbilwe 15)
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Hpuioxkenune B. Undgopmanus 1 nanmueHTa

Bpoxaennasi iuchyHKIuUs Kopbl HaanoyeyHukoB (BJIKH) — 3aboneBanue, cBsI3aHHOE

¢ HapymeHueM paboTsl HaanmoyeyHnkoB. Hagnmoueunnku (HII) — mapubie opranbsl HEOOIBIINX
pa3sMepoB, PACHOJIOKEHHbIE OJIM3KO K moykaM. COCTOST U3 2 OCHOBHBIX yYacTel: BHYTPEHHSA
4acTh — MO3TOBOM CJIOHM, BbIpabaTbiBaeT anpeHanuH u 3ta ¢pyHkuus npu B/IKH He HapymeHa.
HapyxHblli CIIOH — KOpPKOBBI CJIOM, MMEHHO TaM BO3HUKAIOT HApPYIICHUS, NPUBOAAIIME K
paszsuturo BJIKH.

B xopkoBoM cioe BbIpaOaTHIBAIOTCS FOPMOHBI (CTEPOMIbI), KOTOpPBIE NOJAEP)KUBAIOT
OCHOBHBIC )KM3HEHHbIE (DYHKIIMM OpraHu3Ma. DTU TOPMOHBI 00Pa3yIOTCs U3 XOJECTepPUHA ITyTEM
CJI0KHOI'0, MHOT'O3TAITHOTO MPOILecca U B KOHEUHOM UTOT€, B KOPKOBOM CJIO€ BbIPaOaThIBAIOTCS
3 rpynnsl TOPMOHOB: KOPTU30J1, aJIbJA0CTEPOH, MYKCKHUE IOJIOBbIE TOPMOHBI (aHIPOTEHBI).

KopTtu3soa perynupyer paboTy NpakTHYECKH BCEX CUCTEM OpraHU3Ma: KpOBOOOpALIEHHUE,
OTBET Ha CTpecc (B TOM UUCIIE IpU UH(PEKIUU, TPaBME) U MHOTO JPyroe

AJIBIOCTEPOH: OTBEYAET 3a NOMJAEPKAHME B OPraHW3ME HOPMAJIbHOIO YPOBHS TaKUX
BEILECTB, KAK KAJIMW, HATPUH.

Anpaporensl: BoipabarbiBatoTcst B HII kak y MyX4uH, Tak ¥ y JKEHILMH, BJIUSAIOT Ha
PENpPOLYKTUBHOE 310POBbE.

Pa6ora HII koHTpoaupyercs rosoBHbIM MO3roM (rumogusoM, rumnoranamycom). Ecmu
YpPOBEHb KOpPTH30JIa B KPOBHU HENOCTaTOYEH i HOpPMalbHOM pabOThl OpraHusMma, 3TO
«pacro3HaeTcs» TUIMOTAIaMyCcOM, CHTHaJ Mepenaercss Tunopusy ©U B HEM HAyMHAET
BbIpabaThiBaThCsl TOpMOH KopTHKOTponuH (AKTI), xoTophlii nelcTByeT Ha KOPKOBBIH CIOM
HAAMOYEUHUKOB - TPOMCXOAUT BbIOpoc Koptuzona. Korma B opraHuzMe aocTUraercs
HOpMaJIbHBI YPOBEHb KOPTU30J1a, CTUMYJIALUS Tunogusa npekpamaerca U Boipadotka AKTIL
CHMKaercsa. Eciu manyeHT NpUMHHUMAaeT Mpenaparbl MITIOKOKOPTUKOCTEPOUIOB (CUMHTETHUUYECKUI
KOPTHU30J1) B TaOJleTKaX, MHBEKIHIX, TO TUIOTAIaMyC IOJ BO3JEHCTBHEM 3TUX IpenapaTos,
cHmxkaetr BeipaboTky AKTI runoduzom, HII ne ctumynupytorcs AKTI u cunte3 kopTHzoia B
OpraHuM3Me 4YelOoBeKa CHIKaercs. Ecim Tepanmus MO KakUM-TO NPUYMHAM IPOBOJIUTCA
JUIUTENIEHOE BpeMs B OOJIBIIINX /103aX, TO CHHTE3 «CBOET0» KOPTH30J1a MPEKPaIaeTcsl.

Kak Obu1o oT™MeueHo BhIlIE, mpolecc odpazoBanus ropmoHoB B HII MHorosramnexn u Ha
KaX70M aTarne pabotaer cBoi ¢epmeHT. Eciam xota Ob1 1 depMeHT paboTaeT HEmpaBWIBHO —
pa3BuBaercs BJIKH. B xoneunom utore, npu BJ/IKH Bo3HMKaeT HemocTaTok oOpazoBaHusl B
OpraHM3Me€ KOPTH30Jla U, B psJIE€ CIydaeB, ajlbJOCTEPOHA, a AHAPOTEHbl CHUHTE3UPYIOTCS B

OpraHM3Me B IOBBIINIEHHOM KojiuudecTBe. I[Ipu Hu3koM ypoBHe KopTu3oia y nauuentos ¢ BJIKH
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noBeImaercs ypoBeHb AKTI, KOTOpwI TBITaeTCs «CTHUMYIUpoBaTh» pabory koper HII,
BO3HUKAET pa3pacranue (runepriasus) tkanu HIL

[Tpaktuyecku 90% cnyyaes BJIKH cBsizano ¢ HapymeHueM paboTsl pepMeHTa, KOTOPBIi
Ha3bIBaeTcsl 21-ruapokcuiiaza. ITO MPOUCXOAMT M3-3a Pa3HbIX MyTallUii B T€HE, KOTOPBIi
«oTBedaeT» 3a paborty dhepmenrta. T.e. BIKH — 310 renernuecku 00ycioBieHHOE 3a00JieBaHue!
[Tpy mpakTU4ecKy MOJTHOM HapylIeHUH padoThl (hepMeHTa - pa3BHBAETCS KiaccHueckas Gopma
B/JIKH. Knaccuueckas BJAKH »sto 2 Buma (popmbl) 3aboneBaHus: BUpHIbHAs (ISPUIHAT
KOpPTHU30J1a, MpPU HOPMAIbHOM O00pa30BaHUHU  aJbJOCTEPOHA, BBIPAKEHHOE YBEIMUYCHUE
aHJAPOTEHOB B OpraHu3Me) W coibTepstomas (aepuuur kopTuzoga+aeduiuT albJ0oCTepPOHa,
BBIPRKEHHOE YBEIIMYECHUE aHAPOTreHoB). [Ipu HemonmHOM HapymieHHH (epMeHTa — BO3HHKAET
Heknaccnueckas ¢opma BJIKH (Tonmpko n30bITOYHOE OOpa3oBaHHE aHAPOTEHOB, KOPTH3OI,
abJIOCTEPOH B HOPME).

Knaccuueckue ¢opma BJIKH nuarnoctupyercs ¢ poxaenus, B PO ¢ 2006 r BBeneH
CKPHHHHT HOBOPOJKICHHBIX Ha 3TO 3a00JieBaHue. Y HOBOPOXKIECHHBIX C COJbTEpsIomel Gopmoii
3a0omneBanus 0e3 JeueHHs] BOSHUKAET CHM)KEHHUE alIeTUTa, MoTeps Beca, pBOTa (COIbTEPSIIOIINE
Kpu3bl). Y HOBOPOXKICHHBIX JIEBOYEK H3-3a HempaBmibHOM pabotel HII u obpazoBanus
OO0JIBIIIOr0 KOJIMYECTBA aHAPOTCHOB W3MEHSIOTCS HAPYXKHbBIE MOJIOBBIE OPraHbl MO MYKCKOMY
TUITy, 4TO TpeOyeT B psijie CllydaeB NpPOBEJAEHHUE IIacTUYecKux omnepauuid. [Ipu BupuiabHOU
¢dopMe He ObIBaET CONBTEPAIOLIMX KPU30B, Y JIEBOYEK €CTh NMPU3HAKH HAPYIIEHUH HapyKHbBIX
MIOJIOBBIX OPraHOB, Y MaJbYMKOB B BO3pacTe 2-4 JeT BO3HUKAIOT MPU3HAKH OBICTPOTO pocTa U
IOJIOBOTO co3peBaHus. JleTn Oe3 JiedeHHs CHadajga OIEpeXkaroT CBEpCTHHKOB B POCTE, HO
aHJAPOTEHbI CIIOCOOCTBYIOT OBICTPOMY 3aKPBITHUIO 30H POCTa B KOCTSX M B KOHEYHOM HUTOTE, POCT
MalMEHTOB HU3KUH.

Hexnaccuueckas popma BJIKH nuarHoctupyercss y MOJIOIBIX JKEHIIHMH WIH MOAPOCTKOB
npu o0ClIeJOBaHUM HA MPEIMET HEPEryJISIpHOTO MEHCTPYalIbHOTO IHMKJIA WIH H30BITOYHOTO
OBOJIOCEHHUA. Y MY)KUHH 3TO COCTOSIHME HE BBI3bIBAET HUKAKUX KIMHUYECKUX MPU3HAKOB U HE
JUarHOCTHPYETCA.

Huarno3 BJ/IKH craBuTcs Ha OCHOBaHMHM KOMILJIEKCHOTO OOCIIEIOBaHMS, BKIIOYAIOIIETO
UCCIIeIOBaHNE YPOBHS FTOPMOHOB, B psaje ciaydyaeB Ha npode ¢ AKTI, renernueckoro ananusa,
V3U, KT/MPT.

Jletn u B3pociable ¢ kinaccuyeckuMu (opmamu BJIKH nomkHBI MOXKH3HEHHO JE€UUTCS
TabJeTKaMM, COIEPXKALIUMHU KOPTHU30JI - TIIIOKOKOPTUKOMAaMHU. [IpH MOCTOSIHHOM Ji€UeHUH
HopManusyercss ypoBeHb AKTI' m angporenos B HII, HopmanuzyeTcst ypoBeHb KOpTH30ja B

kpoBHu. [lpu conprepstomieit dopme 3a00sieBaHUS MOMOJHUTEIHLHO HA3HAYAIOTCS Tperaparhbl
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asnpocTepoHa. Heo0XoaMMoO NOMHMTB, 4TO KOPTM30J BaXXE€H MJIs OpraHu3Ma B JHOOBIX
CTPECCOBBIX CHUTyalusi: NMpH 3a00JIeBaHMSIX, TpPaBMax, ONEPATHBHBIX BMeHIaTenbcTBax. Ilpu
BJIKH B HaamodeyHWKax MAIMEHTOB HE MPOMCXOAUT HOPMAIBHOTO 0Opa3oBaHUS KOPTH30IA,
IIO3TOMY B CTPECCOBBIX CUTYaLUsAX HEOOXOJMMO YBEIMUYUBATh /103y INIIOKOKOPTUKOMIOB HIIU
BBOJWTb UX BHYTPUMBIIIECYHO WM BHYTPUBEHHO. UETKMH aJrOpUTM IEHCTBUS JOJDKEH AATh
JIeqallui Bpad NalueHTa.

[MaruenTku ¢ Heknaccuaeckoi ¢opmoit BJIKH TpeOyroT mHIuMBHyaapHOTO moaxona. ¥
OOJBIIMHCTBA MAlMEHTOK IJIaBHAs jkanoba — M30BITOYHBIM POCT BOJOC Ha Tele, NMPH 3TOM
MEHCTPYaJIbHBIM LUK MOXET OBbITh HOPMaJbHBIM M Oecruionuss MoxkeT He OblTb. B Takux
CIy4asx PEKOMEHAYIOT HCIOJIb30BaTh pPa3jiu4HbIe METOAbl SNWIALMHA. B cirydae, xorma y
NAIMEeHTOK €CTh MPOOJIEeMbl C 3a4aTHEM WJIM BBIHAIIMBAHUEM OEPEMEHHOCTH HJIM BBIPAKEHHOE
HapyILIEeHHE MEHCTPYaJIbHOIO LIUKJIA — PEeLIaeTCs BOIPOC O HA3HAYEHUH INIFOKOKOPTUKOUIOB WU
OpaJIbHBIX KOHTPALIEITHBOB.

Heo06xomuMo OTMETUTH, YTO JO3B TpENapaToB MOIOMPAIOTCS HHIMBHIYaTbHO
SHJOKPUHOJIOTOM IOJ, KOHTPOJEM TOPMOHAJIBHBIX aHAIM30B KpoBH. JluHammueckoe
o0clieZloBaHNE B3pOCIHbIX MAIMEHTOB, KaK MpaBUio, IpoBoauTcs 1-2 pasza B roa. O0s3aTenbHO
HAaJ10 MPOBOAMTH 00CIIEJOBaHUS AJIsl OOHAPYKEHHSI OCIIOKHEHHH 3a00/1eBaHMsI MITH TTOCIIEACTBUI
HENPAaBWJIBHOTO  JIEYEHHUsI  (COCTOSTHUE  JKEIYJOYHO-KHUIIEYHOrOo  TpakTa, HaONIo/eHue
o TarbMOJIOTra, THHEKOJIOTHYECKOE M aHIPOJIOTHYECKOEe 00CIIeI0BaHHE)

V¥ B3pocabix nmanumeHToB ¢ BJIKH ecTecTBEHHO BO3HHMKAIOT BOIPOCHI, CBA3aHHBIE C
BO3MOXKHOCTBIO HacjeloBaHUs 3a0ojeBaHMs UX JAeTbMH. [Ipu ciaustHMM cnepmaTto3ouia u
MaTepUHCKON silIeKIeTKH QopMmupyercs reHoMm Iuiofa. Kaxnmas kieTka 1uiofa comepxuT 23
apbsl XpOMOCOMBI, IIPH 3TOM OJIHA XpOMOCOMA M3 Iapbl OT MaTepH, Apyras oT oTua. bone3Hs
pa3BUBAETCS €CIM 2 XPOMOCOMBI COJepXkKaT MOBPEXKACHHBIA IreH (2 MyTaluu), € BbIsBJIEHA
ToNbKO 1 MyTanus (HOBPEXIECH T'€H OJHOM XPOMOCOMBI), TO TaKO€ COCTOSHUE Ha3bIBaeTCs
«3I0pPOBBII HOCUTENBY». Tenepb pacCMOTPHUM CUTYAIUIO, KOTZIa B CYNPYKECKOM IMape OJUH M3
naptHepoB Oonen BJIKH. B cnmydae, ecnu npyroit mapTHep 370pOB, TO peOEHKY IepeaacTcs
ToNbKO | reH ¢ myranueil u pedenok Oyner 3nopoB. Eciau maptHep Toxke 6osnen BJAKH win
SBIISIETCS 3/710POBBIM HOCHMTEJIEM, TO BO3MOXKHA cuTyarus poxjaeHus pedenka ¢ BIAKH. T.o.
TaKUM CYNPYKECKHM IapaM HeoO0XoArMa KOHCYJIbTalus TeHeTUKa U o0cieloBaHue MapTHepa Ha
npeIMeT MyTaluu B reHe ¢pepmenTa 21 rugpokcusiassbl.

Yacras curyauus npu BJIKH — sTo mcuxonornueckue mnpoGiemsl. ITo 3a0oiieBaHHe,

6G3YCJ'IOBHO, ABIIACTCA CTpeCCOM JUIA YJIICHOB CEMbBU n B3POCJIbIX MMangucHTOB.
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Crernuanu3upoBaHHas TICHXOJIOTHYECKAss TOMOIIb BO MHOTHX CTpaHaXx SIBJISETCS HEOThEMIIEMOM
qyacThio paboTel ¢ manuentamu ¢ BJAKH.

B 3akmrouennn xorenoch Obl ckazaTh, uto BJIKH - 3a0oneBanue, mnopjaroiieecs
nedyeHuto. [Ipu agexkBaTHOW Tepanmuu U KauyeCTBEHHOM HAOJIOJICHUHU 3a MAIMEHTaMUd OHU BEIYyT
HOPMAaJIbHBI 00pa3 >KU3HH, MOJHOCTHIO COIMAIBHO aAalTHPYIOTCS, IMOJYy4arT 0Opa3oBaHUE,

CO3/1al0T CEMbH, BOCIIMTHIBAIOT JICTCH.

Ipunoxenue I'1l. lIkaabl oneHKH, BONMPOCHUKH U APYyTrUe OLEHOYHbIE

HHCTPYMEHTBI COCTOAHUA IMMAIIMCHTA

I'.1. MoanduunpoBannas mkana @eppumana-I'annses
Haseanue Ha pycckom s3bike: Illkana @eppumana-1annses
OpurnHanbHOE Ha3zBaHue (eciu ecTh): Ferriman gallwey score
Hcrounnk (ouimanbHbiii CalT pa3paboTuuKoB, myOnmkanus ¢ Banunanued): Yildizetal., 2010
Tumn: mkana oueHKH
Ha3naueHue: olieHKa CTENEHU BBIPA)KEHHOCTH OBOJIOCEHMSI
Conepxanme (Im1a0iioH): B KaXIOW M3 M300paKEHHBIX aHAPOTEH-3aBHCUMBIX 30H CTETCHb
oBoOJIOCEHUs orleHuBaercs oT 0 10 4.
Kmtou (unTeprperanus): Cymma OamioB mo BceM 00JacTsAM Ha3bIBA€TCS TMPCYTHBIM YHCIIOM.
I'mpcyTHOE uncio MeHee § — BapuaHT HOPMBI, 8-15- yMEpEHHBIN TUPCYTH3M,
6onee 15 — cpeaHuii U BbIpaKEHHBINA THPCYTU3M
[losicnenust: Pexomenayercst He mpuberath K ACMUISLUN WIKM YAAISATh BOJIOCHL C MOMOUIBIO
BOCKA B T€YEHHUE, KAK MUHUMYM, 4-X HeZeTb 1 n30eraTb cOpUBaHUs BOJIOC B TEUCHHE HE MEHee 5

JHEH 10 IMPOBEACHU UCCIICTOBAHUS.
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