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Cnucok cokpalieHuun

170HP — 17-runpokcunporecTepoH

HLA-kommiekc — Human Leucocyte Antigens (cucrema reHOB TKaHEBOU
COBMECTUMOCTH YEJIOBEKA)

TART - Testicular Adrenal Rest Tumors (oOpa3oBaHus B sSHYKax U3
OCTaTOYHOM HAAMOYCHHHUKOBOM TKAHH)

Al' — AptepuanbHas runepTeH3us

AKTI" — AnpeHOKOPTUKOTPOIIHBIN TOPMOH

APII — PenrHOBast akTUBHOCTb I1JIa3Mbl KPOBHU

BJIKH — Bposxnennas nucyHKIHsS KOPbl HAIOYSYHUKOB

I'K — I'TIOKOKOPTHUKOM b

I'® BJAKH — I'mnepronnyeckas popma BJIKH

JTOK — J1e30KCUKOPTUKOCTEPOH

KKT — XKenynouHO-KUIIEUHBIN TPAKT

UMT — Unnexc macchl Teja

KOK — KoMOuH1pOBaHHBIE OpalibHbIE KOHTPALENTHBbI

JIIIBII — JInunnonipoTen sl BBICOKOM IIJIOTHOCTH

MK — MuHepaloKOpTUKON b

HBJIKH — Heknaccuueckass ¢opma BpOXICHHONM TUCPYHKIMH KOPBI
HaJII0YEUHUKOB

HIIO — Hapy»xHble 110JI0BbIE OpraHbl

HTT" — HapyiieHue TOIEpaHTHOCTH K IJIFOKO3€
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OI'TT — OpaJibHbIil I1FOKO30TOJIEPAHTHBINA TECT

OXC — O0mwmii xonecTepuH

CJ1 — CaxapHsrit tuader

TepMI/IHbI n onpepageneHusA

CexkBEHUpPOBAHUE — OTPE/ICTICHUE MTOCIIEI0BATEILHOCTH HYKICOTHI0B B MoJiekyne JJHK wmmn
[IOCJIEJOBATEILHOCTH AMUHOKHCIIOT B MOJIEKYJIE Oellka.

KoMmnayHa-reTepo3uroTHOCTh — COCTOSIHUE OPraHu3Ma, IPU KOTOPOM OJIMH U TOT e JIOKYC Ha
FOMOJIOTMUHBIX XpOMOCOMAaxX MPEICTABIIEH Pa3HbIMU MYTaHTHBIMH aJIJIENISIMHU.

Mytanus (maToreHHbI BapuaHT) — U3MEHEHUE B HacleACTBEeHHbIX cTpykrypax (AHK, ren,
XpoOMOCOMa, T€HOM):

- CO CIBUIOM paMKH — NIPUBOJSIIAs K HApYIIEHHWIO HOPMAaJIbHOIO OTCUETa KOJUPYIOIIHUX
TPUILIETOB (JE€JIEUU UM BCTaBKU ydacTKoB MoJiekynsl JIHK, pasmepsl KOTOpBIX HE KpaTHBI TPEM
OCHOBAHUSIM); OOBIYHO MPUBOJIUT K U3MEHEHUIO0 aMUHOKHCIOTHOM TMOCJIe10BaTEIbHOCTH OelIKa;

- CIUIaliCMHTOBas — 3aTparuBarollasi CailT clulaiicMHra M NpUBOJAIIAS K HEMpPaBUILHOMY
BBIPE3aHUIO0 MHTPOHA JIN00 K yaaneHuto u3 mojiekyiasl PHK unpopmanmonno 3HaunMoi 3K30HHOM
MOCJIEIOBATENbHOCTH.

Heonaranpheiii ckpuaunar Ha 170HP — mo3Bossier AuarHocTupoBaTh Kiaccuyeckue (Gopmbl
nepunura 21-ruapokcunassl. Ha Bropom 3tane cKkpuHUHTa (peTeCTUpOBAaHUE) MPEANOUYTUTEIHHO
OIpeIeTICHUE MYJIbTUCTEPOUTHOTO CIIEKTPA METOJIOM TaHAEMHOW MAaCC-CIEKTPOMETPHH.

B P® HeoHaTtanbHBIH CKPUHUHT Ha BbIsIBICHUE nedummra 21-TUAPOKCHIA3BI MPOBOIUTCS
coryacHO mpukazy Mwun3apasconpa3Butus PO ot 22.03.2006 N 185. CkpuHUHT HAauWHAETCSA B
POIUIIBHOM JOME€: Yy KaXJOr0 HOBOPOXKICHHOIO Oepercsi HECKOJbKO Kareilb KpPOBH Ha
CHelHabHBII TecT-0JJaHK, KOTOpBIM HAmpaBlII€TCS B CIEUUAIM3HPOBAHHYIO J1a00OpaToOpuIo s
MIPOBEJICHUS] MCCIEeNOBaHMUs. Y JIOHOUICHHBIX JAETell KpOBb Ui HccienoBaHusi Oepyr Ha 4 JIeHb
JKU3HHU, Y HEJJOHOIIEHHBIX — Ha 7 JeHb kU3HU. Mcnonib3ytoTcst pa3Hbie noporoseie ypouu 170HP
B 3aBMCHUMOCTH OT MAaCChl TeJla IPHU POKJIECHUH, KOTOPbIE OIMpENeieHbl A KaKI0M J1abopaTopuu.
CBelleHUSI O TOJIOKUTEIBHOM peE3yJbTaTe CKPUHHHIA COOOIIAIOTCS B MOJHUKIMHUKY MO MECTY
KUTEJIbCTBA peOeHKa, MOCIIEe Yero MPOUCXOAUT MOBTOPHBIN 3a00p KPOBHU Il PETECTUPOBAHUS.

NuTtpouTtomnactuka — popMupoBaHue MpeaaBepHs BX0a BO BIarajuiie.

1. KpaTtkaa wuHcpopmauusa no 3aboneBaHUd WM COCTOAHUKO (rpynnbl
3aboneBaHUN NN COCTOSIHUN)

1.1. OnpepneneHne 3aboneBaHUsAs UNMU COCTOSIHUMA (rpynnbl 3aboneBaHun unu
COCTOSIHUN)

Bpoxnennas aucdynkuus kopsl HagnoueunukoB (BJIKH) — »to rpymma ayrocomHo-
peliecCUBHBIX 3a00JIeBaHUIl, XapaKTepu3yrommuxcs AedeKToM OJHOTO U3 (EPMEHTOB WIH
TPAHCIIOPTHBIX OEJIKOB, MPUHUMAIOIINX Y9aCTHE B CHHTE3€ KOPTU30J1a B KOPE HAIOYEYHUKOB.

1.2. JmmonorMa W nartoreHe3 3aboneBaHUsi WU COCTOSIHMA (rpynnbl
3aboneBaHUN NN COCTOSIHUMN)

[Ipuunnoit pazsutus moboi ¢Gopmbel BJIKH sBistOTCS MaToreHHble BapHaHThl T'€HOB,
OTBEYAIOLIUX 33 CHHTE3 ()EPMEHTOB WIJIM TPAHCIOPTHBIX OEJIKOB, y4acCTBYIOIIMX B OHMOCHHTE3E
KOpTHU30J1a.

BJIKH Bcnenctue nedunura 21-rugpokcuiiazbl 00yCIOBI€HA MATOTE€HHBIMU BapHaHTaMH B
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reie CYP21 (CYP21A2), naxonamemcss B HLA-kommuiekce Ha KOPOTKOM Ijieue 6-ii XpoMOCOMBI
(6p21.3). Onucano 6osee 200 nmarorenusix BapuantoB CYP21A2. BonbmmucrBo (75-80%) u3 HuX
NPUXOJUTCS Ha TOYEYHbIE MHUKpPOKOHBepcHH Mexay reHoM CYP21 u TOMOJOTMYHBIM €My
ncesgoresom CYP21P (CYP21A1P, CYP21A), B T0o Bpems kak Bcero 20-25% mnpuxoaurcs Ha
KpYyIHBIE MYyTalliil — JeNelMM W KOHBEPCHHU, MpUBOAAIINE K Oojee TsokenbiM ¢dopmam BJIKH.
Kpowme toro, cyiiecTByroT 60s1ee peaKre criopajindeckie NaToreHHble BApUaHThI.

B OonpmmHCcTBE cimydaeB aepunura 21-TUApPOKCHIAa3hl OTMEUYaeTcs Halndue (EHOTHII-
TCeHOTHITMYECKON Koppensiuu. Tak MaToreHHbIE BapUaHTBI, COMPOBOXKIAIOIINECS COXPAaHEHHUEM
6onee 5% axTHUBHOCTH (pepMEHTa, MPUBOIAT K HEKIACCHYECKOH (opme 3a00sieBaHUS; KPYITHbIE
JENeMA W CIUIACUHT-MYTalliHd, TPU KOTOPBIX aKTHBHOCTH (hepmeHTa cHmkeHa no 0-2% — k
KinaccnyeckuM popmam. OTHaKO HEOOXOAMMO MMOMHHUTH, YTO OJTHH U TE K€ MTAaTOTEHHBIE BapHAHTHI
MOTYT MPUBOJIUTH K Pa3HbIM (PEHOTUITMYESCKUM TMposiBiieHusM (Tadi. 1) [1, 2, 3, 4].

Tabnuua 1. deHoTUNUYecKasa Koppensauusi Hanboriee YacTbiX MNaTOreHHbIX
BapuaHtoB reHa CYP21 npwu pasnuyHbix chopmax BOAKH

Conprepsitomas Gopma Bupunbnaas dopma Heknaccuueckas ¢popma

- E3del - P453S - V281L

- 12spl - P30L - P30L

172N - 1172N P453S

- R356W P105L

- Q318X R339H

- Knactep E6 V304M

- V237E G375S

B cnydae koMImayHA-reTepo3UroTHRIX COCTOSIHUHM KIIMHUYECKas KapTHHA ONpeensiercs 0oee
"nmerkuM" MaTOT€HHBIM BapUaHTOM. B OTiamyme OT NETCKOTO BO3pacTa, Y B3POCIBIX HECKOJIBKO
0oJiee BBICOKA YYBCTBHUTEIBHOCTh MHHEPAJIOKOPTUKOUIHBIX PEIENTOPOB, TIOATOMY TE€ ITaTOTCHHBI
BapHaHTHI, YTO B JCTCTBE Yalle JaBajl KIMHHYECKYIO KApTHHY, XapaKTEPHYIO JUISl COJIBTEPSIOICH
(hOopMBI, Y B3pOCIIBIX MOTYT MPOSIBISATHCS B BUJIE MMPOCTOM BUPUILHOM (opMbl (TabI. 2).

Tabnuua 2. ®eHOoTUNMYECKME NPOABIIEHUA Pa3fIMYHbIX FEHOTUMOB Y B3POCHbIX
naumeHToB ¢ aecdmuumntom 21-rugpokcunasol B PO [4]

[TaToreHHbI BapHaHT Knununueckue npusHaku 3a0oseBanus (%)
12spl/12spl Counbrepsiromas 85%
Bupunbsnas 15%
1172N/1172N Conbrepstomas 21%
Bupunsnas 78%
E3del/E3del Comnprepsromast 100%
R356W/R356W Comnbrepsromas 100%

l'unepronnueckass ¢opma BJIKH pasBuBaeTcst BCleICTBHME MATOT€HHBIX BapHAHTOB TIeHA
CYP11B, nokanuzoBanHOM Ha 8 xpoMocome (8q21-q22). B opranusme yenoBeka QyHKIIUOHUPYIOT

2 wmodopmbl (PepmenTa, obmamatomue 93% uaeHTHMYHOCTHIO. 11 p -Tujipokcuiasza 1 Tuna
(CYP11B1) BoipabateiBaeTcsi B IYYKOBOH 30HE KOPBI HAJIIOYEYHHKOB, OTBEYAET 3a OMOCHHTE3
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koptu3ona u perymupyercs AKTI mo mexaHusmy oTpumareinbHOW oOpaTHOU cBs3u. MmeHHO

nedunut pepmenta 11 p -TUAPOKCHIIA3bl | THIAa MPUBOANUT K PA3BUTHIO THIIEPTOHHYECKON (hOPMBI
B/IKH. Hau6onee yactsiii maroreHusiii Bapuant B rene CYP11B1 — R448H.

W3onupoBanubiii aedext BTopoit uzodopmsr 11 p -TUAPOKCUIa3bl (AJIbJOCTEPOH-CUHTETA3bI)
k B/IKH He oTHOCHTCS.

Hapymenne cunTe3a KOpTH30J1a BCIEACTBHE HEJIOCTATOUYHOCTH (epMeHTa 2 1-THIpOKCHIas3hl
BEJIET K TOMY, 4TO 110 MEXaHHU3MYy OTpUIaTeNIbHON o00paTHO# cBsi3u n30biToKk AKTIT crumymupyer
KOPKOBBIA CJIOM HAAIOYEYHUKOB, 4YTO BBbI3bIBACT ¢e¢ runepmasuo. Ilpm 3TtoM  u3-3a
CYIIECTBYIOIIETO  (pepMEHTATHBHOTO OJIOKa Ha MYTH CTEpOMJIOTeHe3a HaKaIuIMBAIOTCS

NPCAMCCTBECHHUKN KOPTHU30Jla U aHAPOTCHOB, ITYTHU O6paSOBaHI/I$I KOTOPBIX HE 336J'IOKI/IpOBaHI)I
(puc. 1a, 10, 18) [1, 2, 4].

P450scc + P450c17 +
STaR A P450c17 170H- bs 17BHSDS
XonectepuH »| [perHeHonoH ™ npereHonoH > Ar3A »| AHgpocTeHanon
3BHSD2 3BHSD2 3BHSD2 3pHSD2
A 4 4 Y
P450c17 170H- 17BHSDS
o IR =ttt > >
MNporectepox NpOrecTepoH AHppocTeHanoH TectocTepoH
P450c21
el P450c21 P450¢118 5aR2
11-Ae30Kn- 4 A4 Y
KOPTUKOCTEPOH 11-ne3oken- 110H- Auruppo-
KOpTU30N aHApPOCTEHANOH TECTOCTEPOH
P450c11B P ap A P
\d
P450c11B 11BHSD2
KopTukoctepoH v -
: 11-keT0
P450c11A$" KopTnzon aHAPOCTEHNOH
18-rnapokcu-
KOPTUKOCTEPOH 178HSD5
Y
P450c11AS
v 11-ket0
TECTOCTEPOH
AnbaocTepoH

Pucynok la. Cxema creponoresnesa

IMpumeuanus. P450scc (CYP11Al) — 20,22-mecmonasa, wik "(epMEHT, pacHICTUISFONIIHIA
O0oKOByIO 1enb xojectepuHa" (scc — oT anri. side chain cleavage); StAR — crepougoreHHslit

ocTphlii perynsaropuslii 6enok; P450c17 (CYP17A1) — 17 O -runpoxcunasa; P450c17 + b5 — 17,20-
mua3a (CYP17A1) + cytochrome b5; 3B HsD2 - 3-0eTa-ruApOKCUCTEPOUAICTUIPOreHas3a, TUIl 2;
17B HSD5 — 17-Gera-ruapokcuctepouaneruaporenasa, tum 5; P450c21 (CYP21A2) — 21-

rugpokcuiasza; P450cll B (CypP11Bl1) - 115 -rupokcunasza; 11 B HSD2 -~ 11-Gera-
ruapokcucTepounaneruaporenasa, tum 2; P450c11AS (CYP11B2) — anpaocreponcunTasa; DA —
neruaposnuanapoctepon; 5 O R2 — 5-anbha-penykrasa 2.
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P450scc + P450c17 +
STaR P450¢17 170H- bs 17BHSDS A
> > > »| AHpOCTEeHANON
XonecrepuH MperHeHonoH NDErHEeHONOH AMA npo Al
3pHSD2 3BHSD2 3BHSD2 3BHSD2
A4 A4 P450c17 + Y Y
P450c17 170R- bs 17BHSD5 T +
H > > VNOH » TectocTepoH
Mporecrepo nporecTepon AHApoCTeHA P
P450c21X P450c21 X 5aR1 P450c11p 5aR2
\ v A Y A
ne Sa-nperHax-17a- 110H- Avruapo-
PT on-3,20-aMoH AHAPOCTEHAVNOH TeCTOCTepOH
A
3aHSD
(peaykraza) 11BHSD2
Y v \ \
, - 170H-anno- 11-keTo 3aHSD
i B nperHaHonoH AHAPOCTEHANOH (okcupasa)
P450c17 17BHSDS5
Y Y
11-ke10
AHApPOCTepOH TecToCTepOH AHapocTeHavon |
A
17BHSDS

Pucynox 16. Ilatorenez BJIKH Bcneacteue nedunura 21-rugpokcunassl (P450c21)

IMpumeuanus. P450scc (CYP11Al) — 20,22-mecmonasza, wid "(GEpMEHT, pacIleIUIsSOIIHA
OOKOBYIO 1emb xoJsiecTepuHa'" (scc — ot anri. side chain cleavage); StAR — crepoumoreHHbII

OCTpBIif perynsaTopHslit 6emok; P450c17 (CYP17A1) — 17 O -ruppokcunasa; P450c17 + b5 — 17,20-
muaza (CYP17A1) + cytochrome b5; 3B HsD2 - 3-0eTa-TUAPOKCUCTEPONIICTHAPOTeHA3a, THIT 2;
30HSD 17P HsD5 17-Gera-
rupokcuctepounneruaporenasa, tun 5; P450c21 (CYP21A2) — 21-runpokcunaza; P450cll p

(CYP11B1) — 118 -ruipokcuiasa; 11 B HsD2 - 11-6Gera-TUaPOKCUCTEPOUIICTUAPOTEHA3A, THIT 2;
P450c11AS (CYP11B2) — amsipocteponcunTasa; DA — mernaposnuanapoctepon; S AR1 — 5-
aneda-peaykrasa 1; 5 O R2 — 5-anbda-penykrasa 2.

3-anbda-ruapoOKCUCTEPOUICTUPOTEHA3A;

Yny4weHHyto BEpCTKy OT http:/disuria.ru npeacrasnset anteka "CemenHasa" https://anTteka-omck.pd 51358
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Xonecrepuu
v
Ilpernenonron ——» 17-OH-npersenonor  — % Jeruaposnuanapocrepon
. | l
lporectepor  ——»  17-OH-mporecTepon T — % AHAPOCTEH/NOH
AKTT 1 X | 21-ruapokcuiasa 3
v
/
v TecTocTepon 1

JlesoxkenkopTn-
KOCTEPOH

l

Koprukoctepon

| .

ANBIOCTEPOH | Koprusou |

Pucynok 1B. Ilatorene3 B/IKH BcnencrBue medurmura 21-ruapokcusiiassl (B COKpaIIeHHOM
BH/JIC)

11-1e30KCHKOPTH30M

I[Ipu I'd BJKH (medunur IIB-FI/II{pOKCI/IJ‘IaSH, P4SOCIIB) MIaTOT€HE3 AHAJIOTUYEH
nepunuty 21-ruapokcunaspl. [TaBHBIM OTJIMYUEM SIBIISIETCA TO, 4TO npu ['® Oj0K pacnosiaraercs
HUKE, MPU ATOM HapylmaeTcs KoHBepcus ae3okcukoptuxkocrepoHa (JJOK) B kopTukocTepoH.
Nmenno wu3bbitok JIOK, oOmanmaromero MHHEPaTOKOPTHKOWAHOW aKTHBHOCTBIO, CUHMTACTCS
OCHOBHOW TNPHUYMHOW TOBBIMICHHUS apTepuanbHoro nasiaeHus npu BJIKH (puc. 2). Takxke
0o0cyXmaeTcss BO3MOXKHass pojib 18-ruapokcu- u 19-okco-meradomuroB JIOK, koTopbie Toxke
00J1a/1at0T MUHEPATIOKOPTUKONIHBIMU CBOWCTBAMU.
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N

XonecrepiH

v

[TperaeHonoH ——» 17-OH-nperserononr. —* JIeTIpoanmanpocTepon
v v v
IIporecrepon — 17-OH-niporectepon —®  AHAPOCTEHHOH
AKTT 1 l I i
Jle3okenkopTa- 11-ne3oxcuKOpTH30 |

Tecrocrepon 1
KOCTEpoH 1

X | 11B-ruapokcnnasa | X

v
KopTtukoctepon
|
v v
ATbIOCTepOH Koprusoa |

|

Pucynok 2. Ilatorene3 BJIKH Bcnencteue nedunura 11 B -TUIPOKCHUIIA3HI

1.3. Anngemmonorusa 3aboneBaHUsa UNU COCTOSHUA (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

PacripoctpanenHocTh Kiaccuueckux Qopm geduuura 21-ruApoKcuiIaszbl COCTAaBISET OT
1:14000 mo 1:18000 >xuBBIX HOBOPOXKIECHHBIX B MHUpe. [0 JaHHBIM HEOHATaJBLHOIO CKPUHUHIA B
P® pacnpoctpaneHHOCTh 3a00JIeBaHMS B OTIEIBHBIX pernoHax coctasiser ot 1:5000 go 1:12000,
B IegoM mo crtpaHe — 1:9638 sxuBbIX HOBOpOXIeHHBIX. Heknaccumueckas ¢dopma BJIKH
BcTpevaetcs vame — ot 1:500 go 1:1000 cpemu oOrieit momyssiuuy, a B HEKOTOPBIX H30JIUPOBAHHBIX
STHUYECKUX TPYIIAX, XapaKTEPU3YIOIIUXCS BBICOKHMM IPOIIEHTOM OJIM3KOPOJCTBEHHBIX OpakoB
(HammpuMep, eBper AIIKeHa3H), PaclpoOCTPaHEHHOCTh MOXKET J0X0auTh 10 1:50 mo 1:100 [2, 3, 5].

Ha Bropom Mecte Haxoautcsa runepronnyeckas Gpopma BJAKH (I'® BJIKH) — nedunut 11 p-
TUAPOKCHIIA3bl, KOTOpas BCTpPEYAeTCsl IO JaHHBIM JiuTeparypsl mnpumepHo y 1 nHa 100000
HOBOPOXJEHHBIX, a cpeau eBpeeB Mapokko — 1 Ha 5000-7000 HOBOpox)IeHHbIX. B Poccumn
pacnpoctpaneHHocTs ['® BJIKH He uzyuena.

OctanbHble QOpMBI OMUCAHBI JHIIb B BUAE OTICIbHBIX KIMHUYECKUX HAOMIOACHUA U HE
MOJIEKAT CUCTEMATH3AIMH JIJIs1 BRIPAOOTKU KITMHHUYECKUX PEKOMEH Al

1.4. OcobeHHOCTM KoauMpoBaHuUA 3aboneBaHMA WM COCTOAHMA (rpynnbl
3aboneBaHumn unm COCTOSIHUN) no MexayHapogHowm CTaTUCTUYECKOMN
Knaccudumkaumm 6onesHen u npoodnem, cBsA3aHHbIX CO 340POBbLEM

AnpeHorenuransHble pacctpoiictsa (E25):
E25.0 — BpoxaeHHble aJpeHOTE€HHUTAJbHbIE HapYIICHUs, CBsS3aHHbIE C JAeQUIIUTOM
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(bepMeHTOB;
E25.8 [lpyrue agpeHoreHuTanbHble HApyILICHHUS;
E25.9 AnpeHorenuTanbHOE HapylIEHUE HEYTOUYHEHHOE.

1.5. Knaccudukauua 3aboneBaHms unu coctosHus (rpynnbl 3aboneBaHUn unu
COCTOSIHUN)

B nacrosiiee Bpemst onucano 7 ¢popm BJIKH:

- JINTIONTHAS THIIEPIUIA3Hs KOPBI HAAIMOYeYHUKOB (nedunut StAR-npoTeprHa);
- neunut 20,22-1ecM0II1a3kl;

- nedurut 17 v -ruapokcuiasbl/17,20-nmuassr;

- neurut 3 § -THIPOKCUCTEPOUIIETHIPOTCHA3HI,
- neuuut 2 1-rugpokcunassl;

- neunut 11 p -TUJIPOKCUIIA3bI;
- TeQUITUT OKCUIOPETYKTA3bI.

Haubonee wacras dopma B/IKH, BcTpeuaromasicst 6omee yem B 90% ciydaeB, oOycioBiieHa
nepunutoMm depmenta 21-ruapokcunazsl. B cBoro ouepenp, BJIKH BcieactBue nedummra 21-
TUAPOKCHIIIa3hl  MOJPA3JCISICTCS] Ha HEKIACCHYECKYH0 W KIAacCHYecKWe (BUPWIBHAS U
COJIbTEPSFOIIas) GOPMEI.

1.6. KnuHunyeckas KapTuHa 3aboneBaHuMs WM CcOCTOAHMA  (rpynnbl
3aboneBaHU UM COCTOSIHUN)

Knunnyeckas kaptuna aedunurta 21-rUapokcuiasbl CKIAABIBA€TCS M3 JIBYX OCHOBHBIX
COCTAaBJISIOIIMX: HAANOYECYHUKOBOM HEJIOCTATOYHOCTH, BO3HUKAIOLIEH BCiEICTBUE AeduunTta
CHUHTE3a KOpPTH30Ja W albJOCTEPOHA, U THUIEPAHIPOre€HUM, BO3HUKAIOIIEH H3-3a HM30BITOYHOM
MPOJIYKIIMA HE3a0JOKUPOBAHHBIX IMOJIOBBIX CTEPOUJIOB. B 3aBUCMMOCTH OT CTENEHU COXPAHHOCTHU
aKTUBHOCTH (epMeHTa 21-TUApOKCWIa3bl BBIACISAIOT JABe Kiaccudeckue ¢opmel BJIKH:
COJIBTEPSIIOILYIO M BUPUIIBHYIO.

[Ipu conbTepsromeit dopme wumeercs ASPUIUT KaK MHHEPATOKOPTHUKOMJIOB, TaK U
TIIIOKOKOPTUKOUAOB. [lpuuem neduuut mocienHux, IpU OTCYTCTBHM KOMIIEHCAIIUH, MPUBOJIUT K
Pa3BUTHUIO CMEPTEIbHO OMACHOTO COCTOSIHUS — COJIBTEPAIOLIEro Kpusa, OO0YCIOBIEHHOTO
CHIDKEHHEM peabcopOLuy HATpUs B KaHAIbLIAX MOYEK, CHIKEHHEM oObeMa LUPKYIUPYIOLIeH
KpOBH, apTEpHUaIbHOTO JaBJICHHS, PA3BUTHEM BBIpAKEHHOrO 00e3BokMBaHUA. Hambosee Tsxkeno
COJIbTEPSIIOIINE KPU3bl MPOTEKAIOT B JETCKOM BO3pAacTe, C BO3PAaCTOM HX YacTOTa CHIDKAETCH,
OJIHAKO B CTPECCOBBIX CUTYyallUAX, HANpHUMEp, IpPH ONepanusx, TpaBMax, HHTEPKYPPEHTHBIX
3a00JIeBaHUSIX, OHU MOTYT OCJIO’KHUTH TeUeHHUE 3a00JIeBaHUS U Y B3POCIIBIX.

[Ipu BupuibHONH (GopMe OTMedaeTcsi TONbKO NePUIMT KOPTHU30Ja, YTO MPU OTCYTCTBUU
JICUEHUS MPOSBISETCS MBIIIEYHOUN C1a00CThIO, YTOMIISIEMOCTBIO, TOTEMHEHHUEM KOXKHBIX MOKPOBOB
Ha ()OHE CUMIITOMOB THIIEPAaHAPOT €HUU.

IIpn Hekmaccuyeckoil ¢opme 3aboneBaHUS BEAYIIUMHU >Kajio0amMHu MAlMEHTOK SBISIOTCS
M30BITOYHOE OBOJIOCEHHE, HAPYIICHUS MEHCTPYalbHOTO IHKIA, OSCIUIOANE WM HEBhIHAITUBAHUE
6epemennoctu [1, 2, 4, 6].
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2. [OwnarHocTtuka 3aboneBaHuss UNM COCTOSAHUSA (rpynnbl 3aboneBaHun wmnun
COCTOHHMﬁ) MeaOUMUMNHCKMUEe MNOoKa3aHuAa W npotuBonokKka3aHnA K MNpUMeHeHUuro
MeTO40B ANArHOCTUKHN

Kputepun ycraHoBieHUs auarHo3a kKiaccuueckux ¢opm aedunura 21-ruapoxcuiab:
JIMarHo3 YCTaHABJIMBAETCS C POXKACHUS HAa OCHOBAHUU PE3YJIbTAaTOB Ja0OPATOPHBIX MCCIEIOBAHMIA:
HEOHATAJIbHOTO CKpUHUHIa (ompeneneHue 17-TuApOKCUIIPOrecTepOHa Y HOBOPOXKICHHBIX), B
MOCIIEAYIONIEM TTOATBEPKICHHOTO TTOBTOPHBIM JIAOOPAaTOPHBIM 00CIIEIOBAHUEM C OIpEIe/ICHIEM B
KpOBU IMOBBIIEHHOrO YpoBHs 170HP, nomonHuTenbHO TECTOCTEPOHA, aHAPOCTEHAMOHA, IpPU
conpTepstomel (opme 3a00JIeBaHMsI — MOBBIIICHHBIM YPOBHEM PEHHHA U PEHHHOBOW aKTHBHOCTH
IJ1a3Mbl KPOBH, TUINEPKAIMEMHH, TMIOHATPUEMUM; Pe3yiabTaTaMH TI'€HETHUYECKOro 00Cie10BaHus
(BeisiBieHHe MyTanmii B reHe CYP21A2); naHHbIMH (U3MKaIbHOTO OOCIENOBaHUS: HApYIIEHHE
(bopMHpOBaHMSI HApPYKHBIX IOJOBBIX OPraHOB y HOBOPOXIECHHBIX MEHCKOTO I0Jia, IMPHU3HAKOB
MPEKIEBPEMEHHOTO TI0JIOBOTO Pa3BUTHUS y JeTel 000MX M0JI0B. B HeaMarHoCTUpOBaHHBIX CIydasx
knaccuueckux (opm BJIKH nammeHTku ¢ KEHCKMM KapUOTHUIIOM HMEIOT MYXKCKOM (heHoTwIl,
MIPUHIIMIIBI JJA0OPAaTOPHON U F€HETHUUYECKOM AUarHOCTUKY 3a00JIEBaHUs y B3POCIBIX TAKHE )K€, KaK B
neTtckom Bospacte [1, 2, 4-15].

YpoBeHb YOSAUTETLHOCTH PeKOMeH Al A (YpOBEHb JJOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

Kpurepun ycranoBieHus auarHosa Hekiaccuueckou dopmbl nedunmra 21-ruapoKCHIasbl:
JTMAarHO3 YCTaHABJIWBAETCS Ha OCHOBAaHWM AHAMHECTHYECKUX JAHHBIX: MAIMEHTKH TMPEIbSIBISIOT
ajno0bl Ha HApPYIICHHWS MEHCTPYaJIbHOTO IIMKJIA, MPUBBIYHOE HEBBIHAIIMBAHWE WM OECIIoAWe,
M30BITOYHBIA POCT BOJIOC B aHIPOTCH3aBUCUMBIX 30HAX; MAHHBIX (PHU3UKAIBHOTO OOCIEIOBAHUS: Y
JKEHIIIUH BBISBIIOTCS TPU3HAKK THUPCYTH3Ma, akKHE;, Ja0OpaTOPHOTO ¥ TEeHETUYECKOTO
obcnenoBanuii: mopeiieHuss ypopHs 170HP, BeisiBnenune myranmii B reHe CYP21A2. V myx4nH
MpUIeIbHAS TUArHOCTUKA 3a00JIeBaHUS HE TMPOBOJMTCS, BCICICTBUE OTCYTCTBUS KIMHUYCCKUX
nposiBneHuid. Vckmiouenue coctaBisioT mamueHThl ¢ OecrutogmeMm, TART, omyxomsmu
HAJIOYCYHUKOB M C pe3yJbTaTaMH TI'E€HETHYECKOTO OOCIeOBaHUsA, KOTOPBIC SIBISIOTCS
MMPOMEKYTOYHBIMH MEXKIY KIACCHUECKUMHU M Hekiaccudeckumu (enotunamu [17, 19, 21, 24-31,
45, 81, 82].

VYpoBeHb yOEeAUTEIBHOCTH PEKOMEHIAINI A (YPOBEHB IOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

Kpurepuun ycranopienus auarHosa runepronndeckoi ¢hopmsl BJIKH BcneacrBue aeduiura

11B -THJIPOKCHJIA3bl: JIMarHO3 YCTAHABJIMBACTCA C POXKIEHUS HAa OCHOBAaHWUHW ompexaeneHus 11-
JI€30KCUKOPTU30J1a, TeHeTHYecKoro o0cnenoBanus: uccienoBanue myrauuii B rere CYP11B1. Kak
mpaBwiio, npu d5Toil ¢opme 3aboneBanus omperensercs mnoBeimenue 170HP, mosromy mo
pe3yinbTaTaM HEOHATaJbHOTO CKPUHUHTA W TOCIEAYIOIIero JiabopaTOpHOro 00ciea0BaHuUs
ManyeHTaM yCTaHABIMBAETCS IEepPBOHAYaJIbHO JAMarHo3 BHUPWIbHON Qopmbl nedunura 21-
TUAPOKCUIIA3bl, OJHAKO B TMOCIEIYIOIIEM, YyYUThIBas KIMHUYECKYIO KapTUHY 3a00JeBaHMUs:
BBISIBJICHHSI apTEpUaIbHONW THUIEPTEH3UU Y MAIMEHTOB, HU3KOM YPOBHE Kajusi M aKTHUBHOCTH
penuHa tuasmbl  (APII) BHe mnpuema MHUHepanoOKOPTHKOUAHBIX mnpenapatoB (MK) wumm
nepeno3upoBku TiokokopTukouaasiMu (I'K), mpoBogutcs Gonee yriayOneHHoe oOcienoBaHUE C
OTIpeJIcieHUEM BBINIEyKa3aHHBIX J1a0OpaTOPHBIX TMapaMeTpoB U YCTAaHABIMBACTCS JAUArHO3
runepronnyeckoit hpopmer BJIKH [1, 4, 6].
VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (YpoBEeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 4)
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2.1. XXanoobl U aHaMHe3

XKanobbl manmeHToB omnpenensorcs (Gopmoil 3aboneBaHMs (BUpHANbHAs, COJBTEPSIONIAs,
Hekmaccuueckas) [1, 2, 4, 6].

XKaoObl ManMeHToB ONpPEACTSIOTCS KIMHHUYECKOW KapTHHOW neduuuTa 21-rHapoKcuiIasbl
(eMm 1. 1.5).

2.2. dusnkanbHoe obcnegoBaHue

- ®uzukanpHOE 00CIENI0BAHUE MALMEHTOB PEKOMEHJIOBAHO IPOBOAUTH IO CTaHAAPTHHIM
MpUHIMIAM TponeneBTUKH. Heo0XoauMo NMpoBECTH OLIEHKY aHTPONOMETPUYECKUX MapaMeTpoB,
CTENEHU THUPCYTHU3Ma Y KEHIIMH, OLIEHUTh HAJIW4YMe KIMHUYECKUX MPU3HAKOB HAANOYEYHUKOBOMN
HejocTatouHocTH [1, 2, 4, 6]..

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — D)

Kommenrtapun: [lpu3Hakyu TuUnepaHApOreHUH Yy KEHIIMH C KJIacCHYecKUMHU (dopMaMu
negunura 21-ruapokcuinasbl 0OOBIYHO SIPKO BBIPQKEHBI U MPU OTCYTCTBUU JIEUEHMS MPOSBISIOTCS
BUPWJIM3AllMEl HApYKHBIX IIOJOBBIX OpPraHOB, aMEHOpPEEW, BBIPAKEHHOM alonenued u
rupcytuzMoM. B HenmarHoctupoBaHHbIX ciydasx BJIKH namueHTkn ¢ )KEHCKMM KapHOTHIIOM
UMEIOT MYXKCKOM QeHoTun. Y MyXK4YMH NpHU3HAKW HAAMNOYEUYHUKOBOM THIEpaHApPOTreHUN
MPOSIBJIAIOTCS. B MEHBILIEH CTENEeHHU, YeM B JIETCKOM BO3pacTe, K HUM MOXKHO OTHECTH aKHE H
Oecruioue.

Hepenko y manueHToB 0OTMEYaeTCs HU3KUN KOHEUHBIM POCT, UTO MOXKET SIBJISITbCA CIIEICTBUEM
KaK HEIOCTAaTOYHOTO (M3-3a H30BITKAa aHJIPOTeHOB), TaK M HW30BITOYHOTO (WM3-3a H30BITKA
TIIIOKOKOPTUKOUIOB) JIEYEHHUSI B JIETCTBE.

Hexmaccuueckas ¢dopma BJIKH He compoBokmaeTcss mTpu3HAKaMu HAANOYEYHUKOBOMN
HEJ0CTaTOYHOCTH U TMPOSIBISIETCS JIOBOJIBHO MO3JHO — OOBIYHO TOCIe MyOepTaTHOTro Bo3pacTa. Y
MYKYUH 3TO 3a00JIeBaHHE MPAKTUUYECKU HUKOT/Ia HE AMATHOCTUPYETCS M He TpeOyeT JIeYeHHs B
CBSI3M C OTCYTCTBHEM XapaKTEPHBIX MPHU3HAKOB. Y KEHIIWH OTMEYAIOTCS MPU3HAKU YMEPEHHOM
TUIEPaHPOTeHUN: aKHE, TUPCYTU3M, aJIOTEIHs; YacTO HaOJI0IaeTCsl HapyIIeHHEe MEHCTPYalbHOTO
1MKJIa, OECIUIo e U HEeBbIHAIIMBaHUE OEPEMEHHOCTH.

Y mnauuentoB ¢ aedpunurom 11 p -TUJPOKCUTIA3bl, KaK WU TpU BUPWIBHON ¢opme 21-
TUAPOKCUIIA3bl, Pa3BUBAIOTCS KIMHUYECKHUE [IPU3HAKU, CBS3aHHbIE C JeiicTBHEM H30bITKa
aHApOreHoB U nedunura Koptuzona. [loatomy B JeTCKOM BO3pacTe HEPEAKO MalueHTaM OMIHO0YHO
yCTaHaBIMBaeTcs AuarHo3 aeduuura 21-ruapokcunasbl, Tem Oojee uto ypoBeHb 17-OH-
nporecrepona (170HP) y Hux oObIYHO TOBBIIIEH, KaK W MpHU BUPWIBHON (opme. 3amofo3puTh
TUIEPTOHUYECKYIO (POPMY MOKHO B CIIydasiX MOBBIIICHUS apTepUATbHOTO JABJICHUS Y MAllUEHTOB
Ha ITIOKOKOPTUKOUIHOM Tepanuy B OTCYTCTBUE MPU3HAKOB MEpeo3UpoBKU Tepanuu. Al', kotopas

BCTpeyaercs y 2/3 manuenToB ¢ aeduiutom 11 B -TUAPOKCHIIa3hl, HAYMHAET IPOSIBIATHCSA B Pa3HOM
BO3pacTe, yamie B JIETCTBE, MOKET HOCHTh KaK YMEPEHHBIM, TaK M BBIPAKEHHBIA Xapakrep ¢
Pa3BUTHEM OCIIO)KHEHHI: TUIEPTPO(US JIEBOTO JKEIYI0YKa, PETHHONATHS, MAKPOBACKYIISPHbIE
ocnoxuenus [1, 2, 4, 6].

2.3. llabopaTopHbie AMarHocTuYyeckne nccrnegoBaHus

JlnarHocTHka Kjaccuueckux Gpopm nedpunura 2 1-rugapoxcuiassl

- B kadecTBe OCHOBHOrOo MeTOJa BBIABIEHHS Kiaccuueckux (opm agedunura 21-
THIPOKUCIIA3bl PEKOMEHAYETCS MPOBOAUTH BCEM HOBOPOXKICHHBIM HEOHATAJIBHBIM CKPUHHUHI C
uccnenoanueM yposss 170HP B xposu [5, 7-15].
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YpoBeHb yOSAUTEIBHOCTH PEKOMEHIAIMil A (YPOBEHD IOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

Kommenrtapuu: bumaromaps tomy, uyrto BJIKH sABnsieTcss reHeTMdeckuM, NOTEHLIHAIBHO
JeTaJbHBIM M HMMEIOUIMM YEeTKUH JUAarHOCTUYECKUH Mapkep 3a00JeBaHHEM, ONTUMAlIbHBIM
metonoM BbisiBIeHHs BJIKH Bo Bcem mupe B Hacrosdiee BpeMsi CUYMTACTCS NPOBEACHUE
HeoHaTanpHOro ckpuHuHra. C cepeaunsl 2006 r. oH Obul BHeApeH U B Poccuu, 4TO MO3BOJISIET
IIOCTaBUTh JAMArHO3 U HAayaTh JIEUEHUE €€ B paHHEM JETCKOM Bo3pacte. [loaromy nuarnoctuka
KJIaCCHYEeCKUX (OpPM BO B3pOCIOM BO3pacTe OOBIYHO yxe He Tpedyerca. OpHako HHOTIA
3a00JieBaHNE HE JUArHOCTHPYETCS BOBPEMs, M YCTAHOBIIEHHE IHMarHO3a TpeOyeTcs B CTapiieM
Bo3pacte. OOBIYHO 53Ta CHTyalusi BO3HHKAET Yy B3POCIBIX IPH COYETAHUU HECOOTBETCTBUS

HaCHOpTHOFO 1 TCHETUYCCKOI'O I10JIa UJIN HpI/I IJINTCIIBHO CYHIGCTBYIOHIGﬁ T?DKCJIOfI BI/IpI/IJII/I3aIII/II/I
[5,7,8,9, 10, 11, 12, 13, 14, 15].

- PekoMeHnyeTcst uCnoJib30BaTh MCCIEA0BAHUE YPOBHS 17-THIPOKCUIIPOrECTEPOHA B KPOBH B
paHHME YTPEHHHE Yachl KakK IJIaBHOTO AuarHoctudeckoro mapkepa B/IKH B Tex ciydasx, korna
JIMarHo3 paHee He ObLT YCTAHOBJICH B X0JI€ HEOHATAILHOTO CKpuHUHTa [16-19, 21-28].

YpoBeHb yOeIUTETLHOCTH PeKOMEH Al A (YpOBEHb JJOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

Kommenrtapun: [luarHoctuka nedpumnura 21-THIpOKCHIA3bl OCHOBaHA Ha OMNpPENEIECHUU
ypoBHss 170HP — mnpemmecTBeHHHKa KOPTH30Ja, HAXOASAIIErOCsS HEMOCPEACTBEHHO Haj
¢depmeHTaTuBHBIM OnokoM. Ilpu kiaccmueckux ¢opMax ero ypoBeHb OOBIYHO 3HAYUTEIBHO
npeBbitieH — 6osiee 300 amoup/n wim 6onee 100 ar/mi. Kpome Toro, otMeuaeTcss 3Ha4NTEILHOE
MOBBIIIEHUE YPOBHEM TECTOCTEpOHA, AHAPOCTEHIMOHA U JPYTrUX MPEIIIECTBEHHUKOB IOJOBBIX
crepouioB. Ilpu Takux moOKa3aTeNnsx OUarHo3 HE BbBI3BIBAET COMHEHHH, JOIMOJHUTEIBHOTO
noATBepkAeHUss He Tpelyercs. I[IpenmodTruTeNbHBIN J1abOpaTOPHBIA METOA  OMpENesIeHUs
FOPMOHAJIBHBIX TMOKa3aTeNe — JKUAKOCTHAsI TaHIIEMHasi Macc-crektpomeTrpus, meron MDA naer

OoJIbIIIee YUCIIO JIOKHO-TIOJIOKHUTENBHBIX pe3ynabTatoB [16, 17, 18, 19, 21, 22, 23, 24, 25, 26, 27,
28].

OwarHocTtuka Heknaccuyeckon chopmbl 21-rugpokcmnasbl

- JInarnoctuxky HBJIKH pekomeHyeTcss TpOBOAUTH Y KEHIIMH C MPU3HAKAMU THPCYTH3Ma,
aJllonenuy, aKHe, HapyIIEHUSIMH MEHCTPYaJlbHOTO LHKJA, OECIJIOJMeM W/WIM MPUBBIYHBIM
HEBBIHAIMBaHUEM Oepemennoctr [16-19, 21, 29-31].

YpoBeHb yOeAUTEIbHOCTH PeKOMeH Al A (YpOBEHb JJOCTOBEPHOCTH JI0KA3aTEIbCTB — 3)

KommenTtapun: Jlmarnoctuka Heknaccudeckoi dopmel BJIKH sBmsiercs Oonee dvactou
3a/lauell 1 PyTUHHO BCTPEYAETCS B MPAKTHKE SHAOKPUHOJIOTOB M aKyIIEPOB-THUHEKOJIOTOB, TaK Kak
M0 KJIIMHUYECKUM MPOSBICHUSAM 3TO 3a00JI€BaHHE CXOKE C CHHIPOMOM IMOJMKUCTO3HBIX SIMUHUKOB.
Nmenno c¢ stum 3a0oiieBaHMEM M TPOBOAUTCS wyamie Bcero auddepeHnuanbHas TUarHOCTHKA
uBJIKH [16, 17, 18, 19, 21, 29, 30, 31].

- s muarnoctukun HBJIKH pexomennyercs uccnepoBath ypoBeHb 170HP B kpoBu y
KEHIIMH B pPaHHIOK (GoUTHKYISIpHYIO a3y B yrpeHHue dacel [16-19, 21, 29-31].

YpoBeHb yOeAUTETbHOCTH PeKOMEeHAaIHi A (YpOBEHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 2)

Kommenrtapuu: [l AMarHOCTUKY HeKnaccuueckoi popmel 3a00p kpoBu Ha 17OHP nposoasT
paHo yTpoM B (OJUTUKYISApHYIO a3y ukia (He mo3aHee 5-7 nHs), IpU aMeHopee — B 000 IeHb,
cTporo BHe 6epemeHHOCTH. HopMOii cunTaroTcs mokasaTenu MeHee 6 HMOJIB/J UM MEHee 2 HT/MII,
ke 3tux ypoBHeil HBJIKH npaktuuecku He BcTpedaercsa. CrenyeTr MOMHHUTB, YTO pedepeHCHbIe
3HAYEHUS, KOTOPbIE IPUBOIATCS PAa3IUIHBIMU JIA0OPATOPUSMHU, OOBIYHO OTIMYAIOTCSI M MOTYT OBITh
3HAQUUTENIbHO HM)KE YKa3aHHBIX "OTpE3HbIX TOYeK" JUisi nuarHocTuku Hekjaccudeckod BJ/IKH. B
ciydae 3HaueHui 6azanpHoro 170HP Gonee 30 amons/n wm 10 ar/mn, auarso3 BJIKH cuurtaercs
MOATBEPKICHHBIM, U JOTIOJHUTENLHOMN TUAarHOCTUKU HE TpeOyeTcs.
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[Ipu morpannynbix 3HavyeHusx 170HP (6-30 amons/n wim 2-10 HI/MI — Tak Ha3bIBaeMas
"cepas 30Ha"), BBISIBJICHHBIX MUHUMYM IIpU ABYKPAaTHOM OIIPEAEICHUM, B MUPE PEKOMEHIYETCs
IIPOBOJUTH JOIOJIHUTENbHBIN CTUMYIUpYOmUil TecT ¢ mnpenaparaMu u3 ATX-rpynnst AKTT
(HO1AAOQ2), uto siBisieTcst 3010ThIM cTaHaapToM auarHoctuku BJIKH B mupe [16, 17, 18, 19, 21,
29, 30, 31].

- IIpu comuuTenbHBIX pe3yibTarax ompeneneHus 170HP, a Taxke B 1ensix reHETUYECKOTO
KOHCYJIbTHPOBAHUS Jajiee PpEKOMEHIyeTCs MPOBOIUTH TeHeThuueckoe uccneaopanue rena CYP21A2
[1-4, 32-40, 177].

Anroput™ quarHocTiky Hekinaccndeckoit BJIKH B PO npencrasiien B Tabm. 3.

Tabnuua 3. Anroputm auarHoctuku HBOKH B P® BcneactBue peduuuta 21-
rmapokcunasbl

bazanbhblil yposens 170HP

< 6 HMOJIB/JT 6-30 HMOITB/T > 30 HMOJIB/TT
(< 2 ar/mm) (2-10 ur/mn) (> 10 =r/™MIT)
Hedunut 21-ruapokcmnassl | PekoMeHayeTcsl TeHETHYECKOE Hedunur 21-
HUCKITIOYAETCS ncciaenosaune reqa CYP21A2 THUIPOKCHUITA3BI

VYpoBeHb yOeaUTENBHOCTH peKoMeH1aIiii B (ypoBeHb TOCTOBEPHOCTH JI0KA3ATEIBCTB — 2)

KommenTtapuu: B ciydasx, korna npoBeleHHE CTUMYJIHUPYIOIIETO TeCTa ¢ TETPAKO3aKTHAOM
HEBO3MOXXHO, JMOO B LEISIX TIE€HETHYECKOr0 KOHCYAbTUPOBAHMSI TPOBOAUTCS T'€HETUYECKOE
HCCIIEIOBAaHUE HAa HAJIMYHME MATOT€HHBIX BapuaHTOB B reHe 21-rumapokcuinassl — CYP21A2. Tlpu
MHTEPIPETAIMK TOJTYYEHHBIX PE3yJbTaTOB HEOOXOJMMO YYHTHIBATH HECKOJBbKO (akTopoB. Bo-
MIEPBBIX, HEKOTOphIe Jabopatopuu B PO MpOBOAAT MUArHOCTHKY JIMIIb 2-3 HauOOJee TIKEITBIX
MAaTOTEHHBIX BapUaHTa, XapaKTepHBIX I Kiaccudeckux ¢opm 21-runpokcunasel. [loatomy nepen
HampaBJICHHEM Ha HCClIeIOoBaHHME HEOOXOAMMO YTOYHSThb, IPOBOJUTCS JIM HCCIEIO0BaHUE
MaTOTCHHBIX BApHAHTOB, CHEIMU(UUHBIX JIs HEKJIaccudyeckod ¢opmbl (cM. Tadm. 1). Cnemyer
MIPOBOJHUTH aHAJIM3 MAKCUMAaJIbHO BO3MOKHBIX IS KaXKJ10# J1abOpaTOpHH NaTOI€HHBIX BAPUAHTOB B
reie CYP21A2 npu moboii ¢gopme 3aboneBanms. Tak, mpu Heknaccumueckux ¢opmax BJIKH
BO3MOXHA MJIEHTU(UKALMS KaK MaTOT€HHBIX BapUAHTOB, MPUBOIAIINX K HE3HAUUTEIHLHOU MOTepU
¢dbyHKIMM Oenka, TaK U BapUAHTOB, OTBETCTBEHHBIX 3a IMOJHYIO MHAKTHBAIMIO Oenka. OTMeudeHo,
yTto npu Hanuuuu y nauveHta ¢ H® oanoro "rsxkenoro" m omgHoOro 'nmerkoro" matoreHHOTro
BapuaHTa HaOmionaercsi Oosiee BbICOKash CTEMEHb TUPCYTH3Ma M YBEJIHUYEHHBbIE 3HaueHus 17-
THAPOKCUIIPOTECTEPOHA, YeM Npu ujeHTHUdUKanuu 1ByXx '"nerkux" BapuaHToB. OcoOeHHOCTH
ctpoernss reHa CYP21A2, a uMeHHO HalW4Yue B HEMOCPEACTBEHHOW OJIM30CTH IICEBIOTCHA
CYP21Al, npuBomsaT K TOMY, 4TO OKOJO 90% MyTaHTHBIX ajjieneil SBIAIOTCS CIEACTBUEM
PEKOMOMHAIIMK MEXAY dTUMH I'€HaMU U HECYT B ce0e OJMH WM HECKOJBKO YacCThIX MAaTOTE€HHBIX
BapuaHTOB. C OJIHOM CTOPOHBI, HAJIMYUE YACThIX MYTALMI YCKOPSET U YACLIEBISAET T€HETUUECKYIO
nuarHocTuky. C Apyroit CTOPOHBI, CI0KHBIE PEKOMOWHAIIMN MEXIy T€HaMU MPUBOJAAT K TOMY, YTO
Ha OJIHOM aJljiesie MOKET ObITh HEeCKOJbKO MAaTOT€HHBIX BAPUAHTOB, U OMPEAETUTh, HAXOAATCA TN
OHH B Pa3HBIX AJIENAX WIH B Mpefenax OJHOTO, HEBO3MOKHO 0€3 TeHOTUITUPOBAHUS POAUTENCH.
[ToMuMO 3TOTO, CYIIECTBYET BEPOSITHOCTh HATMYUS Y MALIMEHTAa HOBBIX HEOMMCAHHBIX MYTaLIMM WIINA
reTepO3UTOTHBIN HOCUTENh ""HanboJee YacTO MyTalluu'" MOKET UMETh HE ONMCAHHBIN aTOT€HHBII
BapuaHT B Jpyrom ajene. I'enernueckas nquarHoctuka npu BJIKH siBnsieTcs BaXHBIM 3TanoM B
Mpollecce TOCTAHOBKU JMArHo3a W TpPH IUIAHUPOBAHMU OEPEMEHHOCTH B CEMbSIX, HUMEIOIINX
pebenka, 6onpHOr0 BJIKH 1nu B cembsiX, BKIIOYAIOIIUX T€T€PO- WM TOMO3UTOTHBIX HOCHUTENEH
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naroreHHsix BapuanTtoB B reHe CYP21A2. Ho, Ba)XHO OTMETUTh, YTO HEBBISBIICHWE MYyTalluil B
JTAHHOM T'€He He CIY)KHT IpuuuHOM Juis cHsatus quarno3a BJIKH [1, 2, 4, 5, 32, 33, 34, 35, 36, 37,
38, 39, 40].

OwarHoctuka gecomumra 11 p -rugpokcunasbl

- ¥V nanmeHroB ¢ HetunuuHbIM TeueHneM BJIKH wim passutuem AT pexomeHnyercs
npoBoauTh auarHoctuky I['® BJIKH mnyrem KOMIUJIEKCHOTO OIpEAENEeHUs KOHLUEHTPAaLUuu
CTEpOUJAHBIX TOPMOHOB METOJIOM TaHAEMHOI Macc-CIIEKTPOMETPUM C UCCIIeOBaHUEM YpoBHA 11-
JI€30KCUKOPTH30J1a B KpoBH [1, 4, 6, 178].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 4)

KommenTtapun: OcHoBHbIM MapkepoM auarHoctuku ' BJIKH sBasercs onpenenenue 11-
N€30KCUKOPTHU30J1a — OCHOBHOTO  MpEAIIECTBEHHHMKAa  KOPTHU30Jla, HAXOJALIErocss  Haj
(bepMeHTaTUBHBIM OJIOKOM, KOTOPBIM TpPH KIACCHYECKOM BapHaHTEe 3a00Je€BaHUS MPEBBINIACT
HOpMy Oouiee yeM B 5-10 pa3. OHako B pyTMHHON IPAKTHKE 3TO BO3MOKHO CJI€NaTh TOJBKO B X0OJI€
MIPOBEACHUS MYJIBTUCTEPOUIHOTO aHanu3a. [loaromy npu nmono3pennn Ha '@ BJIKH, Hanpuwmep,
IpyU HU3KOM YypOBHE Kalus W akTUBHOCTM peHunHa 1uiasmMbl (APII) BHe mnpuema
MUHEpaIoOKOpTUKOUAHBIX mpenapatoB (MK) wmm mepeno3upoBku riatokokoptukouguasiMu (I'K),
IIPY TOBBIIIEHUH apTepUaIbHOTO JaBJICHUS Y MAIlIEHTOB C paHee BBISBIEHHOW BUPHIbHON (opMoii
3a00JIeBaHMs, a TakKXe MpU OTCYTCTBHM TUIIMYHBIX MAaTOT€HHbIX BapuaHToB B reHe CYP21-
TUIPOKCHUIIA3hl, MAllMeHTa HE0OXO0UMO HAPaBUTh B CHIEUAIN3UPOBAHHbBIE IEHTPHI ISl YTOUHEHHS
JMarHo3a U Mo100pa TEparmH.

UccnenoBanne myranuii B reHe CYP11B1 npoBogutTcs kpaitHe peako, mostomy B Poccun
TCHETHYECKYIO JUATHOCTHKY MOKHO IPOBECTH TOJIBKO C IIOMOLIBIO CEKBEHHUpPOBaHUSA reHa. B
HEKOTOPbIX cTpaHax (Hamp. B M3paune) uccienoBaHue oAHOTO M3 HauOoJiee YacThIX MAaTOTMCHHBIX
BapuanToB — His R448H — npumensieTcst B pyTHHHOMN TPaKTHKE.

B nureparype omucanbl ciaydan Hekinaccuyeckoil ¢opmbl aedunmrta 11 p -TUIpoKcuia3bel. B
KIIMHUYECKOW KapTUHE JOMUHHUPYIOT NMPU3HAKH TUIEPAHIPOreHUH U HAPYIIEHUS MEHCTPYaJTbHOTO
UUKIa y SKeHIMH, npu 3ToM Al mpu sToii Qopme 3aboneBaHUS HET, JUOO OHA HOCHUT

HE3HAYUTENbHbIN xapakrep. [luarnoctupoBaTh Hekiaccuueckyro (opmy 11 p -TUPOKCUIIA3BI
MOXHO Ha OCHOBaHHWH IOBBIIICHUs |1-7€30KCHKOPTH30JIa MPU TMPOBEJICHUU TaHIEMHOW Macc-
ciekrpomerpuu [1, 4, 6].

2.4. UHCcTpyMeHTanbHble AuarHoctuyeckue uccrnenoBaHus

- C penpro quarnoctuku ocnoxxHenuit B/IKH u nnurensHo# 3amecturensHoi Tepanuu I'KC y
MAalUEHTOB PEKOMEH]IyeTCA HCIIOJIb30BaTh TAKUE METOJIbl MHCTPYMEHTAIBHOM JUArHOCTUKH, Kak:
PEHTI€HOJICHCUTOMETPUSL BCEM MAllMEHTaM BHE 3aBUCUMOCTH OT CTEIEHU KOMIIEHCAlluH,
VY3U/MCKT wi MPT Haamo4edHWKOB MPHU 3MHU30/1aX JUTMTEIBHOW KomIieHcanuu, Y3UW opraHos
MOIIIOHKHA BceM Myx4uHaMm, Y3U manoro Taza Bcem >keHuiuHam (ripu nogo3peHuu Ha OAPT —
JOTIOJTHUTEBHO mpoBeneHre MPT manoro Taza [1, 4].

VYpoBenb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH 0KA3aTEIbCTB — 5)

KommenTtapun: HWHcTpyMeHTanbHas AUarHocThka Yy B3pocibix mnauueHtoB ¢ BJIKH
HampaBJieHa Ha BBISBICHHWE BTOPUYHBIX 00Opa30BaHUN B HAAMOYEUYHHUKAX, OCOOCHHO TPU AMU30/aX
matenbHOU nexkomneHcanuu B aHamHe3e (Y3U, KT nammoueuynukoB). HeoOxomummebrit stam —
OIIEHKA COCTOSIHUSI PENpPOAYKTUBHON CHUCTEMBI, UCHOJIb3yEMbl€ CKPUHUHIOBbIE MeTOAUKU — Y3U
OpraHoOB MaJlOTO Ta3a y JKEHIIWH, OPraHOB MOIIOHKH Yy MYXuuH. [Ipu mepBuuHOM oOpaiieHun
MalUEHTA MTPOBOAUTCA MHCTPYMEHTAJIbHAS OLIEHKA COCTOSHUS MUHEPAJbHOW IJIOTHOCTH KOCTHOM
TKaHU (MpPOBEJCHUE PEHTTCHOJECHCUTOMETPUM MHUHHUMYM 2 OTIEIOB — IMOSCHUYHOTO OTJejna
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MMO3BOHOYHUKA H TPOKCUMAIBHOTO OTAeNa OeIpeHHOW KocTh). boiiee moapoOHO 00
MHCTpyMeHTanbHOU auarnoctuke npu BJAKH usnoxxeHo B paszzene "/lucnancepnoe HabmroneHue"
[1, 4, 41-63].

2.5. UHble anarHocTuyeckme uccnenoBaHusA
OTCyTCTBYIOT.

3. JleyeHne, BKNro4vasn MeaAUKaAaMeHTO3HYH0O U HeMeOAUKaMeHTO3HYH Tepanuu,
AuvneTtToTepanuio, ob6e3bonnBaHue, MegULIMHCKUE MOKa3aHUA U npPpoOoTUBONOKa3aHuUA K
npuMeHeHNno MeToa0B Jle4YeHusA

3.1. KoHcepBaTMBHOE neYyeHue

JleyeHune naumeHTOB € KNnaccnyeckumm chopmamm gecdumumnTta 21-ruapokcmnasbl

- PexoMeHI0BaHO JEYUTH B3POCIBIX MAIMEHTOB C Kiaccudeckumu Qopmamu BJIKH
THIPOKOPTHU30HOM HJIH JUTHTENbHO AericTByromumu ['K [1-6, 64-75].

Yposens yoeaurenbHocTH pekoMenaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEIBCTB — D)

Kommenrtapun: Jleuenune xkinaccuueckux ¢opm BJKH cBomuTcs K THOKU3HEHHOMY
MPUMEHECHHUIO TJIOKOKOPTUKOUJIOB W MHHEPAJOKOPTUKOHWIOB (TIpU COJIbTEpAONIe (opme).
OcHoBHasg cinoxHocth JedeHus BJIKH 3akmrowaercs B TOM, YTO B HAcTosiee BpEMs HE
pa3zpaboTaHbl TMpenaparbl, MOJHOCTHIO HUMUTHPYIOIINE COOCTBEHHYIO CEKpELMIO KOPTH30Ja U
CrocoOHbIe B (PU3MOJIOTUYECKUX  J03aX TOJIHOCTHIO TOJaBUTh  M30BITOUHBIM  CHHTE3
HAMOYEUYHUKOBBIX aHJIPOT€HOB, MOATOMY BEICHHE NAIleHTOB CBOJUTCS K OalaHCHUPOBAHHIO
MeXAy MpU3HAKaMH TUTIEPKOPTUIIM3MA U TUIIEPAHAPOTCHUU.

B oTnmume oT neTckoro Bo3pacTa, KOrjJa pPEeKOMEHAYeTCs BECTH MallMeHTOB TOJBKO Ha
TIIIOKOKOPTUKOUAHBIX TpernapaTtax KOPOTKOrO JEMCTBHS, Y B3pOCIBIX MAlMEHTOB BO3MOXKHO
UCIIOJIb30BAHME KaK MpernaparoB KOPOTKOTO (THIPOKOPTH30H**), Tak U AJTUTENBHOTO JEHCTBUS
(mpenHu300OH**, nekcameTazoH**, MeTunnpeaHu30J0H**). DTO B psAme CiIydaeB NPUBOJIUT K
YIY4IIEHUIO KOMIUIAGHTHOCTH NalueHToB. Haubonee yacTo MCHONB3yeTcs clieayrolias cxema
nepeBoJia ¢ OJJHOTO TIFOKOKOPTHKOMIHOTO Ipernapara Ha apyroii: 20 Mr rugpokopruzona** ~ 5
MT npeanu3oaoHa** ~ 4 mr merunpeauusonona** ~ 0,375 — 0,5 mMr gqekcamerazona**,

Bpemss Ha3zHaueHusi TIOKOKOpTHKOUIHBIX TipenaparoB npu BJIKH ocraercs B mupe
JTUCKYTUPYEMBbIM BOMPOCOM. ECTb CTOpPOHHHMKM Ha3HA4eHHUS OOJBIIMX J03 YTPOM, KOTOpPbIE
CUMUTAIOT TAKOW pekuM OoJiee (U3MOIOTMYHBIM, TaK KaK OH JIy4dllle UMHUTHPYET HUPKAAUAHHBIN
PUTM BBIPaOOTKH KOpTU30ja. J[pyrue e OTMEYaroT AOCTHUKEHHE JIydllled KOMIICHCAIUU IpH
MPUMEHEHUH OOJIBIIMX 703 Ha HOYb 3a cueT nojaaBieHus HouHoro BeiOpoca AKTT. B Poccuu vamie
MIPUMEHSETCST BTOPOW BapUaHT, OJHAKO CTPOTHMX PEKOMEHAALMK IO JaHHOMY BONPOCY HET, U
pelleHre MOKET OCTAaThCs 3a JieyanumM Bpadom [1-6, 64-75].

- IIpu conprepsitomeit popme nepunura 21-rugpokcunaasbl peKOMEHIYEeTCs JOMOJIHUTEIBHO K
'K npumensts MK (payapoxopruzon**) [1-6, 64-75].

VpoBeHb yoeautenbHocTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTeNbCTB — 5)

Kommenrapun: [l KOMIIEHCAllMM MHMHEPAJOKOPTUKOMAHOM (YHKLIMH HUCHOJb3yeTcs
¢nynpokoptuzoH. CpenHue JO3MPOBKM M CXEMbl INPUMEHEHHs TNpenapaToB JUIsd JICYEHUs
kinaccuueckux popm BJIKH npencrasiens: B Tadmn. 4 [1-6, 64-75].
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Ta6bnuua 4. MNMpenapaTbl rNOKO- U MUHEPaANOKOPTUKOMAOB, UCNONb3yeMble B
ne4yeHun knaccuyeckux c¢opm BAOKH y B3pocnbix, ** — npenapatbl, BxoasiLue B
cnucok XXHBIM

Ianpokopruzor**, ATX xox: 15-25 mr/cyt (MmakcumanbHo 10 40 MT/CyT) pa3aenuTh Ha 2-3
HO02AB09 npuema

[penam3onon™*, ATX xox: 5-7,5 mr/cyt (MakcumainsHO 70 10 Mr/cyr) Ha 2 mpuema
HO02AB06

Hexcamerazon™*, ATX kox: 0,25-0,5 mr/cyt (MakcuManbHO 10 1 Mr/cyT) Ha HOYb
H02AB02

Metunnpennuzonon™*, ATX 4-6 Mr/cyT Ha HOYb WJIU B 2 IpUeMa

ko HO2AB04

Oynpokopruzon**, ATX kox: |50-200 mxr/cyr

HO02AAQ2

- PexomennoBano yBenmuenue 1036l 'K nnm mepexon Ha napentepansHoe BBeneHue 'K B
OCTpPBIX CHUTyallUsiX, Takux Kak ¢eOpunbHas temmeparypa (> 38,5 °C), racTpodHTEpUT C
JeTUpaTaIiueii, onepamuu o ooIIel aHecTe3neil 1 MacCuBHbIE TpaBMbI [ 1-6, 76-80].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEIBCTB — D)

KommenTtapun: VY manmentoB ¢ kinaccmueckumu ¢opmamu BJIKH B opranusme He
MIPOUCXOJUT a/IeKBaTHOW BBHIPAOOTKM KOPTHU30Jia B OTBET Ha (pU3MUECKUil CTpecc, Hampumep, mpu
3a00JI€BaHUSIX, COMPOBOKIAIOIINXCS BBICOKOW TEMIIEpaTypOi, TaCTPOIHTEPUTE C JACTUIpaTaIieH,
omnepanusx U TpaBmax. IMenHo nmo3atomy BceM nanueHTtam ¢ BJIKH pexkoMenmyeTcss HOCUTh mpu
cebe uneHTUUKAMOHHBIE TOKYMEHTHI WJIM OpaciieThl, YKa3bIBAIOIIUE, YTO Y HUX UMEETCs TaHHOE
3a0o0JieBaHMEe, U B Cly4yae YPreHTHBIX CHUTyallMd MM HEO0OXOJUMO He3aMeUINTEIbHOE BBEACHHE
ruapokopTu3oHa. Tak kak 3a0oyeBaHMe SBISETCS PEIKUM M HE 3HAKOMO MHOTHM CIEIHUAINCTaM
[IEPBUYHOTO 3BEHA, MPEUIOKEHO YKa3blBaTh Yy TAaKUX MALUMEHTOB HAJIUYUE XPOHUYECKOU
HAAMOYEYHUKOBON HEIOCTATOYHOCTH, YTO 00JIEryaeT NPUHATHE PEIICHUS B JAHHBIX CUTYaIUX.

B cnyyae wuHTEpKYyppeHTHBIX 3a00JeBaHUIl, MpPH KOTOPBIX COXpPaHEHAa BO3MOXHOCTH
Mo JI0JKEeHUsI iepopaibHoro npuema 'K, Heo6xonumo yBennueHne 1035l MTIOKOKOPTUKOUIOB B 2-
3 paza. [Ipu HeapdekTuBHOCTH BBOIUTCS TUAPOKOPTU3OH (TUIAPOKOPTU3OH CyKUMHAT Hatpus) 50-
100 Mr BHYTpUMBILIIEYHO, JIajiee PU HEOOXOTUMOCTH BBEJICHHUE MOBTOPSAETCS 10 S0 Mr Kaxapie 4-6
yacoB. B cinyuyae OTCyTCTBUA yaydlll€eHHs CaMOYYBCTBHUSI B TeueHUE 24-48 4acOB pEKOMEHIYeTCs
TOCIUTAIM3AIMS B CTallMOHAp, II€ TPOBOAUTCS BHYTpUBEHHAs MH(DY3UsI THIPOKOPTU30HA HA OHE
peruapatauvioHHON Tepanuu. Ilpyu DpUMEHEHHM MapeHTEepaJbHOIO T'HAPOKOPTU30HA, J03a
braynpokopTu3oHa He MeHsieTcs, 1o naxke MK oTmenstorcs moiaHocTeo. Kak ToinbpKo cocTosiHue
ManueHTa CTaOUIU3UPyeTCs, CIeyeT OCTEIIEHHO BEPHYThCSI K OOBIYHBIM J103aM IpenapaTtos [1-6,
76-80].

- IIpu >MOIIMOHAJILHOM W HEPBHOM HANpPSKEHHM, MPU JIETKUX BUPYCHBIX 3a00JIEBaHUAX U
npencrosiiel Gpusznueckoit Harpyske yBenuunsath 103y ['K He pekomenayercs [1-6, 76-80].

VpoBeHb yoeautenbHocTH pekoMeraiuii C (ypoBeHb JJOCTOBEPHOCTH JI0KA3aTEIbCTB — D)

Kommenrtapuu: Ilpu pusnyeckux Harpyskax ¥ NCHUXOJOTHYECKOM CTpecce HEOOXOIUMOCTH B
yBenmdenuu 10361 ['K wer [1-6, 76-80].
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IleyueHne naumeHTOB C Heknaccuyeckumm cdopmamu aechmumta  21-
rmapokcunasbl

- Jleuenne nanuentok ¢ HBJIKH ¢ nomomisio I'K pexkoMeH10BaHO IPOBOAUTH IIPU BBISIBICHUHU
BBIPOKECHHOW TUTICPaHIPOTSHIH, OSCILIONUS WM HeBbIHAIIIMBaHMs OepemenHoctu [17, 75, 81-89)].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

KomMenTapuu: VYV KEHIIMH C BBIPaXCHHBIMU CHUMIITOMAMH TUIIEPAHIAPOIE€HUH BO3MOXKHO
HazHauenue ['K (tabn. 5). [lomumo 3TOro Tepamuio MOXHO IPOBOAUTH KOMOMHHPOBAHHO C
TOPMOHAJIBHBIMU KOHTpAllenTuBamMu sl cuctreMHoro mnpumeneHus (ATX kox GO3A) w/mmm
antuanaporeHamu (ATX xox GO3H), a Takxke peKOMEHIOBATh >KCHIIMHAM Pa3JIAYHBIE METObI
smwtsiiau [17, 75, 81, 82, 83, 84, 85, 86].

Tabnuua 5. lpenapatbl K, ucnonb3yemble B ne4YeHUU HeKIIaCCUYECKOU
¢opmbl BOKH

I'aapoxoptuzon™**, ATX xox: HO2AB09 10-15 wmr Ha 2-3 mpuema B JICHb
[Mpegamzonon**, ATX xox: HO2ABO06 2,5-7,5 mr Ha 1-2 npuema
Jlexcamerazon** (Tospko BHe 6epemenHoCTH), ATX KOI: 0,25-0,5 Mr Ha HOYB

HO02AB02

Metunnpenauzonon**, ATX kox: HO2AB04 2-6 MI' Ha HOYb

Hecmotpss Ha 1O, utO0 y 68% X)eHmmH ¢ Heknaccuuecko BJIKH camonpownsBosibHbIE
OepeMEeHHOCTH MOTYT HAaCTYNUTh U 0€3 MPUMEHEHUS TTTIOKOKOPTUKOUIOB, CIIOHTAHHBIE BBHIKUIBIIIN
Ha paHHHUX CpOKax IpU OTCYTCTBUHM JIEYEHHsS] BCTPEYAIOTCS JOCTaTO4YHO uyacTo. I[losTtomy
paccmarpuBath Bormpoc o 'K Tepanmuum HeoOxoaumo, Mpexe BCEro, Ha dSTame IUIaHUPOBAHUS
OepeMEeHHOCTH, OCOOEHHO Yy JKEHIIUMH C OeCIIoJMeM WM MPUBBIYHBIM HEBBIHAIIMBAHUEM
o6epemenHoctd. HeoO6xoauMo OTMETUTh, YTO B cllydae, KOrja pemraercs Bompoc B moib3dy 'K
Tepanmuy OYEHb BAaAXXHO HAYMHATHL €€ C JTana IUIAHMPOBaHMsS OEpeMEHHOCTH, a He Korja
OepeMEHHOCTh YK€ HACTYIWIA, TaK KaKk MMEHHO 3Tan umiiantanuu Ha ¢pone 'K naubonee BaxeH
JUIS yIy4lIeHUs] TPOTHO30B BhIHALITUBAHUSI.

bepemennsie xenmuHbl ¢ BJKH nomkHel HaOmogaThCs BpadyoM-3HIOKPHUHOJIOTOM,
HMMEIOILIUM OTIBIT BEJICHHS MAI[UEHTOB C JaHHBIM 3a00JIeBaHHEM, U Ha3HAUCHUE TJIFOKOKOPTHUKOUIOB
JOJIKHO TPOBOJUTHCS IMOCIIE OLEHKH BEPOSITHOIO TOJOXKUTENbHOrO d¢¢dekra mpenapara B
CPaBHEHMHM C TMOTCHIHAIbHBIM PHUCKOM, C HH(DOPMHPOBAHHOTO JAOOPOBOJIBHOTO COTJIACHUS
nanueHTKu. JleueHne MoXXeT MPOBOAUTHCS C TIOMOIIBIO JTHOOOTO TIIOKOKOPTUKOUTHOTO Ipernapara,
3a UCKJIIOYEHHEM JeKcaMeTazoHa. Jlo3bl MpemapaToB ¢ HACTYIUIGHHEM OEepeMEHHOCTH OOBIYHO He
MEHSIOTCS, JIEYCHHE MPOBOIUTCS 10O B MIEPBOM — BTOPOM TPUMECTpax C MOCIEIYIOIIed OTMEHOM,
mub0 70 POAOB B 3aBHUCUMOCTH OT TedeHHs] OepeMeHHOCTH. Kak mpaBuio, mpu HEKIacCHYEeCKOM
BJIKH oTcyTcTBYIOT neUIIUT KOPTU30JIa U CONBTEPSIONINE KPU3bI, TOITOMY HET HEOOXOAUMOCTH
noBeIaTh 103y 'K BO BpeMsi cTpecCOpHBIX COCTOSIHHIMA, ONEePaTUBHBIX BMEIIATENbCTB HIIM OCTPHIX
BUPYCHBIX 3a0oyieBaHuid. VCKitoueHHeM SBISETCS BBISBICHHE HEIOCTaTOYHOW BBIPAOOTKU
KOPTH30J1a BO BpeMsi CTUMYJTHpyroiero Tecta (Mmenee 500 umons/n) [1, 87, 88, 89].

- Y JKEeHILUH C YMEPEHHOH TUllepaHAporeHren u AuchyHKIUeH SMYHUKOB BHE TJIAHUPOBAHUS
OepeMEeHHOCTH peKOMEeHAyeTcss IpuMeHeHue BMecTo [K cumnTomarnyeckoi —Tepanuu:
mporectareHbl M ScTporeHsl (¢ukcupoBaHHble kKoMmOuHaumu), kox ATX GO3AA w/umm
antuanaporensl, kog ATX GO3H [17, 75, 83, 84].

YpoBeHb yOeaUTENbHOCTH PeKOMEHAaIHi B (YpOBEHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 3)
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Kommenrapun: HecMOTpst Ha TO, YTO MATOTEHETUYECKOE JICUEHUE HEKIACCHUYeCKOH (popMBI
BJIKH momkHO MPOBOIUTHCS MO TEM KE MPHUHIMIIAM, YTO M MPH KIacCUYeCKUX (opmax (myrem
BO3MEIIEeHUs JepHUINTa KOpTH30Ja), HeoOxoauMocTh HazHaueHus ['K Tepamuu aGcoiroTHO BceM
XKeHIUHaM ¢ Hekinaccuueckoil BJIKH Be3pIBaeT Gosblyie COPHI y CHEIHAIMNCTOB BO BCEM MUDE.
Heno B ToM, uto 1036l 'K, HEoOX0ouMBble Ui 101aBIeHUS U30BITOUHOM MPOIYKIIMY aHJPOrEHOB,
HEPEIKO SBIISIIOTCS CYMpadU3nOJIOTUIECKUMH, YTO, C YU€TOM MATKOTO TEYEHHUs JaHHOU (HOpMBI
3a00JIeBaHMsI, BBI3BIBACT OIPENICICHHBIE COMHEHHS B HEOOXOIUMOCTH MX TMOXH3HEHHOTO TpHEMA.
[ToaTomy Bce Gosblile CHEHMATUCTOB BO BPEM MHUpE MPUXOJAT K MHEHUIO, YTO BHE IJITAHUPOBAHUS
OepeMEeHHOCTH W BBIpAKEHHOW runepanaporennu npumenenne ['K He sBiseTcs o0s3aTeIbHBIM U

MOXKET OBITh 3aMEHEHO cuMIToMaTudeckoi tepanuei B Buae KOK n/unmu antuanaporesos [17, 75,
83, 84].

- Jleunts Oeccumnromusie popmbl HBJIKH y sxenmmn He pekomenayercs [17, 45, 81, 82].
Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — D)

- Jleunts myxxunn ¢ HBJIKH ne pexomenayeres [17, 45, 81, 82].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEIBCTB — D)

Kommenrtapuu: B cinydae 6eccHMNTOMHOTO TeueHUs 3a00JI€BaHMS y JKEHIIMH Tepamusi He
npoBoautcs. Jleuenne HBJIKH y MyxunH B OOJBIIMHCTBE CllyyaeB HE MpoBOAUTCS. VckimoueHue
coCTaBIIsAOT manueHTsl ¢ OecrutoaueM, TART, omyxonissMu HaANMOYEeUHUKOB U C pe3ylbTaTaMu
T€HETUYECKOTO OOCIIeIOBaHUs, KOTOpPbIE SIBJISIFOTCS MPOMEXKYTOUHBIMU MEXK]Y KJIACCUYECKUMH U
Hekmaccuueckumu Genotunamu [17, 45, 81, 82].

Nleyenne 'c BOAKH

- Jleuenne I'® BJIKH pexoMmeHayeTcs MpOBOAUTH MO TEM K€ MPHUHIIUMIIAM, YTO U JICUCHHUE
BUPWIBHON  QopMbl, oOycioBieHHOW nedumurom 21-ruapokcunassl. B Tepamuu  Moryt
npuMensaThest ['K mpemaparsl KOpoTKOro u aauTenapHoro aeicreus [1, 4, 6, 90-92].

VYpoBeHb yoeautenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

Kommenrtapuu: [lanuents! ¢ kinaccudeckoit popmoit aedunura 11 p -TUAPOKCHUIIA3bl, KaK U
npu apyrux ¢opmax BJIKH, noxkusnenno mnomywator mnpenaparsl 'K ¢ menbto kKoppekuuu
CUMIOTOMOB  HAJMOYEUYHWKOBON  HENOCTATOUHOCTH, THUIEPAHIPOTCHUH U  apTepUAIbHOMN
runeprensud. Ecinu mpenapatom BbIOOpa y AeTel SBISETCS TMIPOKOPTH30H, Y B3POCIBIX MOKHO
MCII0JIb30BATh U Mpemnaparhl AauTensHoro aeictBus. HeoOxoqumoctu B HazHaueHMH MK y Takux

MalMEHTOB HET, TaK KaK HEJIOCTATOYHOCTH aJIbJIOCTEpPOHA ¢ M30bITKOB Bo3Memaercs JIOK [1, 4, 6,
90, 91, 92].

- [TauunenTtam ¢ '@ BJIKH B xauecTBe AOMOTHUTENBLHON TEPANMKN PEKOMEH]IyEeTCS Ha3HA4aTh
anTurunepreHsuBHple npermapatel (ATX kox C02), mnpeamodTUTeNbHO KaauicOeperaroniue
muypetuku (ATX xox CO03D) u IuruaponupuavHOBBIE MPOU3BOIHBIE CEIEKTUBHBIX OJIOKaTOPOB
kasjpiueBbix kKaHamoB (ATX kox CO8CA) [1, 4, 6, 90-92].

VYpoBenb yoeautenbHoCTH pekoMenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

Kommenrtapuu: Ecnn Ha ¢one monorepanuu 'K He ymaercs ckopperupoBate Al', M0xHO
JOIIOJTHUTEILHO HCIOJIb30BAaTh AHTUTUNIEPTEH3UBHbIE npenaparsl, u3 KOTOPBIX
MPENNOYTUTEIbHBIMU  SBIISAIIOTCA  KanuiicOeperaromue auypetukn (ATX xoxg CO03D) wu
JTUTUIPOMUPUINHOBBIE TPOU3BOIHBIE CENEKTUBHBIX OJOKATOPOB KalbIHEeBBIX kKaHanoB (ATX kon
CO8CA) (au¢penunun, ATX kox: CO8CAO05) [1, 4, 6, 90, 91, 92].
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3.2. Xupypruyeckoe rie4yeHuve

- Pexomenyercsi mpoBOUTH NEPBBI ATall (PEMHUHU3UPYIOIIECH MJIACTUKUA HAPYKHBIX MOJIOBBIX
OpraHoB B IEpBbI€ TOJbl KU3HU pPeOCHKA M 3aBEepIIaTh BCE ITalbl XUPYPrHUECKOTO JICYCHHUS Y
narrenTok ¢ BJIKH B mybGepraTtHoMm Bo3pacte [93-98].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTeILCTB — 4)

Kommentapuu: Ha  ceropnHAmHmiA  J€Hp  HE  NPOBEACHO  PaHAOMM3HUPOBAHHBIX
KOHTPOJMPYEMbIX UCCIIEI0BAaHUMN, TO3BOJIIOIINX CTAHJAPTU3UPOBATh OIXO/bl K XUPYPTrUYECKOMY
nedyennto manueHTok ¢ BJIKH. Dtoii mpoGneme NOMKHO OBITH YIEICHO 0CO00€¢ BHHMAHHE:
CBOECBPEMEHHOCTH TIPOBENCHHSI (PEMUHH3UPYIOUICH IJIACTUKA HApPYXKHBIX TCHUTAINH, OICHKE
COCTOSITEJIBHOCTH OIEPATUBHOTO BMENIATEIbCTBA M OTCYTCTBUS Pa3BUTHUS IOCTOINEPALIMOHHBIX
OCJIO)KHEHUHN (pyOIllbl, CTPUKTYPHI U T.1.) Bupunmzanus reHutanuii HaOIIOJAeTCs Y MAIMEHTOK C
poxnieHus. Ilpu BbICOKO cTeneHH BUpWIM3AMKM (PEMUHU3UPYIOIIAs MJaCTHKa IMPOBOAMUTCS B JIBa
JTana: MepBbIM ATall, BKIIOYAIOUIMN KIUTOPOILJIACTUKY U PACcCEYEHHE YPOTE€HUTAIbHOTO CHUHYCA,
MIPOBOJUTCS B MEPBbIE TOJIbI )KU3HU peOeHKa, BTOPON 3Tall — MHTPOUTOIUIACTUKY — PEKOMEHIYeTCs
MIPOBOJUTH MOCJIE€ HACTYIIJICHUS] MEHApXE U JIOCTHKEHHUS JI0OCTaTOUYHOM 3CTPOreHU3alui T'eHUTaIHUH.
B mpakTuke yacto BCTpedaroTcs ciaydad, KOrAa BTOPOIl 3Taml IJIACTUKU HE MPOBOAMTCS BILIOTH A0
B3pOCJOro  Bo3pacta. Takux  JKEHIIMH  HEoOXOJUMO  HampaBisTh B  (QenepajbHbIe
CHelHaTM3UPOBAHHbIE LIEHTPHI THHEKOJIOTUYECKOTO MPOdUIIs, T/Ie UMEETCs ONBIT TAKUX ONepalui,
a TakkKe KOMaHJa OJKCIepTOB B O3TOM o0O0JacTu: XUPYprd, aHECTe3UOJIOTH, IICUXOJOTH U
sumokpunosoru [93, 94, 95, 96, 97, 98].

3.3. NHoe neuveHune

[ BYCTOPOHHSIS1 aapeHan3KToMus

- B penkux ciydasix y HalMeHTOB C HEKOHTPOJUPYEMOM THUIIEPAaHIIPOTCHUEH MPH YCIOBUU
JOCTaTOYHOM MPHUBEPKEHHOCTH K JIEYCHHIO MOXET OBbITh PEKOMEHIOBAHO IPOBEICHUE
IByCTOpOHHEH aapenamskTomun [99-101].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapun: HeGombI10i MpOLEHT MalMeHTOB C TshKeNoi conprepstomein Gopmoit BJIKH
C MPAKTUYECKH IMOJHBIM OTCYTCTBHEM aKTUBHOCTH 21-ruapokcuiassl He noanatorcs nedenuro ['K:
Ja’)ke TPHU HUCIOJB30BAaHWU BBICOKUX 03 IpENapaTOB HE CHIDKAETCS BBHIPAOOTKA aHJIPOTEHOB U
OCTalOTCA TNpU3HAKK BUpuiuzauud. OcoOEHHO 53TO akTyaJlbHO WIpPHU pEIIeHWHd BOIpoca O
BOCCTaHOBIIEHUS (pepTHiibHOCTH. B Takux ciiydasx psaoM aBTOPOB MpeiaracTcsl albTepHATUBHBIN
meton nedennst BJIKH — aBycroponnsist angpenamdkromus. OIHAKO 3TOT METO/]I JICUECHHUS BBI3bIBAET
MHOTO BompocoB. C OAHOW CTOPOHBI, €€ MPOBEICHHE YMEHBIIACT BUPWUIM3AIUIO U TIO3BOJIET
npuMeHsaTh MeHbliue a03bl K. C apyroil — uMeErOTCs HMHTpaolepalMOHHbIE PHUCKH, PHUCK
aJIpEHAJIOBBIX  KPHU30B  MOCTOINEpanuoHHOo. [IpoTHBOMOKa3aHO MPOBOAUTH JABYCTOPOHHIOIO
aJIpEHAIIPKTOMUIO  HEKOMIUIAGHTHBIM MalMeHTaM, T.K. B MOCIEONEPAl[MOHHOM TEpPHOJIe
HEperyIspHBIA MpHEM IpernapaToB 3amecTuTenbHOM Tepanmuu ['K MoxeT okazarbesi (araabHBIM.
NMeHHO m03TOMY pellleHHe O IPOBEACHUH CTOJIb PAAUKAIBLHOTO JICYEHUSI HE JIOJKHO MPOBOAUTHCS
pyTUHHO B 00mIell amOymnaropHoi npaktuke. [Ipy BO3HUKHOBEHHHM TOJOOHBIX CHUTYyallud, KOT/a
MAIUMEHThl He JOCTUTaloT KOMIIEHCAIIMU JTaXkKe TIPpU MPpUMEHeHUH cymnpadusnonorunueckux 103 'K u
Pa3BUTHUU SITPOTEHHOTO TUIEPKOPTUIIM3MA, OHU JOJKHBI OBITH HAMPABICHHI B (e iepaibHbIi LIEHTP

OHAOKPHUHOJIOTUYCCKOT'O HpO(l)I/IJ'ISI AJIL PEIICHUA BOIIPOCa 06 OIITUMAJIBHOM MECTOAC JICUCHUS [99,
100, 101].
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I'IpeHaTan bHadA TepanuA

- He pexomenayeTcsi mpoBOAUTH JIeUEHUE OEPEMEHHBIX MpernapaTaMu JIEKCaMeTa30Ha C IeJIbI0
YMEHBIIEHUsI CTEMEHU BHUpPUIM3ALMKM IUI0Aa (MpeHaTalbHyr0 Tepanuio). OHa  JT0JDKHA
paccMaTpuBaThCsl KAaK  OKCICPUMEHTAJIbHAs METOJMKA, IMPOBOJAMMAS  HUCKIIOYUTEIHLHO B
CHEIUATU3UPOBAHHBIX IIEHTPaX, UMEIOIIUX COOTBETCTBYIOIIUN MPOTOKOJ JCUCHUS] U KOMUTET I10
stuke [10, 103-113].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIIbCTB — 2)

Kommenrapun: IlpenatanpHast Ttepammsi — 510 JedeHue off label pekcamerazonom
OCepeMEHHBIX JKCHIIUH, Y KOTOPBIX O pe3yabTaTaM I'€HETHYECKOTO KOHCYJIbTHPOBAHUS WMEETCS
BBICOKMM PHCK pOXJIeHUA pebeHka ¢ Kiaccuuecko ¢opmoit nedurnura 21-ruApoKCUIIA3HI
(mampumep, B caydae Yyxke wumerontuxcs gereit ¢ BJAKH B cembe U moaTBEepKICHHBIM
HOCUTEJILCTBOM MYyTallUM Yy 0OOUX pOJMUTENEH, KOTJa PUCK POKICHUS MOCIEAYIONEro O00JBHOTO
pebdenka cocrasisieT 25%). Tak kak nexcameTa3zoH — enquHcTBeHHBbIN 'K npenapar, nmpoHUKaromuii
yepe3 TUIALICHTY M CIIOCOOHBIM MOJAABUTh MPOIYKIIUIO aHIPOTEHOB HAANMOYEYHUKAMU TIJI0Ja, TPU
€ro Ha3HAUYEHUU C CaMbIX PaHHUX CPOKOB T'e€CTAIlMU CYIIECTBYET BO3MOXKHOCTb CHU3UTH CTENEHb
pupmwimzanuu HITO y HoBopoxneHHbIx neBouek ¢ BJIKH. Pekomenyemble B MUPOBOI TUTEpaType
0361 #aexcamera3oHa 20 MKI/KT Beca OCpEeMEHHOW >KCHIIHMHBI, MakucMainbHO 1,5 mr/aens. Ha
(dboHe medYeHHs, YpPOBEHb TJIFOKOKOPTHOKHIOB TUIOJIA MOYET TPEBBINIATh CPEAHUE 3HAYCHUS
nokasareneit B 60 pas.

OcHoBHas mpo0sieMa 3aKI04aeTcs B TOM, YTO JJsl JOCTHKEHUS 3¢ ¢dekTa HaunHATh Teparuio
HEOOXOMMO KaK MOYKHO paHbIlle — HEe To3aHee 6 Hejenu rectanud. B To ke Bpems MpoBeIeHHE
MPEHATAIBHON JUArHOCTUKH JUIsl yTouHeHus noja u Hamuns BJIKH y rmmoga Bo3M0XXHO TOJIBKO Ha
9-10 menene OepemeHHocTH. [l0ATOMY JIeUeHHME BBHICOKMMH JI03aMH JEKCaMETa30HAa Ha JTamax
3aKJIaJIKM OPTaHOB HAINpacHo OyayT mojydaTh 7 u3 8 neteil. B HacTosee BpeMst Ha KOMMEPUYECKOM
OCHOBE JIOCTYIIEH METOJI OTpeNeicHUsT B KpoBU OepeMeHHOU >keHmuHbl ydactka JIHK mmona,
XapaKTepHOTro Ui Y-XpOMOCOMBI C 0ojiee paHHMX CPOKOB IecTalllM, HO MOKa 3Ta METOJWKAa He
BBEJ/ICHA B TIOBCEMECTHYIO MPAKTHUKY.

Bnusinue nexcamera3oHa Ha BHYTpUYTpPOOHOE U JajibHEilliee pa3BuTue pedeHKa J0 CUX MOop
70 KOHIIa HE M3Y4YEHO, HO MpeamnoaraioTcs ero HeratuBHble ¢dextsl Ha LIHC, pacnpenenenue
KUPOBOH KJIETUATKU, PYHKIMIO HAIMTOUYEYHUKOB U MOKETYIOYHOM *Kee3bl B paMKax (heTanbHOro
nporpaMmmupoBanus. Kpome Toro, oueBuaHbl HeratuBHbIe 3((EKThl Ha OPraHU3M MaTEpU MO TUILY
STPOTEHHOTO TUIEPKOPTUIIM3MA.

Heobxonumo orMeruts, uro B Poccum cymiecTByeT MHEHHE, YTO JEKCaMETa30H CHOCOOeH
npenoTBpatuth Bupunuzauuio HIIO y neBodyek B pe3ynbTaTe HUBETUPOBAHUS JCUCTBUSA
MaTEPUHCKHUX aHAPOTEHOB, TIOSTOMY HEPEIKO JAEKCAaMETa30H Ha3HauYaeTCcsl OepeMEHHBIM KEHIIMHAM
¢ Heknaccuueckoil BJIKH. OpnHako naHHBIE HUCCIEAOBAHMI HE MOJATBEPXKIAIOT BO3MOXKHOCTh
MPOXOXKICHHUSI MATEPUHCKUX aHJPOTEHOB uepe3 IUIALIGHTY M MX HETaTHBHOE BIMSHHUE HA TUIO.
[ToaToMy AekcamMeTa3oH AOMYCTUM K MPUMEHEHHIO Y OEpEeMEHHBIX JKEHIIUH JIUIIb IS TEX PEeIKUX
cllydaeB, KOTJia MOJ03peBaeTCsl HalM4Ke TshKenbix kiaccuuyeckux ¢opm BJIKH y camoro pebenka.
NMeHHO mo3TOMYy B HAcToOsllllee BpeMs HE PEKOMEHIYeTCS NPOBOJAUThH MPEHATAIbHYIO TEparuio
JIEKCaMETa30HOM B PYTMHHOM TNpPAKTUKE, a JAEKCAaMETa30H OTHOCUTCA K HEKeJIaTelbHbIM
npernapatam Juist edenus ar6o0it popmer BJIKH Bo Bpems 6epemennoctu [103-113].

4. MeauumnHckas peabunutauus, MeAULMHCKue nokasaHus ]
NPOTMBONOKAa3aHUA K NPUMEHEHUIO MEeTOA 0B peabunurauumu

- Ilpennaraercs manuentam ¢ B/IKH, uMeronM mcuxoconuaibHbie MPOOIeMbl BCIICICTBHE
MaTOJIOTMH TIOJIOBOTO Pa3BUTHsI, 0OpaIiaTbCs K JKCIEPTaM, CICHUATH3UPYIONIMMCS Ha JaHHOM
Ho3ojoruu [114-140].
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YpoBeHb yOSAUTEIIBHOCTH PEKOMEHAAINI A (YPOBEHD IOCTOBEPHOCTH JJOKA3aTEIbCTB — 3)

KommenTapun: OcHoBHOM Bompoc peabmiutaiuu B3pocibix nanuentoB ¢ BJIKH cBsizan ¢ ux
MICUXOCOIMABHBIMU TIpo0OJIeMaMu, Kak IpH JI0OOM 3a00JeBaHMHU, CBS3aHHOM C MATOJIOTHEH
II0JIOBOTO pa3BUTHs. B ujeane, KOHCYJIbTUPOBAHUE JOJHKHO MPOBOJUTHCS ONBITHBIMU B JaHHOU
00J1aCTH CTIeaTUCTaMu.

46 XX nauuentam ¢ BJIKH u ux cembsiMm MOXeT NOTpeOOBATHCA NOMOIIb B PEILIEHUH TaKUX
cnenu(UYHBIX IS TATOJIOTHH IOJIOBOTO pPa3BHTHS TpoOieM, Kak: 1) MemummHcKoe oOydeHue
CEMbH, KOHCYJIbTHPOBAHUE IO BOMIPOCAM IICUXOCOLMAIBHOIO MPOTHO3a; 2) YCTAaHOBJIEHUE I10J1a B
cllydae BBIPQ)KCHHON BUPWIM3ALMU; 3) NPUHATHE PELIEHUS IO MPOBEACHUI0 (PEMUHHU3UPYIOIIEH
IUIACTUKH TEHUTAINN B paHHEM JETCTBE; 4) MCUXOCOLMaIbHAs SKCIIEPTU3a Ul YCTAHOBJIEHUS 0J1a
U KOHCYJIbTHUPOBAHHE IO BOIPOCY CMEHbI TOjia B JIIOOOM BO3pacTe IpH HATUYUU IKEJIaHUA
MalueHTa Kak C )KEHCKOro Ha MY)KCKOM, TaK M C MY)KCKOTO Ha >KEHCKHMM, XOTS TaKMe CUTYal[uu
KpalHe peKu.

JlononHUTENbHBIE BOMPOCHI, CHEU(PUYHbIE Ui MaTOJOTMH MOJIOBOTO PAa3BUTHS, BKIIIOYAIOT
MOATOTOBKY K OIEpalliy, OLIEHKY HE TUIIMYHOTO JJsi JAHHOTO MoJja MOBEIEHHS, COLUAIbHYIO
ajanTanuioo, 0M- U rOMOCEKCYaJIbHYI0 HAlpaBJIEHHOCTb (KOTOPask HECKOJIBKO BBIIIE y KEHIIUH C
BJIKH, HO Bce paBHO BCTpedaeTcs peaKo), BOIMPOCH! CEKCyalbHOM (YHKIIMHM M OOIIEro KauecTBa
KU3HU, TaK K€, KaKk M TOMOIIb B aJalTalyd MalMeHTOB IpPH MPOSBICHUM IIOOOMBITCTBA CO
CTOPOHBI POJCTBEHHHKOB, CBEPCTHHUKOB WM IOJOBBIX MapTHEPOB H3-3a HETUIMYHOTO CTPOCHHUS
Tena.

[ManmenTs! ¢ BAKH moryr Takke UMETh NMCUXOCOLMANIbHBIE U IICUXUATPUUYECKHE MPOOIEMBbI,
HE CBSI3aHHBIE C OCHOBHBIM 3a00JI€eBaHHMEM, KOTOpPbIE MOTYT pelaThCs B O0OILIEM MOpsIKe
ncuxuarpamu [114-140].

5. NMpocdmnakTnka n gucnaHcepHoe HabnwaeHne, MegULMHCKUE MOKAa3aHUA U
NPOTMBONOKa3aHUA K NPUMEHEeHUI0 MeTOA0B NPounakTMKm

5.1. MpodmnakTMka U AucnaHcepHoe HabnroaeHue y B3pOCIbIX NaLUEHTOB C
Knaccunyeckumm cpopmamm gechuumTta 21-rugpokcunasbl

- Pexomenpayercst He peke 1 paza B roJi BceM IMalMEHTaM IMPOBOIWTH OOCIIECIOBaHHUE IS
YTOYHEHHS CTEIIEHH KOMIICHCaluu 3aboneBanus [1, 2, 42, 43, 71].
VYposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — D)

- C uenpl0 OLEHKM CTENEHUM KOMIICHCALMM PEKOMEHJYEeTCsl IPOBOJUTH HCCIEIOBaHUE
YPOBHEUN aHAPOCTEHAMOHA, 17-THIPOKCUIIPOreCTEPOHA, TECTOCTEPOHA B KPOBH BCEM IMALUEHTAM C
BUPHWJILHON M coubrepsromeit Gopmamu BJIKH, a Takke akTHBHOCTH PEHHMHA ILIa3Mbl (TOJIBKO
maryeHTam ¢ colprepstoriei Gopmoii) [1, 2, 42, 43, 71, 141-143].

VYpoBenb yoeautenbHocTH pekoMmenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommenTtapun: [{ns onenkn 3¢h@GEKTHBHOCTH TIOKOKOpTHKOMaHOM Tepanuu BJIKH B
HacTosIee BpeMsl Hambojee 4acTO0 B MHUpPE HCIOJB3YIOTCS TpPU TOKa3aTels: aHAPOCTEHIUOH,
170HP u TectocTepoH, KOTOpble HEOOXOIMMO HCCIEAOBATh PAaHO YTPOM HATOIIAK, 0 IpUeMa
npenaparoB. JlomycTuMO Takke MNpPOBEACHUE aHaau3a 4epe3 2 4 Ioclie Ipuema Ipenaparos.
[IpenmoututenpHbIl  Ta0OPATOPHBI METOJ ONpeAeNeHUs TOPMOHANBHBIX IMOKazarene —
KUJKOCTHAs  TaHJEMHass  Macc-crekrpomerpusi, Meton HW®DA  gaer  Oonblie  YHCIO
JIO)KHOTIONIOKUTENBHBIX pe3ynbTraroB. M3mepenne AKTI He sBnsieTcss HEOOXOIUMBIM s
oTpeieNieHus] AMArHOCTUYECKON M JieueOHOM TakTuku y nanueHToB ¢ BJIKH.

VYV KEHUIMH ¢ COXpaHEHHBIM MEHCTPYaJIbHbIM LIUKJIOM HCCIIEI0BAHUE JKEIATEIBHO MMPOBOIUTH
B paHHIOW (DOUMKYIApHYIO ¢a3y, mpu mpreMe KOMOMHUPOBAHHBIX OPAIBHBIX KOHTPAILICTITUBOB
(KOK) — na 3-4 nenp nukina (1o Hayana HoBo# ynakoBku KOK mns uckmroueHus nmepekpecTHOH
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peakiun), Ha (OHE aMEHOpEeHu — B JIt000H aeHb [1, 2].

VY MyXuuH JUHAMHYECKOE HAONIO/IEHUE OCIIOXKHIETCA TEM, YTO YPOBEHb TECTOCTEPOHA, B
OCHOBHOM, OTpPa)KaeT T'OHAJHYIO, a HE HaJAIIOYEUYHUKOBYIO MPOJIYKIMIO U [IOATOMY HE I03BOJISET
aJICKBaTHO OIICHUTHh KOMITCHCAIUIO 3a00JieBaHus. MYXUUHBI C JUTUTEILHOW JTEKOMIICHCAIIMECH WUITN
00BEeMHBIMH O0pa30BaHUAMHU B SIMYKAX M3 OCTaTOYHOW HanamodeuyHHKoBoi TkaHu (TART), moryr
MMETh HH3KHH YpPOBEHb TECTOCTCpOHA W3-3a CHIDKCHHS (QyHKIMH KieTok Jleimura. Ilostomy
IJIaBHBIMU MapKepaMM CTaHOBSTCA ypoBHM aHjipocTteHauoHa u 170HP, a Taxxke cooTHoleHue
YPOBHEH aHAPOCTEHAMOHA M TecTocTepoHa. OTHOIIEHUE aHAPOCTEHANOH/TecTocTepoH Menee 0,5
XapakTepHO JUIS 3/I0POBBIX MYXXYHH, COOTHOIIEHHE OoJjiee 2 TOBOPHUT O HEYIOBJICTBOPUTEIHHOU
komnerncaiu BJIKH # TunmepnpoayKiuy HaJMOYEYHHKOBBIX aHaporenoB [42, 43, 141].
JIoTIOTHUTENBHBIM METOJOM OOCIIEIOBaHUS SIBJIIETCSI OINpPENEIeHUE TOHAJOTPONUHOB. Y MYKYUH
CHIDKEHHBI YpOBEHb TOHAJOTPONMHOB MOXKET CBUETEIHCTBOBATH O OECIUIOJUHM y MAlMEHTOB,
noBellIeHHBIH ypoBeHb DOCI' TOBOPUT O HEIOCTATOUYHOCTH (YHKLUUU SUYEK, OCOOCHHO IpHU
Hammuun TART.

[To MHeHMIO OOJBIIMHCTBO CIELUATNCTOB B MUPE B HACTOSIIEE BpPEMsI OTCYTCTBYIOT YETKHE
nabopaTopHble KPUTEpUH KOMIEeHcauuu 3aboseBaHus. CuuTaeTcsi HeEleaecooO0pa3HbIM IOJIHOE
nonasiaeHue ypoBHs 170HP, T.x. mist storo Tpelyercss mpueM Ccynpapu3HOJOTHUECKHX 103
[IIIOKOKOPTUKOUAHBIX MIPETapaToB, KOTOPbIE BBI3BIBAIOT 0O0YHbIE 3 dekThl. KoMnencupoBaHHbIe
nanuentsl ¢ BJIKH o0Obrano uMmerot ypoers 170HP Ha BepxHeli rpaHuile HOpMbI WM YMEPEHHO
MOBBIIIEHHOE 3HAu€HUE. YPOBEHb AHAPOCTEHUIMOHA JOJKEH OBbITh B Ipenenax pedepeHCHBIX
3HaYeHUN [UIs Toja W Bo3pacTa. B OTAenbHBIX ciiydasx (Hampumep, NpH IUIAHUPOBAHUU
O6epemeHHocTH WK B cinydae Hannuus TART y MyXuuH) BbIOMparOTCs MHAWBUIYaIbHbIE II€JIEBbIE
nokazatenu. s sxenmua ¢ BJAKH, xoTopeie mianupyoT 6epeMeHHOCTh, Ha (JOHE MPOBOAUMON
Tepamnuu 1eaecoo0pa3Ho JOCTIKEHHUE YPOBHS MPOrecTEPOHA B QOJITUKYISIPHYIO (ha3y IIUKIIa MEHEe
0,6 ur/mu (Mmenee 2 umoutn/n) [73, 142, 143].

[Ipn HEoOXOAMMOCTH NPHUMEHEHHS MHUHEPAJOKOPTUKOUIOB TIpH cojbTepsomei Gopme
3a00s€eBaHus HEOOXOIMMO MO IepKUBaTh ypoBeHb APII, pennHa Ha BepXHel rpaHUIle HOPMBI HIIHA
MOBBIIIEHHBIM, HO He OoJiee ueM B 2 pasa. [Ipu 3ToM, mokazareiu Kauus, HaTpUsl KPOBU JOJKHBI
ObITh B mpenaenax pedepeHcHoro uHTtepBaia. CieayeT NHOMHHUTb, YTO C BO3PacTOM MOTPEOHOCTH B
MK cHmKaeTcs, ¥ 103a Ipernapara MOKeT KoppekTupoBathes (Tabdi. 8) [73, 142, 143].

- [Ipu BBISABICHHM JEKOMIICHCAIMH WM Tiepeao3upoBku ['K, MOMHUMO KOppEKIUH Tepamnuw,
PEKOMEHyeTCsl TaKKe MPOBECTH JOOOCIECIOBAHUE HA NPEAMET OCIOXHEHUH, XapaKTEPHBIX IS
THIIEPaHIPOreHUH WK THIepKopTrnm3Ma [18, 73, 74, 144-153].

VYpoBenb yoeautenbHocTH pekoMmenaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)

Kommenrapuu: cM. pazzen [ucnancepHoe HaOIH0ACHUE 1 MOHUTOPHHT OCJIOKHEHHH.

[Ipumeuanue.
Hywmeparus Tabaui 1aHa B COOTBETCTBUH ¢ O(UIHATIBHBIM TEKCTOM JOKYMEHTA.

Tabnuua 8. JlabopaTopHble nokasaTenu, UCNONb3yeMble ONA AUHAMUYECKOro
HabnoaeHun 3a naumeHtamm ¢ BOKH

IMamments! ¢ BJAKH JlabopaTopHbIE METOABI UCCIICIOBAHMUS [{eneBpie ypOBHU
O0a noza Onpenenenue PEHUHOBOM aktuBHOCTH | [IoBEIIIIEHNE  MeHee  2-X
mna3Mel kpoBu A09.05.120.001 HOPM

HccnenoBanne ypoBHS Kaius B kposu |PU
A09.05.031
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HccnenoBanue ypoBHS HaTpus B KpPOBU
A09.05.030

P

UccnenoBanue YPOBHS o0rrero

TecTocTepoHa B kposu A09.05.078

P

HccnenoBanne ypoBHS aHIPOCTCHIMOHA B
kpoBu A09.05.146

P

HccnenoBanue YPOBHS ri00ynuHa,
CBSI3BIBAIOILIETO OJIOBBIE TOPMOHBI, B KPOBHU
A09.05.160

Heobxomum mnis  pacyera
CcBOOOHOM bpakuuu
TECTOCTEpOHA

HccnenoBanue YPOBHSA 17-
rupokcunporecrepona B kposu A09.05.139

Ilokazatrens B PH, Kak
HpaBI/IJ'IO, CBI/I)IGTGJ'II)CTBYGT
o nepeno3upoke 'KC

MyK4nHBI Hccnenoanue YpOBHS obmero |[Ipu 3Hauenusix BHe PU
TecToctepoHa B kposu A09.05.078 neaecooOpa3Ha OIICHKA
COBMECTHO C ypoBHsmu JII',
OCI', aHAPOCTEHIMOHA
HccnenoBanue ypoBHs JtoTenHusnpytomero | Bae PU cBumerensCcTByrOT
ropmMoHa B cbiBOopoTke kpoBu A09.05.131|0 IIJIOXOM KOHTpOJIE
UccnenoBanue yYpOBHS | 3200J1€BaHUs
(ONTUKYTOCTUMYIUPYIOIIET0O TOPMOHAa B
ceiBopoTKe KpoBu A09.05.132
CooTHOLIIEHHE YPOBHEH |>= 2 — JIEKOMIICHCAIIHS
AHJPOCTEHIMOH/TECTOCTEPOH 3a001€BaHUsA
Cnepmorpamma B03.053.002 [TokazaTenu AOKHBI OBITH
B npenenax PU s
3I0POBBIX MYXYHH
JKeHmuuel UccnenoBanue ypoBHsi mnporecrepoHa B|LleneBoit ypoenr <= 0,6

kpoBH (oumukynsapHas daza) A09.05.153

Hr/MI (2 HMOJB/I) TIpH
TUTAHUPOBAHHUHU
OEpeMEHHOCTH

5.2. AncnaHcepHoe HabnoaeHne N MOHUTOPUHT OCIOXHEHUN

Benenne namueHToB ¢ Kinaccuyeckumu (opmamu nedunura 21-ruapokcuniazbl TpeOyeT
HEMPEPBIBHOTO MOJICPKaHNUS PABHOBECHUS MEXKIY U30BITKOM aHIPOT€HOB U M30BITKOM 3K30TE€HHBIX
I'K, nobutbcs KOTOpOro B KIMHUYECKON MpakTUKe ObIBaeT JOBOJBHO HempocTo. [loatomy
HE0OXO0IUM TIHIATENbHBI MOHUTOPHUHT OCJIOKHEHUN M MOCIEICTBUI Kak caMoro 3ab0JieBaHMs, TaK
H €ro JeUCHHUS.

- PexoMeHnayeTcs MpOBOANUTH CO BCEMH MallMEHTaMU € KiaccudeckuMu (opmamu nepuimra
21-ruapokcunassl npoduiIaKkTHUecKue Oecebl 0 310pOBOM 00pase )KU3HHU, C IeJIbI0 MOTUBHUPOBKHU
MOJIEP)KaHUsT HOPMAJbHOTO HMHJIEKCAa MAacchl Tejla, BO H30€XaHHE pa3BUTHS METaboIMYecKOro
CHHJIpOMA M CBSI3aHHBIX C HUM OclioKkHeHul [18, 73, 74, 144-148].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JIOKa3aTeNbCTB — 4)

Kommenrapun: Kommieke merabomnueckux Hapymenuid npu B/IKH Becbma mmpok. [Tomumo
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OCHOBHBIX TOOOYHBIX SBJICHUH, BO3HMKAIOIUX NpH mepero3upoBke 'K, Takux kak oxupeHue,
aprepuanbHas  TUIEPTEH3Ms, JUCIUIHJIEMHUs, HHCYJIUHOPE3UCTEHTHOCT W HapyLICHMS
yraeBoaHoro oomena, npu BJIKH Ha opraHm3Mm mamweHTa BIHSIIOT TAKKE U JIOTIOJHUTEIHHBIC
(baxTOpBI: THIEPAHIPOTEHUS, TUTIOTOHAIN3M, a TAKXKE aIpeHOMENYJUIIpHAs HEAOCTATOYHOCTD (pHC.
4). TlosToMy B pamMKax €XKErojHOro JHCIAHCEPHOTO OOCIIEIOBaHUS BCE MAIMEHTHI HYKIAIOTCS B
oOy4eHHH NPUHIMIIAM 30POBOTO MHUTAHHUA M 3J0pPOBOrO 00paza >KM3HH C KIACCHUYECKHUMH
dbopmamu nedunuta 2 1-ruapokcunasel, KoHTpoie A/l u maccel Tena (puc. 3) [18, 73, 74, 144, 145,
146, 147, 148].

Pucynox 3. [laTorenes mMera®osiMuecKkuX HapylIeHUH MpU KiIaccH4eckux (popmax nedummra
21-ruapoKcumassl

AnpeHomeaynnapHas
HeJJ0CTaTOYHOCTh
fMnoroHaansm TMnepKopTULIM3M Tn nepacw}?;reum

A

Al
\4 / \ Y
lnnepuHcynuHemma/

Oxupenne = > MHCYNMHOPE3NCTEHTHOCTH
! / |
SHpoTennanbHan
MMnepnunnaemua HIH/HTT/CA 2 Tvna ANchyHKLMA

- PexoMeHyeTcsi MPOBOAUTH PEHTI€HOJAEHCUTOMETPHUIO BCEM IMAllUEHTaM C KJIaCCHUYECKUMU
dbopmamu nepunura 21-Tuapokcuiiazbl BHE 3aBHCHUMOCTH OT CTENEHUM KOMIIGHCALIMM TpU
MEPBUYHOM OOpaIlleHUH, O00s3aTeNbHO €€ MPOBEJIECHUE — IMpPU AHAMHECTUYECKUX TaHHBIX O
nepuojax nepeno3upoBku I'KC unu nepeHeceHHbIX aTpaBMaTu4eckux nepenomax [4, 73, 74, 149-
153].

VYpoBenb yoeautenbHocTH pekoMmenaaruii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

Kommenrtapuu: IlpoBefeHHbIE PETPOCIEKTHBHBIE U KOTOPTHBIE MCCIEAOBAaHUS B MHpE
MoKasanu, 4To y B3pocibix nanueHtoB ¢ BJIKH mo pesynbraTtam I€HCUTOMETPHH BBISBISUIACH
caumkenne MIIK, B OCHOBHOM, 1O CTENEHU OCTEONEHWHM U, B MEHBIICH YacToTe CciydaeB, JO
CTENEeHH OcTeonopo3a. B wactu paboT OBIJIO MOKa3aHO, YTO CTENEHb MOTEPH KOCTHON MacChl
3aBUCUT 0T cymMapHoil 1036l 'KC B Teuenue xwusnu. [lo nanasiM ®I'BY DHI 6b110 moxasaxo,
YTO Pa3BUTHE OCTEONIEHUYECKOTO CUHAPOMA HE 3aBUCEIIO OT CTENEHN KOMIIEHCALUU 3a00J1€BaHUs U
no3 npuHuMaemslx 'K npenapaToB, MOTOMY PEHTTEHOAEHCUTOMETPHUIO JKEJIATEIIBHO IPOBOIUTH
BCEM MalMEHTaM C KJIaccuueckuMu (popmamu nedpunura 21-ruppokcuiasbl BHE 3aBUCUMOCTH OT
CTENEeH! KOMIICHCALIMU TP NEPBHUYHOM OOpAIlleHUH, €CIM paHee OHa He MPOBOAMIIACH, a Jaliee
pelmars BOIPOC O YaCTOT€ MOHUTOPUHIA KOCTHOW IUIOTHOCTH B 3aBHUCHMOCTH OT IIOJIyYEHHBIX
pe3ynbTaToB (He pexe 1 pa3a B 5-7 et npu otcyTcTBUM cHbkeHuss MIIK u yaie npu BeIIBICHUN
ocTeorneHuveckoro cuuapoma) [4, 73, 74, 149, 150, 151, 152, 153].
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- PexomeHyeTcs mpoBOAUTh MHCTPYMEHTabHbIE BU3yalu3upyromue oodcnenoBanus (Y3U,
MCKT wmu MPT) HagnoueyHMKOB € II€JIbIO HCKIIIOYEHHS HOBOOOpAa30BaHUM IMALIMEHTaM C
KjaccuyeckuMu Gopmamu aedunuta 21-ruapoKcuiasbl, y KOTOPbIX HE YIAaeTCs TOCTUYD LEIEeBhIX
MoKaszaTelieil aHAporeHoB Ha (oHe perymspHoro npuema TepaneBrudeckux 103 ['KC, a takxke y
MAIlIeHTOB C JUIMTENIbHBIMU JMH30JaMHU  OTMEHBl TEpalmul WM  HEYIOBIECTBOPUTEIBHON
KOMITeHcanuen 3adoneBanus [4, 154-157].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

KommeHnTapun: VY B3pOCHBIX IAaNMEHTOB C Kilaccudeckumu (opmamu nedunura 21-
ruapokcmiasel o gaHHeiM KT 10CTaToyHO 4YacTo BBISBIAIOTCA OJHO- WM JBYCTOPOHHHE
I0OpOKavYeCTBEHHBIE OOpa30BaHMs HAAIMOYCYHHKOB. lleneHamnpaBieHHBId CKPHHHUHT I1000HBIX
o0pa3oBaHuii 0OBIYHO TPEOYeTCs TOJNBKO NMPH HATMYHMU JITUTEIHHON NEeKOMITEHCAINH, TaK KaK OHU
MOTYT JIOCTUTATh 3HAYUTEIBHBIX pa3MepoB. [Ipu HasHauenmn anexBaTHbIX 103 'K ormewaercs
YMEHBIICHHE pPa3MEpPOB OIMYyXOJel, XHpyprudeckoe JedeHne OObIYHO He npoBomuTcsa. [lpu
YIIOBJIETBOPUTEIFHOW KOMITEHCAIIMM B TPOBEACHUU CKPUHHHTA HET HEOOXOJWMOCTH, TaK Kak
00pa3oBaHus HEOOIBIINX PAa3MEPOB HE UMEIOT KIIMHUYECKoTo 3HaueHus [4, 154, 155, 156, 157].

- Pexomenpayercs npooauth Y3U opraHoB MOIIOHKH Y MYKUHH € KJIACCUYECKUMH (opMaMu
nepunurta 21-TUAPOKCHIIA3bl C  LEJIbI0 BBIABIECHUS O0OO0pa3oBaHMsS SAUYEK U3 OCTATOYHOU
HaamouyeynnkoBoi Tkanu TART [42, 46, 48-52, 141, 158, 159].

Yposens yoeaurenbHocTH pekoMenaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 4)

KommenTapun: JloOpokadecTBeHHbIE 00pa30BaHMs SMYEK M3 OCTATOYHON HAAMOYECYHUKOBOU
tkaHu (TART, testicular adrenal rest tumors) BcTpeuarorcs y 21-28% MyX4YuH € KJIACCUUYECKUMHU
dbopmamu nepunuta 21-rugpokcuiiaspl, Ipu JUIUTEIHHON IeKOMIIEHCAIMH 3a001€BaHUsI OHU MOTYT
JOCTUTaTh OOJIBIIMX Pa3MEPOB, CHABIMBATh TKaHb SMYEK M MPHUBOJUTH K TUIOTOHAAU3MY U
Oecriouio. B kmuHUYECKO! MpakTHKe BO3MOXKHA OMIMO0YHAsI TOCTAaHOBKA JMAarHO3a paka sSu4eK u
MpOBEJIeHHE HEOOOCHOBAHHBIX OMNEpalyil y Takux MalueHTOB. B oTiauume oT paka siMyek, Kak
npaBuiio, TART — 310 aBycTOpoHHHE 00pa3oBaHMs, UMEIOIINE TCHACHIIMIO K YMCHBIICHUIO HA
¢done naTeHcudukanuu 'K repanuu. BeisBnsrorcss TART nmubo manbmatopHO pu 0OCMOTpE, JTHUO0
Ha Y3U. Ecimu Ha doHe mocTrxeHuss KomreHcauu 3abosaeBanus, pasmepbl TART He n3menstorcs,
pEKOMEHyeTCsl MPOBeIeHUE KPHOKOHCEepBalMK crepMbl. OLeHKa penpoayKTUBHOW (DyHKINH Y

MY)KYUH HEOO0XOJMMa B Cly4asXx OOpalleHHs IO IMOBOAY OeCIUIOAMs JMOO TpPH JUIMTEIHHON
JIeKoMIteHcanuu 3abonesanus [42, 46, 48, 49, 50, 51, 52, 141, 158, 159].

- Pexomennyercs xeHmuHaMm ¢ kinaccudeckumu dopmamu BJIKH mpoBoaute Y3U opraHoB
Majoro Taza C IENbI0 BBISBICHUS NATOJOTHH SIMYHUKOB, mpu mogo3penun Ha OART — MPT
opranoB Majsioro tasa [52, 53, 160, 161, 163-165].

VYpoBenb yoeautenbHocTH pekoMmenaaruii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTenbCTB — 4)

KommenTtapuu: V keHIMH ¢ Kiaccudeckumu (Gopmamu geduumra 21-THAPOKCHIA3BI MIPH
m000i CTeNeHW KOMIIEHCAllMKM HAOMIOaloTCsA HapylIeHUsT MEHCTpyalnbHOro Imukia — y 64-68%
KEHIIMH TIpU CoJbTepsaomel u 'y 55-75% — npu BupunsHoii popme. Hepenko npu obcnenoBanuu
TaKMUX KEHIIHUH BBISBISAIOTCS YIbTPa3BYKOBbIE MPU3HAKH MOTUKUCTO3HBIX SuYHKUKOB. [Ipu BJIKH B
natoreHe3e (OPMUPOBAHUS TOJIUKUCTO3HBIX SUYHUKOB YYaCTBYIOT WHCYJIMHOPE3UCTEHTHOCTD,
O)KMpEHHE, a TaKKe BBICOKAs CEKpelUMs aHIporeHoB. B psge ciaydyaeB ynaeTcss TOCTUTHYTh
HOpMaJHM3alMil I[MKIa C mnomomlblo uHTeHcudukanmuun ['K  Tepamuu, oaHako mpu ee
HeA(PHEKTUBHOCTH WIIM TIOSIBJICHUH TPU3HAKOB SITPOTEHHOTO THUIEPKOPTHIM3MA K Teparuu
peKoMeHayeTcst 100aBUTh MPOTeCTareHbl U 3CTPOreHb! ((PUKCHPOBaHHBIE KOMOMHAIIUN).

B nutepatype onucaHbl Ciy4ad BBISIBIECHUS 00pa30BaHUN B SSIMYHUKAX M3 OCTATOYHOW TKaHU
HagamoueHnkoB (OART, ovarian adrenal rest tumors), anajgoruunsiM 1o crpoenuto ¢ TART. Ux
gactora meHee 0,1% cpean Bcex oOpazoBanuii stmuHHKOB. [Ipenmonaraercs, uro OART wuare
BO3HHUKAET y MAlMEHTOK C JuuTenbHOM aexkommneHcauued BJIKH. MPT manoro taza siBnsercs
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30JI0TBIM CTaHAAPTOM Ui YTOYHEHHUS pa3MEpoB U JIOKAIM3AaUUWK OOBEMHBIX 00pa3oBaHUI
SAUYHUKOB. B MupoBoil snTeparype omnucansl eauHuyHble ciydan coderaHus OART u BJIKH,
paHHAs MX JAWArHOCTUKA y 4YacTH IAUUEHTOK II03BOJISAET IIPOBOAUTH OPraHOCOXPAHSIOIINE
orepanuu, 4to, 0€3yCIOBHO, BaXKHO JUIA MX KAaueCTBA KM3HM M COXPAHEHHUS MEHCTPYaJIbHOU H
neropoanoi pynkuuu [52, 53, 160, 161, 163, 164, 165].

Ha pucynke 4 mpencraBieH CXeMaTHUHBIA IUIAaH OOCHEIOBaHHUA € JHHAMHUYECKOTO
HaAOJIOIEHUST B3POCIBIX MAIMEHTOB C KiIaccHyeckuMu Qopmamu neduuurta 21-rHIpoKCHIIa3bl B
3aBUCHMOCTH OT CTENEHU KoMIeHcaluu. Kak BUHO U3 ykazaHHOU cxeMbl, psi uccienoBanuil (KT
wm MPT nagmodeunukoB, Y3U sudek) HEOOXOAMMO HPOBOIUTH TOJBKO NPH JACKOMIICHCALUU
3a00JIeBaHMsL, B TO BpeMs KaK aKTHBHOE BBISBICHHE METAa0OJIMYECKMX HapYIIEHUH, OILeHKa
MUHEpaJIbHOM KOCTHOM IJIOTHOCTH, a TAaKXK€ PENPOAYKTUBHON (YHKIMH Yy KEHIIMH HEOO0XOAUMBbI
IIpH JIF00O0H CTENEeHN KOMIIEHCAIIUH 3a001eBaHMsl.

Pucynok 4. Jlunamuueckoe HaOJIOAEHHME 3a B3pPOCIBIMHM MMalMEHTaMH C KJIAaCCHUYECKUMU
dbopmamu neunura 2 1-rugpoKrcuiiasbl

Mepeposnpoeka Nk KomneHncaunsa HekomneHcaumns
Y v
« Metabonuueckne HapyleHua . O6bemHbie 06pa3oBaHna
« PenpopyktueHas GyHKUWUS Y XKeHIWWH 8 HaagnoueyHnkax
« PeHTreHofeHCUTOMETpUA + PenpopyKTMBHaA GYHKUNA Y MyX4MH

Mpocdunaktuka M AucnaHcepHoe HabnoaeHuMe y B3pPOCHbIX MaUUEHTOB C
Heknaccunyeckummu chopmamm geduumTa 21-rugpokcumnasbl

- Pexomenpayercs marmentkam ¢ Heknaccumdeckoi (opmoit BJIKH B ciaydae BwIpakeHHOM
runepasaporenuu npu npueme tepanuu 'K mpoBoauts nucnancepHoe HaOMIOACHUE aHAJIOTUYHO
nmarrenTkaMm ¢ kiaccuueckumu popmamu BJIKH [17, 29, 81, 82, 84-86].

VYpoBenb yoeautenbHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

Kommenrtapuu: B otnuume ot kimaccuueckux ¢opm aedunurta 21-TUIpoKcuiasbl, MpH
HEKJIaCCHUeCKoM (opme He CyHIeCTBYeT OOIICPUHATHIX PEKOMEHIAIUil MO JAMHAMUYECKOMY
HaOJIOJICHUIO U OLICHKE CTEMEHU KOMIIeHCAllUU 3a00IeBaHusl.

Bue muanupoBaHus O€peMEHHOCTH U MPH YMEPEHHOW TMIEpaHIPOreHUU, KOTJa B KauecTBE
OCHOBHOTO MeTo/a JieueHus Boioupaercs KOK u/unm antuanaporennas tepamnus, Takue NaueHTKH
0OBIYHO HE HAOIIOJAIOTCS PHIOKPUHOJIOTaMH, a JalbHellee HaOMI0AeHHEe U KOPPEKILIUIO Teparuu
IIPOBOJUT FMHEKOJIOT.

VY 060ibHBIX € TSDKEJIOH TuIepaHaporeHuei u BelOOpe B moib3y uutenbHoi 'K Tepamuu
HaOroleHue JIOJDKHO MPOBOJUTHCA aHaJoOrMyHoO kiaccuueckuMm (opmam BJIKH. Onenka
KOMIIEHCAllUK 3a00JI€BaHUSl IPOBOJUTCS KIMHUYECKH (LleleBble 3HAueHUs JabopaTOpHBIX
nokaszateneil, Takux kak 170HP, tecTtocTepoH M aHIPOCTEHIUOH, 0 CUX MOpP HE pa3paboTaHsI).
IIpy mnOsBIEHHMH KIMHUYECKMX MPU3HAKOB SATPOr€HHOTO THUIEPKOPTUIM3MA HEOOXOIUMO
MIPOBEACHUE J1000CIE0OBAaHUS /sl BBISBICHUS METa0OJMYECKUX HapymeHuid u cHmxenus MIIK

[17, 29, 81, 82, 84, 85, 86].
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MNpodmnaktmka u pAucnaHcepHoe HabGnwaeHWe Yy B3pPOCHNbIX MNAaUUEHTOB C
aedumuymtom 11 § -rmgpokKcunassbl

- [l olleHKH KOMIIeHcaruy 3a00JieBaHus y ManueHToB ¢ Aeduuutom 11 p -TUIPOKCHUIIA3bI
PEKOMEH/yeTCs MPOBOAMTH KOMIUIEKCHOE OIpE/eICHNEe KOHIICHTPAIMU CTEPOUIHBIX T'OPMOHOB
METOJIOM TaHJEMHOIH MacC-CIIEKTPOMETPHH C UCCIIE0OBaHUEM YpPOBHSA | 1-1€30KCHKOPTHKOCTEPOHA
B kpoBH (A09.05.141) [166-169].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — 5)

Kommenrapun: Tak ke, kak M mpu Kiaccmueckux (opmax neduuurta 21-ruppokcuiassl,

HaOJII0/IeHNe MalKueHToB ¢ AeguiuroM 11 p -TUPOKCUIIa3bl HAIPaBJIEHO Ha MOJ00pP aJeKBaTHOM
1036l 'K, olleHKy KOMIIEHCAlluM W BBISIBIICHHE OCIIOKHEHHUI MOKU3HEHHOM 3amectutenbHou ['K
tepanuu. OfHAaKoO B CBA3U ¢ peakoil BcTpeuaemocTthio '@ BJIKH nunamuueckoe HabnolieHue U
OIlEHKa KOMIICHCAIIMM TMPEJCTaBIsACT CJIOXKHYK 3amady. [leno B ToM, 4YTO COrJacHO
MEXIYHAPOJAHBIM PEKOMEHIAIUSM, KOHTPOJb HEO0OXOJAMMO TPOBOJIUTH IO YpOBHIO 11-
JI€30KCUKOPTHU30J1a, B TO BPEeMsI KaK 3TOT MapKep HE MCCIENyeTcs B PyTHHHOM mpakTuke. [losTomy
NP HEOOXOJUMOCTH KOPPEKIIMU TEpanuyd W YTOYHEHHUsS CTETICHH KOMIICHCAIIMH PEKOMEHYeTCs
HaIpaBJATh TAKUX TMAIUEHTOB B (enepaibHbIe IIEHTPHl SHIOKPUHOJOTHYECKOTO Tpoduiis, Tae
BO3MOJKHO TPOBEJEHNE KOMIUIEKCHOTO OTpPECICHNUs] KOHIICHTPAlMA CTEPOUIHBIX TOPMOHOB
METOJIOM TaHJIEMHOW MacC-CIIEKTPOMETPHH.

Cymute o xomneHcauuu ['®@ BJIKH MoxkHO mo KOCBEHHbIM AaHHBIM. [lpum HazHaueHUU
HemocTaTouHoM 7036l 'K oTMedaercs moBblllieHHE YpOBHS aHIPOCTEHIMOHA W TeCTOoCcTepoHa (y
MY)XYHH OIl€HKAa IMPOBOJUTCS TOJIBKO IO YPOBHIO aHAPOCTEHIMOHA), CHWXaeTcsi ypoBeHb APII
(pennHa), Kanmusa. B KIMHMYECKOW KapTWHE perucTpupyercs mosbimienue AJl, pa3Burue
MAaKpOCOCYJIMCTBIX OCJOXHEHHMH, a Takke NpPOSABISIOTCA MPU3HAKA TUIEPAHAPOTEHUH U
TUIIOKOPTHULIM3MA.

[Ipu3nakamMu M30BITOYHOM TepamuM SIBJSIOTCS KIACCHUECKHUE NMPU3HAKH TUIEPKOPTUIU3MA!
yYBEIUYCHUE Beca, a0JOMHHAIBHBIA THI OXXHPEHUS, TOSBICHUE CTPUM, "KIMMAKTEPUIECKOTO
rop6uka". JlabopaTOpHO YypPOBHM TECTOCTEPOHA M AHAPOCTEHIUOHA CHIDKEHBI, OTMEYaloTCs
MPU3HAKUA JUCIUINAEMUN, HapylIeHUs yrieBoaHoro ooOmena. llo maHHBIM JeHCUTOMETpPUU
nosiBisitoTcs npusHaku cHrkeHus: MIIK. [Toseienuss A/l nmpu 3ToM MOKeT U HE ObITh, OJIHAKO Y
psiga 6osbHBIX Al MOKET COXPaHSTHCS B paMKax STPOT€HHOTO THIEPKOPTHIIM3MA.

[Tanmentam ¢ ' BJAKH, kak MUHUMYM, €XKET0HO HEOOX0UMO TIPOBOIUTH 00CIEOBAHUE Y
KapauoJjora, nmo nokazanusm npoBoauth OKI', sxokapauorpaduio, CyTouHO€ MOHUTOPUPOBAHUE
AJl u OKI' i cBOEBpEMEHHOM JMATHOCTUKUA M KOPPEKLUHUU MAKPOCOCYAMUCTBIX OCHOKHEHHU Al

[166, 167, 168, 169].
6. OpraHusauusa okasaHMA MeAULMHCKOM NOMOLLU

[ToxazaHus U1 IUIaHOBOM TOCTIUTAIN3ALUY:

1) mpoBeneHHe XUPYPrUYECKOTO JIeUeHUs (KaK MpaBWIO, IUIACTHYECKUE OIepalud Ha
HapYKHBIX MOJIOBBIX OpPTraHax y XKEHIUUH, pexxe onepaTtuBHoe JiedeHne TART y myxuuH, ynanenue
BTOPUYHBIX HOBOOOPA30BaHUN HAMOYEUHUKOB);

2) ¢ Uenbl0 KOPPEKUUH Tepanuu, KOMIIJIEKCHOIO CKPMHHMHIA OCJIOXHEHWH, B cCllydae
HEBO3MO>KHOCTH OKa3aHHUs CIIELUATN3UPOBAHHON 3HIOKPUHOJIOTMYECKON MEIUIMHCKON TIOMOILHN B
amMOyJIaTOPHOM MOPSIIIKE;

[TokazaHus 1151 5KCTPEHHOM rOCHUTAIN3ALUU:
1) anmucoHnveckuit Kpus;
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[Toka3aHus K BBIMKUCKE MALUEHTA U3 CTAllMOHAPA!

1) mocTHKEeHHUE 1EIeBbIX YPOBHEH aHIPOTEHOB, ONPE/ICICHHE TAKTHKH JICYCHHUS OCII0KHCHHUIA,

2) cTaOWIIBHOE COCTOSIHHE 3J0POBBSI MAIMEHTAa M €r0 I'eMOJUHAMHYECKHUX IOKa3aTeliel B
Clly4ae 3KCTPEHHOW rOCIUTAIN3ALNH;

7. OJononHutenbHas wuHdopmauusa (B ToM u4ucne akTopbl, Bnusilolme Ha
ucxopn 3aboneBaHUA UM COCTOAAHUA)

BepemeHHocTb npu BAOKH

Ha6nioaeHne 3a GepeMeHHbIMM C Krnaccuveckumu copmamu aecdbuumrta 21-
rmapokcunasbil

- Pexomeniyercs mpu HacTymjieHuu 6epeMeHHOCTH NpoaoskuTh Tepanuto ['K u MK B Tex xe
033X, 4YTO TPHUMEHSIUIUCh 10 OepeMeHHOCTH. YBenuwdeHue 103bl ['K mokazaHo TOJNBKO mpH
Pa3BUTHH MTPU3HAKOB HAIOYCUHUKOBON HemoctaTtounoctu [80, 142, 170-174].

Yposens yoeaurenbHocTH pekoMenaauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5)

Kommenrtapun: Yacrota OepemMeHHOCTEH W POJOB HHM3KAa y JKEHIIMH C KJIACCHYECKUMU
dbopmamu nedpunuTta 21-ruapokcuiasbl, 0OCOOEHHO MpHU cosbTepsioniel ¢gopme, HECMOTpsS Ha
MIPOBOJMMOE JICUEHHE, HANpaBICHHOE Ha BOCCTaHOBJEHHE (GepTUiabHOCTU. OCHOBHYIO POJb IpHU
3TOM HUMEIOT TICHUXOCOLHUalbHbIE (AKTOPBL, TIJI0Xas KOMIEHcalus 3a00JieBaHUs, a TakKkKe
ITOCJIEACTBUSA HEaZeKBaTHO npoBeAaeHHoW mmactuku HIIO. B psaae ciiydaeB gaxke npu agekBaTHOU
tepanuu BJIKH mns vactynnenus 6epeMeHHOCTH HEOOXOAMMO HCIIOJIb30BaHUE BCIIOMOTATEIbHBIX
PENpPOAYKTUBHBIX TEXHOJIOTHH.

OcHOBHasi CIOKHOCTh BeJeHUsT OepeMeHHbIX ¢ kiaccuueckumu (opmamu BJIKH
3aKIJII0YAeTCs] B TOM, YTO BO BpeMsi OEpEMEHHOCTH YPOBHH aHJIPOTEHOB MOCTENEHHO MOBBIIIAIOTCS
BCJIC/ICTBUE YBEJIMYECHHSI YPOBHSI CEKC-CBSI3BIBAIOLIETO M KOPTHU30JI-CBS3BIBAIOUIETO IJIO0YIHMHA,
[I09TOMY HE CYIIECTBYET KPUTEpPHUEB OLIEHKHM aJE€KBAaTHOCTH Tepanuu. Psj aBTOpoB mpemnaraer
HCIIob30BaTh mnokazatenu 170HP, Tectoctepona m anapocTeHAWOHAa ¢ YactoToit 1 pas B 6-8
HeZeNb U OLEHUBATh HE UX aOCOJIOTHBIC 3HAYCHUS, a IMHAMUKY U3MeHeHus. [[pyrue mpeiaraior
OPHUEHTHPOBATHCS TOJIBKO HA KJIMHUYECKU ITPOSIBICHUS: MPU3HAKKA YIrPO3bl HEBBIHAIIMBAHMS, THUIIO-
WJIY TUIEPKOPTULIA3MA WK n3MeHeHus A/l

OOBIYHO MAIMEHTKH IOJIYYaloT T€ K€ JI03bI TIITIOKOKOPTUKOUIOB, YTO U JIO OEpEMEHHOCTH,
71032 TJIIOKO- ¥ MUHEPAJIOKOPTUKOUIOB MOKET ObITh yBenuueHa Ha 20-40% Bo 2 unu 3 TpumecTtpe
OepeMEHHOCTH TPH Pa3BUTUH OPTOCTATUYECKON THUMOTEH3MHM WM MPU3HAKOB HAAMOYEHUKOBOI
HepoctatouyHocTH. JKenmunuel ¢ B/JIKH Haxonarcs B rpynmne pucka mo pa3BUTHIO ME€CTAIMOHHOTO
nuabera, MOSTOMY BO BpeMsi OEpEMEHHOCTH HEOOXOIMMO MPOBOAMTH TIIATEIBHBIH KOHTPOJIb
TJIMKEMHUH U TPYU HOPMAaJbHBIX MOKa3aTeNax (TJTUKEMUsi BEHO3HOH Iuia3mbl MeHee 5,1 MMmoub/m) —
TECT TOJIEPAHTHOCTH K IJIFOKO3€ Ha CpoKe 24-28 Helelb.

Bo Bpems poJioB peKOMEHIyeTcsi BBOAUTH THAPOKOPTH30H (THAPOKOPTH30H CYKIIMHAT
HaTpusi) mapeHTepasbHo 50 Mr BHYTPUMBIIIEYHO WM BHYTPUBEHHO, Jajiee MpHU HE0OXOTUMOCTH
BBeJeHUE MOBTOpsieTcss mo S50 Mr kaxaple 4-6 4acoB, ¢ MOCHEAYIOUIMM BO3BpALIEHUEM Ha
MepOpaNIbHBIN MpUEM IpenaparoB B TeueHue 1-2 cyrok. Ecnu keHIMHEe mpoBOMIACh MJIACTHUKA
HIIO, pexkoMeHayeTcss poAopaspelleHue IyTeM KecapeBa CE4YeHMs Ul  yYMEHBIIEHUs
TpaBMaTH3anuu B ponax [80, 142, 170, 171, 172, 173, 174].

- IIpu GepemeHnHoCcTH He pexoMmeHayeTcsi mpuMeHeHue 'K mpemapaToB, KOTOpBIE MPOXOJST
Jepes IUIAIeHTY, TaKUX Kak jAekcameTasoH [1, 3, 80, 170, 172].

YposeHs yoeaurenbHOCTH pekoMeHaaiuii C (ypoBeHb JJOCTOBEPHOCTH JI0KA3aTEIBLCTB — 5)

KommenTtapuu: JlekcameTa3oH HE JOKEH MPUMEHSITHCS BO BpeMs OEpEeMEHHOCTH TaK Kak OH
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HE WHAKTUBUpPYETCS (EPMEHTOM  IUTAIICHTHI 3P -TUJPOKCUCTEPOUICTHAPOTEHA30i U B
HEM3MEHHOM BHJE IMPOXOJUT B KpOBb Iiofa. OcTalbHbIE TIIOKOKOPTUKOUIBI JOMYyCTUMBI K
WCIIOJIb30BAHUIO TIPH OIICHKE MOTEHIIMATHHOU TIOJB3bl U PUCKOB, B COOTBETCTBHH C TPEOOBAHUSMU
odunuanpHeIx nHCTpYKIHMiA [1, 3, 80, 170, 172].

Ha6nioaeHne 3a 6epeMeHHbIMU C Heknaccuyeckumm dopmamm aecpumumta 21-
rmapokcunasbil

- Pexomennyercs mnamuentkam ¢ HBJIKH, nonywsaromum I'K, npum HacrymieHun
OepeMeHHOCTH MPOI0JDKUTE TEPAIHio B IpexHKUX no3ax [1, 3, 29, 85, 175, 176].

Yposens yoeaurenbHocTH pekoMenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KoMMeHTapuu: mnanmMeHTKH ¢ HUCTOpPHEM HEBbIHAIIMBAHUSA, WM OeCIUIoOAMs, WM TNpu
HedhdexTuBHOM KOppekiuu rurnepanaporenusma nepeBoastcss ¢ KOK na 'K u ocHOBHBIM
KpUTEpUEM KOMIICHCAIlUM SIBJISETCSI BOCCTAHOBJIEHHE CHOHTAHHOM OBYISIMM W HACTyIUIEHUE
o6epemenHocTu. Tak ke, kak u pu kiaccuueckux popmax BJIKH, k npuMeHeHnto MpoTUBOTIOKa3aH
nekcameta3oH. HeoOXoauMO NOMHUTh O TOBBIIIEHHOM pHUCKE pa3BUTHS y OEpeMEHHBIX C
HEKJIaCCUYeCKUMHU (opMaMM TeCTallMOHHOTO caxapHOro auabera W MPOBOAUTH 0OCIEI0BaHUE
COTJIACHO NPHUHATBHIM B PO pekoMmeHnmanusm.

Y xenmumH c¢ HBJIKH He pekoMmeHayercs MNpPHMEHEHHE TIJIIOKOKOPTUKOWJIOB IIpU
OEpEeMEHHOCTH, €CJTM OHA HACTYMIIa 0€3 X UCIIOIh30BaHMUS.

Ponopaspemienne mpoBOAWTCS TO OONIMM  aKyIIEpCKUM TMOKa3aHWUsAM. B JeHb ponioB
KEHIIIMHAM, y KOTOPBIX B pEe3ylbTaTe TecTa C TETPAKO3aKTHUIOM BBISBISUIOCH HEaJEKBaTHOE
noBbIIeHHe KopTtu3ona (Menee 500 HMOIbB/1), HEOOXOIMMO BBEACHHE THIPOKOPTH30HA
napeHTepaibHo. [lociie poIoB B MIaHOBOM MOPSAKE 3HAOKPUHOJIOTOM NPUHUMAETCS PEIIEHUE O
HEOOXOIMMOCTH MAJBHEWUIIETO JIEUeHUA MalueHTKH ¢ IoMompbio 'K wmwinm  BO3MOXHOCTH
MOCTEINEHHO# ero otMensI [1, 3, 29, 85, 175, 176].

Kputepum oueHKun KayectBa MegULIMHCKOW NOMOLLM

N Kputepuii kauectBa Yposenb | YpoBeHb
JIOCTOBED | yoeauTen
HOCTH BHOCTH
JI0Ka3aTe | PeKOMEH /T
bCTB anui
1 |BeoblnmonHeHo wuccieqoBaHUE YPOBHS aHIPOCTEHIMOHA KPOBH BCeM |3 A
MalKUeHTaM C BUPUIILHOH U conpTepstomeid hopmoit BJIKH
2 |BpimonHeHo wuccnenoBaHue ypoBHs 17-ruapoxcunporecrepona (17-|3 A
OHP) kpoBM BceM MalMEeHTaM C BHUPWIBHOW U COJNBTEPSIOUICH
dhopmoit BIIKH
[Tpumeuanue.
Hymeparus myHKTOB J1JaHa B COOTBETCTBHH C O(PHUIIMATHHBIM TEKCTOM JOKYMEHTA.
2 |BbimonHeHO wucCCleqOBaHWE YPOBHS TECTOCTEpPOHA KPOBU BCeM |3 A
NaleHTaM ¢ BUpUIbHOH U combTepstomient popmoit BAKH
3 |BrimonHeHO WCcleAoBaHWE aKTUBHOCTH PEHHMHA TUIa3Mbl KPOBU TIpH | 3 A
conbTepstomien popme BJIKH
4 |BpImonHeHa MyNbTUCHHUpAIbHAS KOMIbIOTEpHas Tomorpadus wumm |4 A

28 3 58


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaummn — BpoxaeHHast AMCYHKUNUA KOPbl HAAMOYEeYHNKOB (AQpPEHOreHnTanbHbIi cuHapoM) — 2021-2022-2023
(01.07.2021) — YTBepxaeHbl MuHzgpasom PO

MPT HaAMO4YEYHUKOB MJIsi OTMPEICICHUS BTOPUYHBIX OOBEMHBIX
oOpa3oBanuii y manueHToB ¢ Kiaccuueckumu (opmamu BJIKH, y
KOTOPBIX HE YHA€TCs JIOCTUYb LIEJIEBBIX MMOKA3aTeJIe aHApPOrEHOB, a
TaKKE NPU SMU30JaX JUIMTEIbHOW [IEKOMIIEHCAIlMM B aHAMHE3E Yy

IIaITUCHTOB

5 |BbImonHEeHO yYIBTPa3BYKOBOE MCCIENOBAHWE OPraHOB MOIIOHKH |3 A
MYK4YUH

6 |BbImoNHEHO YIBTPA3BYKOBOE HCCIICIOBAHUE OPraHOB Majoro Tasa, |3 A

npu nogo3penur Ha OART — MPT opranos masnoro Taza

7 | BuIoiHEHO Ha3HAYCHWE /WM KOPPEKIUS O3Bl TIIFOKOKOPTUKOUIOB | 2 A
npu knaccuyeckux popmax BJIKH, no nokazanusmu — iBJIKH

8 | BrmonneHo Ha3HA4YCHHE u/nnu KOppEeKLHUs TI03BI | 2 A
MUHEPaJIOKOPTUKOUAOB IpH cosbTepstouieii popme BJIKH

9 |BpImonHeHa AEHCUTOMETPUS TPU NEPBUYHOM OOpalieHuu, Tnoo npu |4 B
AHAMHECTHYECKHX JAaHHBIX O nepuonax nepenosuposkn I'KC wnmm
MEPEHECEHHBIX aTPaBMATUYECKUX MTEpesioMax
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[Tpunoxenue Al

Cocras pa0oueii rpynnsl mo pa3padorke u nepecMoOTpy KJIHHHUYECKUX
peKoMeHxaumnin

MoxkpeiieBa Hatanes ['eoprueBna akanemuk PAH, mpodeccop, a.m.H., aupektop PI'BY
"HMMWLI sunokpunonorun" Munsznpasa Poccun, Mockaa.
Kondnukt uHTEpecoB OTCYyTCTBYET.

Menpunuenko ['anuna AdanacbeBHa, akagemuk PAH, npodeccop, O.M.H., 3aMecTHTENb
IMpEeKTopa IO HayuyHoM palote, 3aBeayromas kadenpoir sHpokpunosorun PI'BY "HMUIL]
sHAoKpuHoJorun" Munsnpasa Poccun, Mocksa.

KoH(nuKT uHTEpECOB OTCYTCTBYET.

Anamsn Jleiina BragumupoBHa, akagemuk PAH, mokrtop MemumumHCKUX Hayk, mpodeccop,
3amectuTenb aupektopa @PI'BY "HanumoHanbHBIM MEAMIIMHCKUIA HCCIIEIOBATEIbCKUM IIEHTP
aKylIepcTBa, TUHEKOJIOTUU U NepuHaTojiornu uMeHu akagemuka B.M. KynakoBa" MuHucrepcTBa
3npaBooxpanenust P®, 3acnyxeHHblii nesTens Hayku Poccum, 3aBenyromas Kadeapoi
penpoayktuBHOM wmeaunuHbl 1 xupyprum PI'bBOY BO MI'MCY um. A.UN. EBnokumona
Munsapasa Poccun, rnaBHbeli crienuanuct Mun3zgpasa Poccuu 1o akymepcTBy M TMHEKOJIOTHH,
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apisgercs IlpesuaeHToM o0miecTBa NO PENpPOAYKTUBHOM MeNUIIMHE U Xupypruu, Poccuiickoit
accoUMalMd TMHEKOJIOTOB-3HJI0CKONIMCTOB, POCCHICKON accolMaluvyd MO 3HAOMETPUO3Y, YJICHOM
Poccuiickoro o01ecTBa akymepoB-THHEKOJIOTOB.

Tpommnra Ekarepuna AmnaronbeBHa, wieH-kopp. PAH, n.M.H., mpodeccop, AUPEKTOp
Nucturyra wiumauudecko sHpokpunonorun @OI'BY "HMMUL supoxpunomorun" Mun3apasa
Poccun, Mockaa.

KoH(muKT nHTEpECOB OTCYTCTBYET.

Monamenko Haraness BaseppeBHa, K.M.H., BEI.H.COTp. OTHela TEPaleBTUYECKON
sunokpuHosiorun ®I'BY "HMMUII suanokpunonorun" Munsnpasa Poccun, Mocksa.
KoHpaukT nHTEpECOB OTCYTCTBYET.

CazonoBa AHHa UropesHa, K.M.H., Bpau-3HI0KPHUHOJIOT TepaneBTuyeckoro ornenenus ®I'bY
"HMMUL] akyuiepcTBa, TMHEKOJIOTMH U NIepUHaTosoruu uM. akagemuka B.M. Kynakosa" Munsapasa
Poccun, Mockaa.

KoHpnukT nHTEpECOB OTCYTCTBYET.

VBaposa E.B., unen-kopp. PAH, n.M.H., rmaBHbII BHEMITATHBIA COENUAIUCT 10 THHEKOJIOTHH
JIETCKOTO M IOHOILIECKOTO Bo3pacta Mun3znpaBa Poccuu, pykoBOAWUTENh OTAEICHHUS IETCKOTO U
noapoctkoBoro Bo3pacta PI'bY "HMMUI] akymepcrBa, T'MHEKOJIOTMM M NEPUHATOJOTHHA WM.
akagemuka B.W. Kymakosa" MunsnpaBa Poccun, Mocksa. IIpodeccop kadenpsl akymepcrtsa,
TUHEKOJIOTUM,  TMEPUHATOJIOTMM M PENpPONYKTOJOTHHM  (aKyiabTeTa  IOCIEBY30BCKOTO
npodeccuoHanbHoro oopazoBanus Bpaueir ['bOY BIIO "llepBoiit MOCKOBCKHIA TOCYAapCTBEHHBIN
MeauiuHckuid  yHuBepcuteT uMmeHn WM. CedenoBa". IlpesuaenT MexperunoHaabHON
obmecTBeHHOU opranu3aiuu "O0beIuHEeHNEe JETCKUX U TIOIPOCTKOBBIX THHEKOJIOTOB", MOCKBa.

Konpaukt nHTEpEeCcOB OTCYTCTBYET.

Ecassn Po3za MuxailsioBHa, K.M.H., 3aB. TepamneBTHueckuM oTaeneHueM PI'bBY "HMMUIL]
aKylepcTBa, TMHEKOJIOTUY U TiepuHaTojoruu uM. akagemuka B.U. Kynakosa" MunzapaBa Poccun,
MockBa. JloueHT Kadeapbl axKylepcTBa, THHEKOJOTMH, HEOHATOJIOTMH, AHECTe3UOJIOTUU U
peanumaronorun ®I'bY "HMMUIL] akymiepcTtBa, TMHEKOJIOTHUA M TEPUHATOJIOTUM MM. aKaJeMHKa
B.N. Kynakosa" Mun3apasa Poccun, Mockaa.

Koupaukt uHTEepecoB 0TCyTCTBYET.

AnzapeeBa E.H., a.M.H., IOKTOp MEAMIIMHCKMX Hayk, mpodeccop, aupekrop WHcTuTyTa
PENpPOAYKTUBHON MEIMIIMHBI, 3aB. OTIEJICHUEM SHAOKPUHHOW TMHEKOJIOTuH, mpodeccop Kadeapbl
supokpuHosorun  ®I'bBY  "HamumonanbHbli ~ MEIMUIIMHCKUN — HCCIEIOBATEIbCKUN  IIEHTP
sHpokpuHosorun" Mun3apaBa Poccun, mpodeccop kadeapbl penpoayKTUBHOW METUIUHBI U
xupyprun ®I'bOY BO MI'MCY um. A.M. EBnokumoBa MunszapaBa Poccuu, siBisieTcs 4ieHOM
oOliecTBa MO PENpoOAYKTHBHON MeAWIIMHE M XUpPYpruu, Poccuiickoil accouuanuy T'MHEKOJOTOB
9HJIOCKONHUCTOB, Poccuiickoi accouumanuu mno sHaoMeTpuo3y, Poccuiickoro oiecTBa akymepos-
TMHEKOJIOTOB, MEKIyHAPOJHOM aCCOLMALIMU aKyIIEPOB-THHEKOJIOTOB U 3HIOKPUHOJIOTOB.

KoHdnukt nHTEpecoB OTCYyTCTBYET.

VYxerosa JK.A., Bpad otneneHus DHAOKpUHHON ruHekosornn @OI'BY "HMMUI]
sHAoKpuHosorun" Munsnpasa Poccun, Mocksa.

KapeBa Mapus AwnapeeBHa, [1.M.H., 3aBEAYIOLIas OTACIICHUEM ONYXOJIeW SHIAOKPUHHBIN

cucremsl ®I'BY "HMMULI snnokpunosorun" Munsnpasa Poccuun, Mocksa.
KoH(nuKT uHTEpECOB OTCYTCTBYET.
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Kamunuenko  Hatanmps  FOpbeBHa, K.M.H., BEA.H.C. OTIEJIEHHUS  THUPEOUJIOJIOTHH,
penpoaykTuBHoro u comarumdeckoro passutus ®I'BY "HMMUL[ suaokpunosiorun" Mun3zapasa
Poccun, Mockga.

KoH}nuKT HHTEpECOB OTCYTCTBYET.

HIudpman bopuc Muxaiinosuy, acnupant MHcTUTYTa KIMHUYECKOH SHAOKpHHOIOTHH DPI'BY
"HMML] snnioxpunonorun" Munsnpasa Poccuu, Mockaa.
KoH(muKT nHTEpECOB OTCYTCTBYET.

danees  Banentnn  BukrtopoBuu, a.M.H.,, Tmpodeccop, 3aBemyromuii  Kadeapoi
sunokpuHosorun ['BOY  BIIO "llepBbiii MOCKOBCKMI TOCYJapCTBEHHBI MEIUIUHCKUN
yauBepcuteT umeHu .M. Ceuenona", Mockaa.

KoHpaukT nHTEpECOB OTCYTCTBYET.

buprokoBa Enena BanepbeBHa, A.M.H., mnpodeccop Kadenpsl SHIOKPUHOJIOTUU U
quaderonorun MI'MCY um. A .U. EBnokumoBa, MockBsa.
KoHpaukT nHTEpECOB OTCYTCTBYET.

Anmudepos  Muxaun  bopucoBuu, a.M.H., mnpodeccop, rinaBHblii Bpau ['BY3
"OHAOKpUHOJIOTHYECKHUM nucnaHcep” JlemaprameHTa 34paBOOXpaHeHUs ropoga MOCKBBI, TJIaBHBIN
9HJIOKPHUHOJIOT TOpoia MOCKBBI.

KoHpaukT nHTEpEecOB OTCYTCTBYET.

CymnoroBa JLA., aM.H., mpodeccop Kadeapbl Tepanmuud C KypcaMH DSHJIOKPHUHOJIOTHH,
(YHKIIMOHATBLHON M yIAbTpa3ByKoBO#M muarHoctuku wHCTHUTyTa HITP ®I'BOY BO TromeHckoro
I'MY MunsapaBa Poccuu, rimaBHbIf 3HI0KpUHOJIOT TrOMEHCKON 001acT, TroMeHb.

Koupaukt uHTEpEeCcOB OTCYTCTBYET.

Kucenesa T.I1., n.M.H., mpodeccop kadenapsl BHYTPEHHUX OOJIE3HEH M SHAOKPUHOJIOTHUU
VYpansckoro T'ocygapcTBeHHOTO MeEIUMUMHCKOTO YHUBEPCUTETA, TIJIaBHBIA  3HIAOKPHUHOJIOT
VYpanbckoro deaepanbHoro okpyra, ExarepunoOypr.

Koupaukt nuHTEepecoB 0TCYyTCTBYET.

Apmonmuckas M.U., A0OKTOp MEIMIMHCKUX HayK, mnpodeccop kadeapbl akyimepcTBa H
ruaekosiorud ®I'bOY BO C3I'MY umenu M.M. MeunukoBa MunszapaBa Poccun, pyKoBOAUTEb
otaena sHAokpuHosorun penpoaykuuun ®I'BY "HMU akymepcrBa u runekonorun umenu [1.0.
Otta", sBasetcs wieHoM Poccuiickoro oOmiecTBa akymepoB-THHEKOJIOTOB.

Kondnukt uHTEpecoB OTCYyTCTBYET.

Cyrypuna JL.B., n.M.H.,, mpodeccop, pyKOBOIUTENb OTAela OXPaHbl PEMpPOAYKTHBHOTO
3nopoBbst ®I'BHY "Hayunbiii neHtp mpobiieM 340pOBbS CEMbU M PEMpPOAYKIUHU uenoBeka' (T.
Wpkyrck), sBAsSeTCS dYiIEHOM AcCCOLMAllMM THHEKOJOTOB-3HAOKPUHOIOTOB Poccuu, dimeHoM
Poccuiickoro o61iecTBa akymepoB-THHEKOJIOTOB.

Kondnukt uHTEpecoB OTCYyTCTBYET.
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ITpunoxxenne A2

MetonoJiorusi paspadoTki KIMHUYECKUX PeKOMEH1alui

1. SHIOKPUHOJIOTH;
2. aKyIepbl-THHEKOJIOTH;
3. TepareBTHI.

B 0CHOBY KIIMHUYECKUX PEKOMEHAALNN MOJIOKEHbl CUCTEMATHUYECKHE 0030Pbl, METaaHAINU3bI
U OpUTHHAJBHBIE CTAaThH, a TAKKe HaydHble pabOThHl MO MaHHOW mpobiemaruke B Poccuiickoit
denepannuy U Ipyrux CTpaHax.

MeToabl, ucnonb3oBaHHbIE A1 OLLEHKU Ka4yecTBa U CUlbl AOKa3aTeNnbCTB:
- Koncencyc akcnepros
- OneHka 3HAYMMOCTH B COOTBETCTBHM C YPOBHSMM JIOKa3aTEJIbHOCTH M KiaccaMu

peKOMeHaui (MIPUIararTcs).

Ta6bnuua [M1. YpoBHM [OOCTOBEpPHOCTM [AoOKa3aTeNnbCTB C YyKa3aHueMm
Mcnosib30BaHHOM Kraccudukaumm yposHen AocToBepHOCTU AoKa3aTtenbeTs (YO)

Y |Wepapxust 1u3aiiHOB KIMHUYECKUX HCCIEAOBAHUN MO YOBIBAHUIO YPOBHS JOCTOBEPHOCTH
JoKa3aTeabeTB OoT 1 10 5

1 Cucremarnueckuii 0030p PKU ¢ npumeHennem meTaaHnanmza

2 Otnenpabie PKU n cucremarnueckrne 0030pbl UCCIEAOBAHUN JTIO00TO AM3aiiHa (ITOMHUMO
PKW) ¢ npumeHeHneM MeTaaHaanu3a

HepaHI[OMI/I?)I/IpOBaHHI)IC CpaBHUTECJIbHBIC UCCIIECAO0BAHN, B T.4. KOTOPTHBIC UCCIICAOBaHNA

4 HecpaBHutenbHble Hccae10BaHUs, ONMMCAHUE KIMHUYECKOTO Cllydas WM CEpUU CIIydaes,
HcclieloBaHus ""ciy4ai-KOHTPOJIb"

5 Hmeetca muimb 00OCHOBAaHHE MEXaHHM3Ma HeflCTBHH BMEIIATCJILCTBA (,Z[OKJ'H/IHI/ILICCKI/IC
I/ICCJ'ICI[OBaHI/ISI) HJIM MHCHHUEC DKCIICPTOB

Tabnuua MN2. LLkana onpegeneHus ypoBHen yoeauTenbHOCTM peKOMeHaauumn
(YYP)

YVyPpP Pacmmudposka

A O,Z[HOSHaLIHaH (CI/IJIBHaSI) PEKOMCHAAUA (BCG HCCIICAOBAaHKUA HMMCIKOT BBICOKOC HIH
YAOBJICTBOPUTCIIBHOC METOHOJIOTUYCCKOC KAYCCTBO, HX BBIBOABI II0 HHTCPECCYIHOHIUM
ncxoaam sABIAKOTCA COFJIaCOBaHHBIMI/I)

B Heonno3Hnaunas (yCJIOBHaH) PECKOMECHAa A (He BCC HCCICOOBaHHUA MMCIOT BBICOKOC HJIN
YAOBJICTBOPUTCIIBHOC MCTONOJIOTUICCKOC KAUCCTBO Y/WIIH UX BbIBOJIbI IO UHTECPECCYIOIINUM
nCxoaaM HE ABJIAIOTCA COFJIaCOBaHHBIMI/I)

C Huzkas (cna6aﬂ) PEKOMCHAAIA — OTCYTCTBUC HOKA3aTCIILCTB HAJICIKAIICTIO Ka4YCCTBa
(BCC ucciacagoBaHusds HMCIOT HHM3KOC MCTOAOJIOTHYCCKOC Kad€CTBO MW HX BBIBOJbI II0
HHTCPCCYIOIIUM UCXOAaM HEC ABJIAIOTCA COT HaCOBaHHLIMI/I)
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Ta6nuua MN3. KomobmHaumm YOO mn YYP ana ne4veOHbIX, nNpocunakTmyeckux

BMewaTenbCTB U

peabunUTaLMOHHbIX MepPONpUATUNI

(6e3 y4yeta BaxHoOCTU

ncxonon)
YA Kpurepuu onpenenenus YYP Hrtorosbrit
YVP
1 = Hau6onee | OmHOBpEeMEHHOE BBITIOJIHEHUE JIBYX YCIOBHUM: A
JIOCTOBEPHBIC 1. Bcee HCCICIOBAHUS HMCIOT BBICOKOE WIN
JIOKa3aTeIbCTRA: YAOBJIETBOPUTEIBHOE METOIOJIOTHYECKOE KAUe€CTBO;
CHCTEMaTUYECKHE 2. BBIBOABI HCCIENOBAHUN 10 HWHTEPECYIOIMIMM HUCXOJaM
0030pbI PKHU C | SIBJISIFOTCSI COTJIACOBAHHBIMU <*>
TPHMCHCHHICM BrinonHenue Xots 661 0JTHOTO U3 YCIOBUMA: B
MeTaaHalusa 1. He Bce wucciegoBaHHS HMEIOT  BBICOKOC  WJIHU
YAOBJIETBOPUTEIBHOE METOIOJIOTHYECKOE KAYE€CTBO;
2. BbIBoABI HCCIIEIOBAaHUM O MHTEPECYIOIIMM HCXOJaM HE
SIBIISIFOTCS COTJIACOBAHHBIMH <*>
BrimonHenue XoTs 661 0JTHOTO U3 YCIIOBUM: C
1. Bce wmccrmegoBaHnss MMEIOT HHU3KOE METOHOJIOTHYECKOE
Ka4yecTBoO;
2. BbIBOJIBI HCCIIEIOBAaHUHN 0 MHTEPECYIOIIMM HCXOJaM HE
SIBIISTFOTCS COTJIACOBAHHBIMH
2 = otnensHbie PKU | OnHOBpEMEHHOE BBIMIOJHEHUE JBYX YCIOBHIA: A
u cucremarudeckue | 1. Bce HCCJICTOBaHUS HMEIOT BBICOKOEC TN
0030pbI YAOBJIETBOPUTEIBHOE METOIOJIOTHYECKOE KAaue€CTBO;
HUCCIIEIOBAHUMI 2. BbIBoABI HCCIENOBAHUA MO HWHTEPECYIOIIMM HMCXOJaM
JIF0OOT0 JIA3aiHa | SBIAI0TCS COIIaCOBAaHHBIMHU <*>
(movmo  PKH)  c BrimonHenue XoTs ObI 0JTHOTO U3 YCIOBUM: B
TIpUMCHCHHCEM 1. He Bce wucciegoBaHWs HMEIOT  BBICOKOE  HIIH
MeTaaHalusa YAOBJIETBOPUTEIBHOE METOI0JIOTHYECKOE KaueCTBO;
2. BbIBOJIBI MCCIIEIOBAHUHN IO MHTEPECYIOLIUM HCXOJaM He
SIBJISIIOTCS COTJIACOBAHHBIMHU <*>
Brinonnenue xoTs Obl OHOTO U3 YCIOBHIA: C
1. Bce wmccimenoBaHuss MMEIOT HHM3KOE€ METOHOJIOTMYECKOE
KayecTBO;
2. BbIBOABI MCCIEAOBAaHUI MO MHTEPECYIOIIMM HCXOJaM He
SIBJISIIOTCS COTJIACOBAHHBIMHU <*>
3 =| OIHOBPEMEHHOE BBINIOJHEHUE ABYX YCIOBUI: A
Hepangomusuposann | 1. Bce HCCIIeTOBaHUS HAMEIOT BBICOKOE WIH
bI€  CPAaBHUTENbHBIE | yIOBJIETBOPUTEIHHOE METOJOJIOTMUECKOE KaueCTBO;
ucciaeoBaHusl B T.4.|2. BBIBOJBI HCCIENOBAaHUN 10 HWHTEPECYIOIIMM HUCXOJaM
KOTOPTHBIE SIBJISIIOTCS COTJIACOBAHHBIMHU <*>
HCCIIENOBAMMA BrimonHnenue x0T Obl OJHOTO U3 YCIOBHIA: B

1. He BCC HUCCICIO0BaHUsA HUMCIOT BBICOKOC€
YAOBJICTBOPUTCIIBHOC METOJOJIOTUICCKOC KAaYCCTBO,
2. BrIBOIBI HMCCIIeAOBaHUM 10 HHTCPECYIOIIUM HCXOJaM HE

50051

44 13 58


http://disuria.ru/
https://аптека-омск.рф/

KnuHuyeckme pekomeHgaummn — BpoxaeHHast AMCYHKUNUA KOPbl HAAMOYEeYHNKOB (AQpPEHOreHnTanbHbIi cuHapoM) — 2021-2022-2023
(01.07.2021) — YTBepxaeHbl MuHzgpasom PO

SIBJISTFOTCSI COTJIACOBAHHBIMH <*>

BrimonHenue Xots ObI OHOTO U3 YCIOBUM: C
1. Bce wuccnenoBaHus UMEIOT HU3KOE METOJ0JIOTMUECKOE
Ka4eCTBO;

2. BpIBOaBI uCCIIEIOBaHUN [0 MHTEPECYIOIIMM MCXO0JlaM He
SIBJISIFOTCSI COTJIACOBAHHBIMU <*>

4 = HecpaBHUTENbHBIC HCCIICIOBAHUS, OMMCAHNE KIMHUYCCKOro ciydas win cepuu |C
ClIy4aes

5 = HawmMeHee JOCTOBEpHBIC [IOKa3aTENbCTBA: HMMeEETCs JMIIb oOocHOoBaHUeE |C
MeXaHu3Ma JeUCTBUS (HOKIMHUYECKUE UCCIICIOBAHUS) WIM MHEHUE SKCTIEPTOB

<*> Ecnu onenuBaercs ogHo KW, To qanHoe ycroBue HE YUUTHIBACTCS.
CBsi3aHHble AOKYMEHTbI:

1. Tlopsmox oOKa3aHHMS MEIUIIMHCKOM TOMOIIM B3pOCIOMY HACEJEHUI0 M0 NpoduiIo
"sugokpunosorus” (Ilpukasz MwunucrepctBa 3apaBooxpanenusi Poccuiickoit deneparuu ot 12
HOs10ps 2012 1. N 899H).

2. CrapgapT CHOCHUATM3UPOBAHHOW  MEIUIMHCKOW  TOMOIIM TPU  BPOXKIEHHBIX
aIpeHOTeHUTANBHBIX HapYIICHUSX, CBA3aHHBIX ¢ AepuuutoM depmentoB ([Ipukaz Munucrepcta
3apaBooxpanenus Poccuiickoit deneparuu ot 7 HOsiOpst 2012 r. N 658H).

[Topsimox 0OHOBIEHUS KIMHUYECKUX PEKOMEHaaImi — nepecmotp 1 pas B 3 rona.

[Tpunoxenue A3

CupaBouHble MaTepuajbl, BKJIIOYasi COOTBETCTBHE MOKA3aAHUIA K NPUMEHEHH IO
U MPOTHBONOKA3aHMIA, CIOCO00B NPUMEHEHNSI U 103 JIeKAPCTBEHHBIX
NnpenapaToB, HHCTPYKIUH N0 NPUMEHEHHUIO JIEKAPCTBEHHOI 0 NMpenapaTa

[Ipunoxenne b

AJITOPUTMBI 1eHCTBUI Bpaya

|. O6wan cxema
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MauueHT c Noao3peHnem
Ha BPOMAEHHY IO ANCHYHKUMIO
KOPbl HAANOYEYHUKOB

AuarHocTuka

l

Dopma peduymra Her
21-rngpokcunassl

Knaccuueckan?

) Y

ANropuT™m BEAEHUA
B3pOCNibIX NALMEHTOB
C Knaccuuyeckumm Gopmamm
peduunra
21-ruapoKcunassl

ANropvuT™ BEAEHWA
83POCNBIX NALUMEHTOB
C Heknaccuveckon popmon aeduunra
21-rvgpokcunasst (HBAKH)

2.

Il. Anroputm BeAeHUA B3pPOCHbIX NaUUEHTOB C Kraccuyeckumum dopmamu
aedumumTa 21-rugpokcunasbl

MayneHT ¢ ycraHosneHHsIM
8 AETCTBE AANArHO30M BUPUNBHON UK
conbrepaiowen popmamm BAKH

EcTb noBblweHne
AHAPOCTEHANOHA,
170I0r, TectocTepoHa,
pexuHa unu API
BbiWwe yenesbix?

Her

JIF

Y Y

Koppekuua no3bl MioKo-
KerofHoe aucnavcepHoe HabnwpeHune
N MUHEPANOKOPTUKOWAOE ~ E FHOR & P A

= > (OueHKa penpoayKTMBHON dyHKUMK,
AR noc'”*er':)";M%i’Li BHIX YPOBHEN METaBONMUECKUX HaPYLIEHNH)

lll. AnropuTm BeaeHusi B3pOCHNbIX NaUUEHTOB C HeKraccuyeckom cpopmon
AedmumnTta 21-ruppokcunasbl (HBOKH)
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NaywenTka ¢ nogospernem Ha HBAKH

l

EcTb noBbliwenne Her
17 ONT aviwe 30 HMonb/N

(10 Hr/mn)?

JiF)

Yposeus 17 ONr
6-30 Hmons/n
(2-10 wr/mn)?

)\ J

MposegeHune reHeTMYecKoro

UCCNEeAcBaHWA Ha BbIARNEHWEe
MyTauun B rese

CYP 21 ruppokcunasm

A 4

= MyTauuvu B reqe

Huarnos HBAKH nogreepxaex CYP21 rwapoxcunasss

v

Mokazanna K HazHaveHuo Tepanum MK,
KOK mnu kombuHayws MK+KOK:

- Decnnopue/HesbiHallMBaH e
bepemeHHoCcTH

- HAPYLIEHWA MEHC TPYaNbLHOTO LWKNa

- BbICOKaA CTENEHb MMPCyTH3Ma
(rupcyTHoe yacno eoiwe 15)

ITpunoxxenne B
HNudopmanus 115 naumeHTa

Bpoxxaennas nucyHkius kopbl HaamnodeuHukoB (BJ/IKH) — 3aboneBanue, cBs3aHHOE C
HapylmeHueM paboTsl HaanoueyHukoB. Hamnoueunuku (HII) — mapHbele opraHbl HEOOJBIINX
pa3MepoB, PacHoJIOKeHHbIe OIM3K0 K moykaM. CocTosT U3 2 OCHOBHBIX YacTei: BHYTPEHHsS 4acTh
— MO3rOBOH CIIOM, BbIpabaThiBaeT ajpeHanuH u 3T1a pynkuus npu BJIKH e napymena. HapyxHbiit
CJION — KOPKOBBIN CJIOM, IMEHHO TaM BO3HUKAIOT HAapYIIEHMs], TpuBoaauiue K passututo BJIKH.

B KOPKOBOM CJIOC BBIpa6aTBIBaIOTC}I TOPMOHBI (CTCpOI/II[BI), KOTOPBIC TMOAACPKUBAIOT
OCHOBHBIC XN3HCHHBIC q)YHKI_II/II/I opraHnus3ma. Ot TOPMOHBI o6pa3y}0TcsI N3 XOJICCTCpHUHA IMYTEM
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CJIO’KHOT0, MHOTO9TAITHOIO MPOLECCa U B KOHEYHOM UTOrE, B KOPKOBOM CJIO€ BbIPAOAaTHIBAIOTCS 3
IPYIIIBI TOPMOHOB: KOPTU30J1, ajlbJ0CTEPOH, MYXCKHE MI0JIOBbIE TOPMOHBI (aHPOTEHBI).

Koptuzon perynupyer paboTy MpaKTHYECKH BCEX CHUCTEM OpraHM3Ma: KpOBOOOpalleHHE,
OTBET Ha CTpecc (B TOM YKCIIe MPH HHQEKINH, TPAaBME) U MHOTO JIPYroe

AJNBJIOCTEPOH: OTBEYAET 3a MOAJECPKAHUE B OPraHu3Me HOPMAJIBHOTO YPOBHS TaKUX BELIECTB,
Kak KaJui, HaTpUM.

Anpgporensl: BbipaOatbiBatoTcss B HII kak y MyX4yuH, Tak U Yy JKCHIIHUH, BJIUSIOT Ha
pPENpPONLYKTUBHOE 310POBbBE.

Pabora HII xoHTponupyercs rosioBHBIM MoO3roMm (rumnogusom, rumnortanamycoMm). Ecnun
YpPOBEHb KOPTHM30Jla B KpPOBH HENOCTATOYEH Ui HOPMaJbHOM paboThl OpraHuszMa, A3TO
"pacrio3Haerca" TUIOTalaMycoM, CHTHal Tnepefaercs Tunodu3sy ©W B HEM HAuYMHAET
BbIpaOaThiBaTbcst TOopMOH KopTukoTponuH (AKTI'), xoTopblii neilcTByeT Ha KOPKOBBIM CIlOi
HAJMOYEYHUKOB — IMPOUCXOANUT BBIOpOoC KopTH30Jia. Koria B opraHu3Me 10CTUraeTcsi HopMalbHbBIN
YpOBEHb KOPTU30Ja, CTUMYJIALUS runodusa npekpamaercs u Boipadbotka AKTI' cumxkaercs. Ecnu
MalUeHT TMPUHUMAET TMpenaparbl INIIOKOKOPTUKOCTEPOUIOB (CHUHTETHYECKH KOpPTH30J1) B
TabJleTKaX, WHBEKUHUAX, TO THUIOTAJaMyC TIOJ BO3JEHCTBHMEM OSTHUX MpPENaparoB, CHUXKAET
BbIpaboTKy AKTI" runoduzom, HIT ve ctumynupyrorcs AKTI u cunTe3 KOopTH30Ja B OpraHu3mMe
yeloBeKa cHukaercs. Eciu Tepanusi mo KakMM-TO NMPUYMHAM IMPOBOAMTCS JUIMTEIHHOE BpeMs B
OOJIBIINX J103aX, TO CUHTE3 "CBOEro" KOPTU30J1a MPEeKpaliaeTcs.

Kak Obuto oTmMedeHO BhImIe, mporiecc oOpa3zoBanus ropmoHoB B HII mHorosramen m Ha
KaKJIOM JTarne pabotaeT cBoi (epmeHT. Ecim xots Obl 1 depmeHT paboTaer HENmpaBUIBLHO —
pasBuBaercs BJIKH. B koneunom wurore, mpu BJIKH Bo3HuKaeT HemocTtaTok oOpa3oBaHHsS B
OpraHu3Me KOpTH30JIa M, B psjie CIIydaeB, albJOCTEpOHA, a AaHJPOreHbl CHUHTE3UPYIOTCS B
OpraHu3Me B MOBBIINIEHHOM KoiudecTBe. [Ipn HM3KOM ypoBHE KopTu3oJia y manuentoB ¢ BJIKH
noBbiraercst ypoeHb AKTT, koTopsrit nmeiTaercs "crumynupoBats' padoty kopsl HII, Bo3HUKaeT
paspacranue (runepruiazusi) Tkanu HIT.

[Ipaktnueckun 90% cnydsaes BJIKH cBsizano c¢ napymienueM paGoThl (pepmMeHTa, KOTOPBIN
Ha3bIBaeTcs 21-Tuapokcuiaza. IOTO MPOUCXOJUT U3-3a pPa3HbIX MYTallMii B T'E€HE, KOTOPBIM
"oTBeuaer" 3a paboty depmenra. T.e. BJIKH — 310 renernuecku oOycioBieHHOE 3aboJieBaHume!
[Ipu mpakTUyecKu MOJHOM HApyHIeHHH paboThl (epMeHTa — pa3BUBaeTCs Kiaccudeckas dopma
BJIKH. Knaccuueckas BJIKH 3to 2 Buaa (popmser) 3a06oaeBanus: BUpHIbHAs (IeDUIIUT KOPTU30JIa,
IpyH HOPMAaJbHOM OOpa30BaHUU AallbJOCTEPOHA, BBIPAKEHHOE YBEIMUYEHHUE aHIPOTCHOB B
opranu3Me) W conbTepstomas (aepuuutr kopruzona + ASPHUIMT albJOCTEPOHA, BBIPAKEHHOE
yBenuyeHue anjaporeHoB). [Ipu HemonHOM HapyiieHuH (epMeHTa — BO3HUKAET HEKIacCHYecKas
¢dopma BJIKH (Tonmpko n36pITOUHOE 00pa30BaHue aHIPOTE€HOB, KOPTU30JI, alIbJIOCTEPOH B HOPME).

Knaccuueckue dopma BJIKH nuarnoctupyercs ¢ poxaenus, B PO ¢ 2006 r. BBeneH
CKPUHHHT HOBOPOXKICHHBIX Ha ATO 3a00jieBaHHE. Y HOBOPOXKICHHBIX C CONbTEpsIomend (hopmMoit
3a0osieBaHMsI 0e3 JIeUueHUs BOSHUKACT CHIIKEHHUE alllleTUTa, MOTeps Beca, pBOTA (CONMbTEPSIONINE
KpHU3bl). Y HOBOPOXKICHHBIX NEBOYEK M3-3a HempaBuibHOU paboTsl HIT u oOpasoBanus 0OIBIIOTO
KOJIMYECTBA AHJPOTEHOB M3MEHSAIOTCS Hapy)KHbIE IOJIOBBIE OpPraHbl MO MYXCKOMY THIY, YTO
TpeOyeT B psle ciiydyaeB MPOBEJACHHE TUIacCTUUYeCKuX onepauuid. [Ipu BupunsHoil dopme He ObIBaeT
COJIbTEPSAIONINX KPU30B, Y JE€BOYEK €CTh IMPU3HAKM HAPYILIEHWN HAPYKHBIX MOJOBBIX OPraHOB, Y
MaJb4UKOB B BO3pacte 2-4 JeT BO3HHKAIOT MPU3HAKH OBICTPOrO POCTa M TMOJOBOTO CO3PEBAHMS.
Jletu Ge3 nedeHUs CHadala OTEpPEekaroT CBEPCTHUKOB B pPOCTE, HO aHIPOTEHBI CIOCOOCTBYIOT
OBICTPOMY 3aKPBITHIO 30H POCTa B KOCTSAX U B KOHEYHOM UTOT€, POCT MAIIMEHTOB HU3KU.
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Hexnaccuueckas popma BJIKH nuarnoctupyercs y MOJIOIBIX KEHITMH WU TOJPOCTKOB MIPH
oOCNeIOBaHUM HA TPEAMET HEPETYISIPHOIO MEHCTPYAJIBHOIO IMKJIA MM  H30BITOYHOIO
OBOJIOCEHUA. Y MYKUYMH 3TO COCTOSHME HE BBI3BIBACT HHUKAKUX KIMHUYECKUX IIPU3HAKOB U HE
JUArHOCTUPYETCS.

Huarno3 BJIKH craButcss Ha OCHOBAaHHMHM KOMIUIEKCHOTO OOCIIEIOBAaHHS, BKIIFOUYAIOMIETO

HCCIIe/IOBaHUE YPOBHS TOPMOHOB, B psife ciaydaeB Ha npobe ¢ AKTI, reneTnueckoro aHammsa,
V3U, KT/MPT.

Hetn u B3pocisie ¢ kimaccudeckumu (opmamu BJIKH H0MWKHBI MMOKHM3HEHHO JICUUTCS
TabJIeTKaMy, COJEpXKAllMMHU KOPTU30J — TJIIOKOKOpTUKOuAaMH. IIpu TNOCTOSSHHOM Jie4eHHH
HopManuzyercst ypoBeHb AKTI u anaporenos B HII, Hopmanusyercst ypoBeHb KOPTH30J1a B KPOBH.
[Ipu conprepsromieit popme 3a00JIeBaHNs TOTIOTHUTEIBHO Ha3HAYAIOTCS MPenapaTsl albJI0CTEPOHA.
Heo0xo01mM0 NOMHUTB, YTO KOPTH30JI Ba’KEH ISl OpraHru3Ma B JHOOBIX CTPECCOBBIX CUTYAIUs: MPU
3a00JIeBaHUSIX, TpaBMax, omnepatuBHbIX BMmemaTtenbcrBax. [Ipm BJIKH B Hagnmoueunmkax
MAlMEHTOB HE IPOMCXOJUT HOPMAIbHOTO OO0pa30BaHMsI KOPTH30Ja, I[O3TOMY B CTPECCOBBIX
CUTYal[UsIX HEOOXOAMMO YBEJIUYUBATH 103y MIFOKOKOPTUKOUIOB WJIM BBOJUThH UX BHYTPUMBILIEYHO
WY BHYTPUBEHHO. UETKNI aNropuT™ AEUCTBUSA JOJDKEH JATh JICHAIIU Bpay MalueHTa.

[Tanmentkn ¢ Hekmaccuyeckod ¢opmoit BIIKH TpeOyroT mHmMBUAyalbHOTO moaxoda. Y
OOJIBIIMHCTBA MALMEHTOK TJlaBHAas Xajloba — H30BITOYHBIM POCT BOJOC Ha Tejle, NMPU ITOM
MEHCTPYaJIbHBIN IIUKIJI MOKET ObITh HOPMAJIbHBIM M OeCIIoNNs MOXKET He ObITh. B Takux crmyuasx
PEKOMEH/YIOT MCIOJb30BATh Pa3IMYHbIEe METOAbI MUIAIMM. B ciydae, Korja y malMeHTOK €cTh
npoOsemMbl € 3ayaTMEM WM BBbIHAIIMBAaHUEM OEPEMEHHOCTH WM BBIPAXEHHOE HapyIIEHUE
MEHCTPYaJIbHOTO IMKJIa — PELIAETCsl BOIPOC O HA3HAUYEHHM TIIIFOKOKOPTUKOUAOB WM OpAJIbHBIX
KOHTPALEITUBOB.

Heob6xomquMo  OTMETHTH, YTO JIO3bl IPEMapaToB  IMOJOMPAIOTCS  MHAWBUIYATHHO
SHJOKPUHOJIOTOM TI0JT KOHTPOJIEM TOPMOHAIBHBIX aHAJTU30B KpOBH. JIMHAMHUYECKOE 00CIIeIOBaHHE
B3pOCIBIX MAI[MEHTOB, KaK MPaBUiIO, MPOBOAUTCS 1-2 pa3za B roa. OO0s3aTeIbHO HAIO MPOBOIAUTH
oOcneoBanusl AJi1 OOHAPY)KCHHsI OCJIOKHEHHMM 3a00JI€BaHUS WM IOCJICACTBUI HEMPaBHIBHOTO
nedeHus:  (COCTOSIHME — JKEIIyIOYHO-KWIIEYHOro  TpakTa,  HabOmojgeHue  odrambMoJora,
TUHEKOJIOTHUYECKOE U aHAPOJIOTHIECKOE 00CIIeI0BaHNUE).

Y B3pocibix nanueHtoB ¢ BJIKH ecTecTBEeHHO BO3HMKAarOT BOINPOCHI, CBSI3aHHBIE C
BO3MOJKHOCTBIO HAacjeloBaHUs 3a0oieBaHus MX JeTbMU. llpum ciousHMM crnepmaro3ouja H
MaTepUHCKOMN siliekneTkn Gopmupyercs reHoM miona. Kaxaas kierka mioja coaepKuT 23 mapbl
XpOMOCOMBI, IIPU 3TOM OJHA XpOMOCOMa M3 Iapbl OT MAaTepu, Jpyras OT oTua. bonesHs
pa3BUBaeTCsS €ClId 2 XPOMOCOMBI COJAEPKaT MOBPEXJEHHbIN I'eH (2 MyTaluu), €Clid BbIABJIECHA
ToJIbKkO | Myrtanus (HOBPEXIEH TIeH OJHOM XPOMOCOMBI), TO TaKO€ COCTOSHHE Ha3bIBaeTCs
"310poBbIi HOcuTenb'. Tenepp paccMOTpUM CHUTYalMIO, KOTZa B CYNPYXECKOW Iape OAWH W3
naptHepoB 6osieH BJIKH. B ciydae, ecnu npyroit mapTHep 340poB, TO peOSHKY MepeacTcs TOJIbKO
1 ren ¢ myranmeid u pedeHok Oyzaer 3nopoB. Ecmu maptHep Toxke 6onen BJIKH unu sBnsercs
3JI0pPOBBIM HOCHTEJEM, TO BO3MOXHA CHUTyauus poxaeHuss pebenka ¢ BJIKH. T.o. takum
CYNpPYKECKUM IapaM Heo0X0AuMa KOHCYJIbTAlMsl TeHEeTHKa 1 00ciieloBaHue NapTHEpa Ha IMpeaMeT
MyTaluK B reHe pepMenTa 21 -TupoKCuIIasbl.

Yacras cutyauus npu BJIKH — 310 mncuxonorumyeckue mnpoGiembl. OTo 3abojeBaHue,
0€3yCIIOBHO, SIBJISIETCS CTPECCOM JJISl YWICHOB CEMbU U B3POCIBIX MalueHToB. Criennanu3upoBaHHas
MICUXOJIOTHYECKasi IMOMOIb BO MHOTHMX CTpaHax SBIISIETCS HEOThEMJIEMOM YacTbio pabOThHl €
maruenTamu ¢ BJIKH.
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B 3akmoueHun xoTenock Obl cka3zath, uro BJIKH — 3aboneBanue, moiaromieecs JICUYSHUIO.
[Ipu amexBaTHOM Tepanmuy U KAYEeCTBEHHOM HAOIIOJACHUU 33 MAIMEHTAMH OHH BEIyT HOPMaJbHBIN
o0pa3 KU3HU, TOJTHOCTHIO COIMAIILHO aaNTUPYIOTCS, MOJIY4aroT oOpa3oBaHUE, CO3JAIOT CEMbH,
BOCIIMTBIBAIOT JICTCH.

[Tpunoxxenue I'1-I'N

IIIkaabl OLEHKH, BONIPOCHUKH U APYIrHe OLeHOYHbIe HHCTPYMEHThI COCTOSIHUS
NALUEHTA, IPUBEICHHbIC B KIMHUYECKUX PEKOMEHIANUIX

1. NMoacyeT rupcyTHoro Yyucna no moauduunpoBaHHon wkane PeppumaHa-
Fonnees
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2. XapakrepucTtuka TrJfIlOKO- U MUHEpPanoKOPTUKOUAHbLIX MNpenapaTtoB AnA
neyvenunsa BOKH
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FnokokopTkonabl. MexaHnsm gencteua n papmakonornyeckme 3cpdekTobl.

MexaHu3M ACHCTBUS TIIIOKOKOPTUKONIO0B OCHOBAH HA HUX CBA3BIBAHUHN C BHYTPUKIICTOYHBIMU
CTCPOUIHBIMU PCUCUTOpPAMU, IIPU 3TOM TOPMOHBI PETYIUPYIOT SKCHPECCHIO HMIMPOKOTO CICKTpa
ICHOB Ha TPAHCKPUIIIMMOHHOM U IMOCTTPAHCKPUIIIMOHHOM YPOBHSX. FJIIOKOKOPTI/IKOI/II[BI urparoT
BaKHYIO pOJIb B aJalliTalliuv OpraHnu3Ma K CTPECCOPHBIM BO3JIECHCTBUSM BHEILIHEH Cpcabl, OKa3bIBas
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MHOTOCTOpOHHEE BIHUsHME Ha oOMeH BemiecTB. OHHM CIOCOOCTBYIOT Pa3BHTHUIO TUIEPTIIMKEMUHU
4yepe3 HECKOJbKO MEXAaHU3MOB: CTUMYJIUPYIOT II€YEHOYHBIH IJIFOKOHEOT€HE3; YCWIMBAIOT
KaTaboym3M OENIKOB, CTUMYJIHPYS BBICBOOOKICHUE aMHUHOKHUCIOT — CyOCTpaToOB IIIOKOHEOTCHE3a;
CHIDKAIOT TOTpeOJieHHEe W  HWCHOJb30BAHME TJIOKO3Bl KHUPOBOM TKAHBIO; YBEJIWYHBAIOT
3G PEKTUBHOCTH JACHCTBHSI TOPMOHOB, CTUMYJIHPYIONIUX KIFOYEBBIC META0OINYCCKUE TPOIECCHI, B
TOM UHCJIE TIJIIOKOHEOTE€HE3. [JIIOKOKOPTHKOWIBl YCHUJIMBAIOT JIMIIOJUTUYECKOE JEHCTBUE
karexojamuHoB UM CTI' m mnoBmIIAIOT cojep)kaHUE CBOOOJHBIX MKUPHBIX KHUCIOT B ILIa3Me;
OKa3bIBAIOT aHA0OIMYECKOE ACHCTBUE HA OOMEH OENTKOB B IMEYEHU U KaTaOOIMYECKOE — B MBIIIIIAX,
KUPOBOU M TMMPOUTHON TKAHAX, KOXKe, KOCTIX. OHU MOAABISIOT POCT U jeneHne pudpodIacToB u
CHHTE3 KOJIIareHa, 3a CYeT 4Yero HapyllaroT pernapaTuBHYIO (a3y BOCHAICHUS; NMPH WX H30BITKE
YCUJIMBAETCSl KOCTHasi pe30opO1us, MoJaBisieTcsd KOCTe00pa3oBaHue, B pe3ysbTaTe Yero CHUXKAETCs
MIIKT. [ roKOKOPTUKOUIBI oOazmaroT CHUJIbHBIM MPOTHUBOBOCHAJIUTEIBHBIM "
MMMYHOCYTIPECCUBHBIM JeiicTBHeM. B cucreme runoranaMmyc-runo@u3-HaaAlo4eyHUKN JIEHCTBYET
KJIACCUYECKUN TPUHLHUI "OTpULATENbHON 0OpaTHON CBSI3U": TIIIOKOKOPTHUKOMJBI MOJABISIOT
oOpazoBaHue KOPTHUKOTponuH-pwm3uHr-ropmona u  AKTI. B 3HIOKpMHONIOTMU OCHOBHOE
MOKa3aHUe JUIsl Ha3HAuY€HUs NIIOKOKOPTUKOUIOB — 3aMECTUTENbHAs Tepanusl IpU HEJOCTaTOUHOCTH
(GYHKIIMH KOPBI HAIOYEYHUKOB.

[To mpoaOMmKUTETFHOCTH NEHCTBUS MpernapaThl ITIOKOKOPTUKOUIOB pa3/IeNsitoT Ha 3 TPYIIIIbL:
KOPOTKOTO JIeHCTBUS (THIPOKOPTH30H), CpelHEN MPOJOJKUTENIBHOCTH ACUCTBUS (MPEAHHU30JIOH,
METWINPEAHU30JI0OH) M JUIMTEIBbHOTO JeicTBus (IekcameTra3zoH). Kpome Toro, pasnuuHa
Ouosoruueckas akTUBHOCTh IpernaparoB (Tadmi. I'1).

Tabnuua ra2.1. CpaBHuTenbHan XapaKTepucTuka npenaparoB
rNIOKOKOPTUKOMAOB U MUHEpPanoKOPTUKONAOB

[Ipenapatsl CrangaptHas AKTHUBHOCTb
TabJIeTUpOBAHHAS
opma,

SKBHUBAJICHTHAS IO

TITIOKOKOPTUKOUIH

011 aKTUBHOCTH, MT

I'mrokokopTukou | MunepaiokopT AKTT -
TTHast UKOUIHAS I101aBJISIOIL
ast

I'uapokopTH30H 20 1 1 +
[Ipeaau3onon 5 4 0,5 ++
MeTuanpeHu30JI0H 4 5 0,1 ++
JlekcameTa3oH 0,5 30 0,05 +++
D1y 1pOKOPTU30H 0,1 15 150 -

dapmakokuHeTuka. [Ipy npueme BHYTph INIFOKOKOPTUKOMIBI X0opomo BcackiBatoTcst B JKKT,
IpUYeM HpUeM MUIIM Mo BIHUseT Ha UX abcopOumio. [[pyrue myTu BBEIEHHs MpPENaparoB MpU
JICUEHUM SHJIOKPUHHBIX 3a00J€BaHUN NPAKTHUECKH HE HCHOJb3YIOT, 3a HCKIIOUYEHHEM CIIy4aeB
OCTpoil  HaAmodyeyHWkoBo  Hemocratrounoctn (OHH), xorma  ruapoKopTH30H  BBOJAAT
napeHrepasibHo. HecMoTps Ha xopoTkue Ti/2, B TKaHSIX TIIIOKOKOPTHUKOMBI COXPaHSIOTCS Topas3io

AOJIBIIC, B COOTBETCTBUU C YCM UX TCPAIICBTHYCCKUC 3(b(beKTBI JOCTAaTOYHO IJINTCIIBHBIC (Ta6ﬂ. F2,
I'3).
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Ta6bnuua N2.2. PapmakoKMHeTUKa npenapaToB rMOKOKOPTUKOMAOB

[Ipenapar T1/2 13 Ia3MBI KPOBH, U T1/, U3 TKaHEH, 4
I'unpoxopTH3oH 0,5-2 8-12
[Ipennuzonon 2-4 12-36
MeTuinpeHu30J10H 2-4 12-36
JlekcameTa3oH 5 36-54

[ToGounsbie > dexTri. YacToTa pa3sBuTus U BeipaxkeHHOCTh HITP TIIIOKOKOPTHKOUIOB 3aBUCST
OT JI03bl U JUINTEIBHOCTU X IPUMEHEHUsI. XapaKTepHble MOOOYHBIE SBJICHUS MPU APEHTEPATLHOM
MPUMEHEHUH TIFOKOKOPTUKOHMI0B OOBIYHO OOpPAaTUMBI U MOTYT OBITh YCTPaHEHBI WJIM YMEHBIIEHbI
IIPU CHWYKEHUU JI03bI.

DOHJOKpPUHHASA CHUCTeMa: yrHeTeHHe (DYHKIUU HAANOYEUHHWKOB, BTOpPUYHAS apeaKTHBHOCTh
HAJMOYEYHUKOB M THnou3a pa3IuyHOro reHe3a, pa3Butue cuHapoma MWinenko-Kymunra,
HapylIeHUsT MEHCTPYalbHOTO IIMKJIA, CHI)KEHHE TOJIEPAHTHOCTH K TJIIOKO3€, MPOSBIECHUE
naTeHTHoOro caxapHoro nuabera (CJI), moBbllieHHe MOTPEOHOCTH B MHCYJIMHE WIIM MEPOPaIbHBIX
TUIOTIMKEMHYECKUX cpeicTBax y 60abHbIX C/I.

XKKT: nentuueckass si3Ba C BO3MOXKHBIM MpPOOOJEHHEM U KpPOBOTEUEHHEM, MaHKPEATUT
(TomrHOTa, PBOTA), B3AYTHE >KHBOTA, SPO3WBHBINA/A3BEHHBIH 330(DarvT; MOBBINIEHWE AKTHBHOCTH
AJIT, ACT u menounoit docdarazer (IIIP) B criBOpoTKEe KpoBH (OOBIYHO HSTH H3MEHEHUS
HE3HAYUTENIbHbI, HE CBS3aHbl C KAKUMHU-JIMOO KIMHUYECKUMHU CHHIpPOMaMU M OOpaTUMbl MOCIe
MIPEKpaICHUS JICUCHHS ).

CepneuHo-cocyaucras cucrema: XCH y OOJILHBIX c COOTBETCTBYIOLIEH
MIPeIPaclosOKEHHOCThIO, MOBBIIEHUE apTepuanbHoro aaBieHus (A/l), y O0JbHBIX C OCTPBIM U
MOJOCTPhIM ~ MH(pApPKTOM MHOKapia — paclpocTpaHeHHWE oudara HEKpo3a, 3aMeJJIeHHe

(dhopMupoBaHKs PyOIIOBOM TKAHU, YTO MOXKET MMPUBECTH K Pa3pPhIBY CEPJCUHON MBIIIIIBI.

HepBHas cucreMa: MOBBIIICHUE BHYTPHUYEPEITHOTO JABJICHUS C OTEKOM JHMCKA 3PHUTEIHHOTO
HEpBa, CYJIOpPOTH, TOJIOBOKPY)KEHHE, TOJIOBHAs O00Jb, ICIUPHHA, Je30pHEeHTANUs, 3SUdopus,
raJLTIOIUHAIIMN, MaHUAKaIbHO-ICIPECCUBHBIN IICUX03, ICTPECCHs, ITAPaHOUS.

Opranbl 9yBCTB: 3aHsIs CyOKaICyJIspHas KaTapakTa, MOBBIIICHHE BHYTPUIIIA3HOTO JaBJICHUS
(BI'T), rmaykoMa ¢ BO3MOXHBIM MOBPEKICHHEM 3PHUTEIHLHOIO HEPBA, 9K30(TaIbM, CKIIOHHOCTh K
Pa3BUTHIO BTOPUYHBIX OaKTEpUATbHBIX, TPHOKOBBIX WJIM BUPYCHBIX WH(EKIIHIA TJ1a3.

OOMeH BelIeCTB: OTPULIATENbHBINA a30TUCTHIA OanaHc, OOYCIOBIEHHBIM KaTabOIU3MOM
OEIKOB.

OnopHo-aBUTaTENbHAS CHCTEMa: 'CTepouJHas" MHUOTATHs, CHI)KCHHE MBIIICYHONH MaccChl,
OCTEOIOPO3, Pa3pbIBbI CYXOXKHJIHH, B OCOOCHHOCTH aXWIJIOBA CYXOXKWIIHS, KOMIIPECCHOHHbBIE
MEPEJIOMBl  TIO3BOHKOB, AaCENTHUYECKHH HEKPOo3 SHu(HU30B OCIPEHHOH M IICUEBOH KOCTH,
MATOJIOTUYECKUE TIEPETIOMBI UTHHHBIX KOCTEH.

KoyHble MOKPOBBI: MEJICHHOE 3a)KUBJICHUE PaH, NICTOHUYEHUE U CHUKEHHUE MPOYHOCTH KOXKHU,
METEXUH, DKXMMO3bBI, dPUTEMa JIHIA, BO3MOXKHOE IOJABIIEHWE PEAKIHUU TpPHU KOXKHBIX TecTax,
TUPCYTU3M, TMOBBIIIEHHOE MMOTOOTACTICHHE.

Anneprudyeckue peakiuu: reHepaan30BaHHbIe (KOJKHAs ChIMb/KPAIMBHULIA).

Jlpyrue: TOBBIIIEHHWE ameTuTa, WKOTa, AapPUTMHUHU, TUIEPKOAryasus, TPOMOO3BI,
Tpopuueckue W3MEHEHHUS POTOBUIIBI, TOBBIIICHHOE BBIBEJCHHE KAIbIHS, THUIOKAIBIINEMUS,
pa3BuTHE WK 000CTpeHrEe NHPEKITMOHHBIX 3a00JI€BaHUH.

CungpoM "OoTMeEHBI": €ClM y TAlMeHTa, JUTMTEIHHO MPUHUMAIOUIETO TIFOKOKOPTUKOUIBI,
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OBICTPO  YMEHBIIAThH

703y  Ipernapara,

MOTYT pPa3BUTLCA  IIPU3HAKHU HaIIHOLquHHKOBOI;'I

HEJIOCTATOYHOCTH, apTepuaibHas TUINOTEH3Us U cMepTb. Kpome TOro, BO3MOXKHO pa3BUTHE
cuHapoMa "OTMEHbI", HE CBA3aHHOTO C HAJINOYEYHUKOBON HEJOCTATOYHOCTHIO (aHOpEKCHS,
TOIIHOTA, PBOTA, JIETAprus, TOJOBHas O0OJb, JUXOpPajKa, apTpairus, JAECKBaMAIlMs SIUTEIHS,
MHUAJITHUS, CHIDKEHUE MacChl Tela, CHIbKkeHune AJl).

Tabnuua N2.3. llekapcTBeHHbIe B3aMMOAEUCTBUA IMIOKOKOPTUKOUA OB

[Ipenapatsl

OpdexTs

BJ'IOKaTOpI)I KaJJbIIMEBBIX KaHAJIOB,
XUHUAWH, SpUTPOMULIMH, THAWHABUD

CHuxenue 3pPeKTUBHOCTH NEPEUNCIIEHHBIX IPENapaToB

HIIBII

Bo3spacranue pucka ¢popmuposanus 5138 B JKKT

Wnnykropst  ¢depmenta CYP3A4
(Hanpumep, (dbeHnuTouH,
(henobapOuTan, KapOamasenuH,
MIPUMH/IOH, pudadyTuH,
pubamMnuuuH) WIM  [penapaTos,
MOBBIIIAIOLTIX MeTaboIMuecKuit
KITUPEHC TIIIOKOKOPTUKOHUIOB

(3¢enprH 1 aMHHOTTFOTETUMUT)

Ocnabnenue neMcTBUS TITIOKOKOPTUKOUIOB

Nurubutoper  pepmenra CYP3A4|YBenuueHne KOHIIEHTPAIIUN TIIFOKOKOPTUKOUIOB B KPOBH
(KeToKOHa307, MaKpOJUIHbIE

AHTUOMOTHKY U JIp.)

['unornukemuueckue, ['MIOKOKOPTHKOUTBI YMEHBIIAIOT TepaneBTHYECKOe
aQHTUTUIIEPTEH3UBHBIE  IpernapaThl, | AeWCTBHUE MEPEUUCIICHHBIX MTPEenapaToB

MpPa3uKBAHTEIb M KaJIUUBBIBOSIIINE
TUYPETUKHI

I'emapum, anbenaason,
Kanuiicoeperarolue JnypeTuku

IToBEIIIICHNE aKTUBHOCTH MNEPCUUCIICHHBIX IIPCIIapaToB

HerﬂMHe AHTHUKOAr'yJIIHTbI

N3menenus CBEPTBIBACMOCTH KPOBHU

AHTaroHUCTEI Bz -
aZpPEHOPEIETITOPOB, THA3UIHBIE
TNYPETUKH, dbypocemun,

ATaKPUHOBAsT KHCIOTa, WHTHOUTOPHI
KapOoaHTHApa3bl, aM(pOTEPUITUH

HpI/IMeHCHI/IC BBICOKHX J03 TIFOKOKOPTUKOHU OB
YBCINYNBACT PUCK PAa3BUTUSA TUIIO KAJIMEMUU

AHTanuIbI YMeHpIIaIOT ~ BCachlBaHME  IIFOKOKOPTUKOMIOB  IIPU
npruemMe BHYTpb

Canuuunatsl YBenuueHne NoYeyHOro KJIMpeHca CaJInLUIaToOB

OpanbHble KOHTPALIENITUBEL, | YBennueHue T1/2 TIIOKOKOPTUKOUIOB

AHTUTUPEOUIHBIE TTperapaThl

Tannpomun B0o3MOXHO pa3BUTHE TOKCHYECKOIO AMIUAECPMAIBHOTO
HEKpOJIn3a

Cepneunble TIIMKO3U/IbI I'moxoxopTHKONIBI MOTYT MOBBIIIATh pHCK
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BO3HHUKHOBEHUS apUTMHUHU WIH JUTUTATMCHON
MHTOKCHKAIUU
Comarpornua 3amemnenre abcopOIMKM COMATPOITMHA
Oranou, ATaHOJICOJEpIKAIINE | YBEIMUEHUE YaCTOThl MOSIBICHUS WIM HHTEHCUBHOCTHU
Ipernaparsl 3PO3UBHO-A3BEHHBIX nopaxkeHnit JKKT

MuHepanokoptTukonabl. MexaHnam aencteusa n cpapmakonornyeckme adpcekTbl

OcHoBHast (QyHKLHS MHUHEPAJIOKOPTUKOUJOB — 3aJepKKa B OpraHu3Me HaTpus H
nojJiep>kaHue (pU3NOJOTMYECKOW OCMOJIIPHOCTU BHYTpeHHEH cpeapl. [N1aBHBIN OpraH-MUIIEHb
TUX TOPMOHOB — TOYKA, IJIE OHU YCHUJIMBAIOT AKTHBHYIO peadCcopOLMI0 HATpus B JUCTAJIBHBIX
U3BHUTHIX KaHAIbLAX M COOMpATENbHBIX TPYOOYKaxX, CTUMYJIUpYs OSKcrpeccuio rena Na™-K'-
AT®a3e1l. Kpome TOro, MUHEpaJIOKOPTUKOU B CIIOCOOCTBYIOT BBIJEICHUIO IOYKaMU HOHOB Kallus,
BOJIOpOJAa U aMMOHHUA. JlJI1 3aMECTUTENBHON Tepalui MUHEPATOKOPTUKOUIHON HEAOCTATOYHOCTH B
HACTOSIIIee BPeMsI IPUMEHSIETCSI TOJIBKO (DIyIpOKOPTHU30H.

®apmakokuHetuka. Ilocme mnpuema BHYTpb (IYyIPOKOPTH30H OBICTPO U IOJHOCTHIO
BcachiBaeTcs U3 XKKT. Cmax Gi1yapokopTH30Ha B IUIa3Me JOCTUTAETCsl TPUOIU3UTENBHO yepes 2 d.
Ces3piBanue ¢ Oenkamu miaasMbel — 42%. Metabonusupyercs B nedeHH. BbIBogUTCS moykamu B
BHJIE HEaKTHUBHBIX MeTabomuToB. T12 u3 mmasmel — 3,5 4. Jlerko mpoxXoJuT rucroreMaTH4ecKue
6apbepsl. T2 — 18-36 u. He3HaunTenpHast 4aCTh AKCKPETHUPYETCS IPH JTaKTAIIHH.

OcoOennoctu mnpumeHenus. Ilpenmapar sddextuBeH mnpu mnpueme BHYTphr U oOsagaer
MOIIHBIM  MHHEPAJIOKOPTUKOUAHBIM  JIEHCTBHUEM, CONOCTABUMBIM C aiubAOCTepoHOM. llpm
OCpEeMEHHOCTH MOXET TOTpPeOOBaThCS yBEIWYEHUE O3Bl  (PIYyIPOKOPTH30HA, IOCKOJIBKY
3HAYUTENIBHO TIOBBIIIAETCS YPOBEHb IPOrECTEPOHA — AaHTAarOHUCTAa MHHEPATOKOPTUKOUIHBIX
peuentopoB. MHorma n03y (iayapoKOpTH30HAa NPUXOAMUTCS YBEIWYMBATh B JIETHEE BpeMs

(0coOEHHO B YCIIOBHSIX JKapKOTO KJIMMaTa) M3-3a OOJBIIMX MOTEPh C MOTOM HATPHUS U BOJBI (TalJI.
r4).

MNobo4yHoe pencreBue

Co cTopoHBI cepAcuHO-coCyaucTor cuctembl: Al', mepudepuyeckue oTeku, THnepTpodus
JIEBOTO  JKEIyJodYKa  CEepJla,  HEJOCTAaTOYHOCTh  KPOBOOOpAICHMs,  TUIEPHATPHEMHS,
TUTIOKAJIBIIUEMHUSI, apUTMUH, Opanukapaus, usmeHenus: Ha DKI', xapakTepHbie I THIOKATHEMUH,
TUIEPKOATYIALNs, TPOMOO3bI, OOTUTEPUPYIOIIHIA SHIAPTEPUNT.

Co CTOpOHBI OMOPHO-JABUTATEILHOTO armmapara: MBIIIEYHas CIab0CTh, CTEPOUIHAS TOTEPs
MBIIIIEYHOM MAcCChl, OCTEOTIOPO3, KOMIIPECCUOHHBIN TIEPEIOM MTO3BOHOYHHMKA, aCENITUYECKUN HEKPO3
rOJIOBOK OepeHHOM U TIeUeBOil KOCTEH, MaTOJIOTUYECKUE TIEPEIOMbI ITMHHBIX TPYOUaThIX KOCTEH.

Co croponbl XKT. CrepoumgHas si3Ba ¢ BO3MOXKHBIM IPOOOJCHHUEM W KPOBOTCUYCHHEM,
MAHKPEATUT; METCOPU3M, SI3BEHHBINA 330(paruT, HAPYIICHUS MUIIEBAPEHHUS, TOIIHOTA, MOBBIIICHHUE
WJIY CHW)KEHUE alleTuTa, pBoTa, MKOTa, nosbiieHue aktuHoctu AJIT, ACT u I ®.

Co CTOpOHBI KOXH: YIpH, 3aMEVICHHOE 3a)KUBIIEHUE PAH; UCTOHYEHUE KOXKU; METEXUH U
reMaToMbl, DJpUTEMA, I[OBBILICHHAsA MOTJIHUBOCTb, AJUIEPTUUYECKUM JEpPMATUT, KpalUBHULA,
AHTMOHEBPOTUYECKUN OTEK, IKXMMO3bI, TUIIEP- WM TUIIONUTMEHTAlMs, CKIOHHOCTb K Pa3BUTHIO
MMUOJIEPMUH U KaHJIU1034.

Co croponsr I[HC: mnossimmenne BYJI, cymoporu, TrolOBOKpYKE€HHE, TOJOBHAas OOJIb,
HApYILIEHUS CHA.

Co cTOpOHBI OPraHOB 3HJIOKPUHHOM CHCTEMBI: BTOPUYHAs HAANOYEUYHUKOBAs U THIIOTaIaMo-
runoduzapHas HeJOCTaTOUYHOCTh, cHHApoM KyiuHra, HapyiieHus: MeHCTpyansHoTo Iukna; HTT;
Manugectarus sgareHTHoro CJ] ¥ moBbIIeHWE TOTPEOHOCTH B HHCYAWMHE WM TMEPOPATBHBIX
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TUIONIMKEMUYECKUX Npenaparax y 6oibHbIX ¢ C/l; rupcyTusm.

Co cropoHbl oOpraHa 3peHus: 3aiHAd CyOKamcyssipHas — KaTapakTa, YBEJIWYECHUE
BHYTPUIJIA3HOTO [JaBJICHUS, TJayKOMa, 5K30()TalbM, CKIOHHOCTh K Pa3BUTHIO BTOPUYHBIX
OaKkTepHuatbHBIX, TPHOKOBBIX MM BUPYCHBIX MH(EKIUI I1a3, TpO(PHUECKIE U3MEHEHHS POTOBHUIIBL.

Co CTOpOHBI ICUXUYECKOH Cepbl: MAHUU WU JETUPUO3HBIN CUHIPOM.

MertabOonuueckue HapylIeHMs: OTpPULATENbHBIA a30TUCTBIM OanaHc; TUIEPrIMKEMUs;
TIIFOKO3YpHS, IOBBIIIEHHOE BhiBeneHne Ca!, runokanneMuueckuii CHHAPOM.

[Ipoune: anadumakTUYECKHe PEAKLIWHU; YBEIMYEHHUE MACChl TeJa; MAaCKHPOBKA CHMITOMOB
MHQEKIIMOHHBIX 3a00JIeBaHNi; 0OMOPOKH; pa3BUTHE WM 000CTpeHne nH(eKIni (TIOSBICHUIO STON
HexenaTenbHo  mobouyHoM  peakumu  (HIIP)  cmocoOCTBY:OT COBMECTHO — MpHUMEHsSIEMbIE
MMMYHOJIEIPECCAHThl U BaKLMHAINUSA); JIEGHKOLUTYPHSI; CHHIPOM "OTMEHBI".

Tabnuua r2.4. Bsaunmopeuncrtaue ¢nyapokopTM3oHa c apyrumu
NleKapCTBEHHbIMU CpeAcTBaMU

[Ipenapar OddexTs
Cucremnsle TJIFOKO- u | [ToBbimaer 3¢(heKTHBHOCTH (M TOKCUYHOCTD )
MUHEPATIOKOPTUKOHIbI
Anabonnueckre CTepouIbl, aHIPOreHbI CHmxaer 3¢ (eKTUBHOCTD, YBEIMYHUBAET

TelMaTOTOKCUYHOCTh, TIOBBIIIAET PHCK Pa3BUTHSA
nepudepuyeckux  OTEeKOB, yrped  (IPUMEHSTH
OCTOPO>KHO TIPH OO0JIE3HIX TIEYCHHU B CEPIIIa)

Cepreunble TIMKO3UABI W Tpemnapartsl, | YcuiauBaeT BeposiTHOoCcTh HITP
BBI3BIBAIOINE TUITOKATHEMHUIO (INYPETHKH,
amporepurua B)

Harpuiiconep:xaiire npenapaTbl Bo3spacraer puck pa3Butus nepupepruieckKiux 0TEKOB
U TUIIEPTEH3UU

AnetuncanuiioBass Kuciota W apyrue |[loBeimaercss  puck  W3BSI3BICHUS — CIM3HCTOM
HIIBII 000JI0YKH JKEITyIKa

BapOuTyparel,  NPOTUBOIMWICHTHYECKHUE | Y CKOPSIOT META00JIU3M KOPTHKOCTEPOHIIOB (IyTeM
cpeanctBa  (peruTowH, KapOaMaszenuH), | MHAYKIMH  MHUKPOCOMAlbHBIX  (EPMEHTOB) |

pudammuH 0CIIA0IAIOT UX JEHCTBUE

KOK, coaepkaiiinie 3cTporeHbl 3aMeUIsIIOT  MeTaboJu3M, yBENUYMBAIOT Ti12 U
YCUIIUBAIOT JeCTBUE (PIIyIPOKOPTU30HA

AHTUTUCTaAMHUHHBIE TTpENapaThbl OcnabnsiroT nefictBue GIyapoKOpTH30HA

AHTHKOAryJIsSHTBI (npou3BoaHbIE | B3pIBaIOT CHMKEHHE, @ Y HEKOTOPBIX OOJBHBIX —

KyMapHHa, WHJIAHIUOH, renapyvH), | oBbIIeHne d3PPEKTUBHOCTH (PIyIPOKOPTHIOHA

CTPCIITOKHNHA34d, YPOKHHA3a

TpI/II_[I/IKJ'II/I‘-IeCKI/Ie AHTUACTIPCCCAHTBI MOI‘YT YCUIINBATDb IICUXUYCCKHUC HapylmcHus,
CBA3aHHBIE C IIPUCMOM (I)J'Iy,[[pOI(OpTI/I?»OHa (He
CJICAyeT Ha3HavaTb HUX A JICUCHUA OAaHHBIX

HapyIIECHNUH)

Ddenpun MoeT yCKOpATh METaboINU3M KOPTHKOCTEPOUIOB
(BO3MO’KHA KOPPEKLIUS 10361 (DIyAPOKOPTHU30HA)
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[TepopanbHbie TANIOTIMKEMHAYECKUE
CpeacTBa u WHCYJIUH (BO3MOXKHA
KOpPPCKIUA J1O3bI TUIIOTJINMKEMHNYCCKUX
CPEIICTB)

Ocnabiser TUIIOTIIMKEMUYECKOE NEHCTBUE

KanuiicOeperaromime
cllabuTeNbHBIE CPEJICTBA

JTUYPETUKH,

Ocabiser neicTBue

HNmmyHOIepeccanThl [oBrbItraercst puck pa3BUTHs WHMEKIUH, JTUMPOM H
apyrux muMponposmpepaTHBHBIX 3a00JeBaHUN
CoBmecTHOE pUMEHEHHE ¢ | @iy JpOKOPTU30H MOXKET CIOCOOCTBOBAThH YCHIICHHIO

ACTOJIAPUIYIOINMMH MUOPECIIaKCAHTaAMH

6J'IOKaI[I>I CHUHAIICOB W TPHUBOJUTH K YBCIWYCHHIO
MMPOAOJIKUTCIIBHOCTHU HCpBHO-MBIHIG‘IHOfI 6n01<am,1
3a CUCT Ir'MInoKaJblIEMUN

Bo3moxkHna  perumkanus — BUPYCOB  (pa3BUTHE
BHUPYCHBIX 3a00JIEBaHUI) U CHIDKEHUE BBIPAOOTKU
aHTUTeNn  (OJIHOBPEMEHHOE  INpPUMEHEHHE  He
pEeKOMEHAyeTCs])

HpI/IMCHeHI/IC BaKIUH, COACPKAIIUX KHUBBIC
BUPYCHI

Jlpyrue  BakUMHBI B  COYETAaHUU C
(bIyIPOKOPTH3OHOM

[ToBbIIaIOT PUCK HEBPOJOTHYECKHX OCIONKHEHHU W
CHWKAIOT BBIPAOOTKY aHTHUTEN

Tabnuua '2.5. Cxema KoppeKkuum 3amectutenobHou tepanuu npmn BOKH

Vcnosue JewcTBue

Jluxopanka VYBenudeHnue 1036l TUAPOKOPTU30HA B 2 pasza mpu t
38 rp C, B 3 paza nipu t 39 rp C 1o HOpManuzanuu
(oObryHO 2-3 nAHS); TOBBIIMICHHOE YHOTpeOIcHUE
ANEKTPOIUTCOACPIKALUX KUIKOCTEH

lactposuTepur wunu  tpaBma (mpuem |['mapoxoptu3on B/M 100 Mr B cyrku (Hampumep,

OpaJIbHBIX (POPM HEBO3MOIKEH) yrpoM 50 mr, 1HEM 25 MT B BeuepoMm 25 MT)

Xupyprudeckoe JedeHue (HecnoxHoe; | ['mapokoptu3on B/M 50-75 mr B cyTku oObI4HO 1-2

MaJIOMHBA3UBHBIE TMPOIEAYPHl, Hampumep |aHs (Hampumep, 25-50 mr 3a 15-30 mumHYT 10

330(aroracTpoIyoIeHOCKOIHS,
AKCTpAaKIIH 3y0a)

BMENIATEIbCTBA U 25 MT Iociie BMeI_HaTeJ'ILCTBa)

Bonpiioe xupyprudeckoe BMEIIATEIHCTBO
moj O0IIKMM HAapKO30M, TPAaBMa, POJbI HIIU
007e3Hb, KOTOpas TpeOyeT HHTEHCUBHOMU
Tepanuu

I'mapokoptuzon <*> 100 Mr B/B OoirocHO, aaiee
HenpepsiBHOe BBeneHue 200 mr B cytku (wim mo 50
MT KaXKJIbI€ 6 4 B/B HJIM B/M); HEIPEPHIBHOE BBEJICHUE
xuakocteit (5% nexctposa u 0,9 wmu 0,45% NaCl).
[Tocne pomoB 6e3 OCIIOKHEHUN — OOBIYHO MEPEBOISAT
Ha mnpueM nepopanbHbix ['KC B 0OBIYHBIX st
MalyreHTa J03aX.

I[Ipy roagkoM  TEYEHMHM  TOCIEOMEPAIHOHHOTO
nepuoja B MepBble TP JHS BHYTPUMBILIIEYHO BBOIST
100-150 Mr ruapokopTM3oHa B CYTKH, 3aTeM 3-5
nHet — 75-100 Mr B CyTKH, IOCJIE 4Yero MmalueHTa
MEPEeBOAT Ha TaONEeTUPOBAaHHBIC Tpenaparbl IO
OOBIYHOM CXeMe.
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AIMCOHNYECKUN KpU3 CM. Tekct nanee

<*> ['UIpOKOPTU30HA CYKIIMHAT HATPHUSL.

[Ipumeuanue.
Hymepanus pas3zienoB 1aHa B COOTBETCTBUH € OUIIMAIBHBIM TEKCTOM JIOKYMEHTA.

4. Anroputm rieyeHus1 oOCTpon HagnoYe4HMKOBOM HegocTtaTtouyHocTu npu BAOKH

3KCTpeHHbIe Mepbl

- YcTaHOBJIEHHE BHYTPUBEHHOTO JIOCTYIIA.

- B/B BBemenue 2-3 1 0,9% pactBopa Harpusi xsiopuga (co ckKopocTtbio 1 71 B Hac).
OO6s13aTeIbHO MOHUTOPUPOBATH TMPHU3HAKH MEPErpy3KH KHUAKOCTHIO (apTepHalibHOE MJaBJICHUE,
LEHTPAJILHOE BEHO3HOE JIaBJICHUE, TUYPE3, SJIEKTPOIUTHI KPOBH, XPUIIBI B JIETKUX).

- B/B BBenenue ruaporoptrzona (100-150 Mr HemeaieHHO U gaiee Kaxple 6 Jac).

MepbI nocne cTabunusaumm coCToOAHMA NaumeHTa

- Ilponmomxenue B/B BBeneHus 0,9% p-pa Harpus xjopuja ¢ yMEHbIIEHHEM oObemMa U
ckopoctn uHY3un (B TedeHue 24-48 dac), mocie BocctaHoBieHuss OIIK — momosiHMTENHHOE
BBeneHue 5% p-pa gexctpossl (0,5-1 ).

- [loctenenHOE yMEHBIIIEHUE JI03bI TITIOKOKOPTUKOUIOB (B TeueHue 1-3 mHeid).

- Hauano 3amectuTenbHOM MUHEPATOKOPTUKOUIHOUN Teparuu (diayapokoptuson 0,1 mr/cyr.)
IIpH MapeHTepaIbHOU 103e TuapokopTu3ona Menee 100 mr/cyr, npekpamenuu Beenenus 0,9% p-pa
HaATpHUsl XJIOPHUJIA WK MIEPEX0/ie Ha MEePOPaAbHBIN MPUEM THIPOKOPTU30HA.

- Ilouck u nedeHue 3THONOTHMYECKOro ¢akTopa (BEpOSATHBIX HH(MEKIHI), MPUBEOIIUX K
OCTPO HAJMOYEUHUKOBON HEIOCTATOYHOCTH.

JdanbHenwee BegeHue

Ilocne CTa6I/IJ'II/I3aI_[I/II/I COCTOSHHA ITallMCHTa U CHUKCHUS CYTOqHOﬁ J03bl THAPOKOPTHU30HA
menee 100 mr B CYTKH IanuCeHTa MNEPCBOAAT Ha IMOCTOAHHYHO 3aMCECTUTCIIbBHYIO TOPMOHAJIBHYIO
TCpaInuo Ta6J'ICTI/IpOBaHHBIMI/I nperaparaMmy ruipOKOPTU30HA.

Tabnuua [2.6. 3amecTuTenbHas Tepanua MNpuU OCTPON HaAMNOYEYHUKOBOM
HepocTaTtoyHocTu npu BAKH

IIpenapar IIpumeHeHue

JlorocnuTanbHbBIN 3TaI

I'uapoxopTH3oH BHyTpHBeHHO (THAPOKOPTU30HA CYKIIMHAT HATPHsI) WK BHYTPUMBIIIEYHO,
(mpenapar BbiOopa) | 100-150 mr

Jlexcamera3zon  wiM | BHyTpuBeHHO, 4-8 M CTpyHHO Ha IOTOCHUTAIBHOM JTalle
IIPEIHNU30JI0H BuyrpusenHo, 40 Mr cTpyiiHO Ha JOTOCHUTAJIBHOM 3TaIle

1 cytkmn
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(01.07.2021) — YTBepxaeHbl MuHzgpasom PO

I'mppoxopTuson BuyrpuBenHo wnu BHyTpumbliedHo, 100-150 Mr xaxzaele 6,
(mpemnapar BeIOOpa) | MakcuMaibHas cyrouHas jo3a — 800-1000 mr

2-5 cyTKH

I'mppoxopTuzon [Ipu AJl 100 MM pT. CT. U BbIILIE [IEPEBOJT HA BHYTPUMBILLIEYHOE BBE/ICHUE,

50-75 mr kaxnaesie 6-8 9, ¢ TOCICAYIONIMM CHIDKEHUEM JIO3bl KaXKIbIe
cyTkHu (25-50 mr 2-4 pa3za B cytku). [Ipu no3e menee 100 mr — noGaBneHue
brynpokoptuzona 0,05-0,2 mr/cyt

[Tocnenyromue nHA

I'mapokopTuzon +
(bayIpOKOPTH30H

[IepeBon Ha mepopalIbHBIN ITPUEM

- Buytps, 40 Mr yrpom u 20 mr B 18:00, mocTeneHHOe CHUKEHUE 03B JI0
CTaHJapTHOW 3amectuTenbHOM (1m0 40 wMr ruzgpoxoptuzona (10 wmr
MIPEIHNU30JI0HA) B CYTKH)

- Buytps, 0,05-0,2 mr B cytku (00Obruno 0,1 Mr /cyT)

Hogeie, nuznannsie B 2020-2021 rr. u odunmansHo yrBepkaéHHbIe Mun3apaBoM PO,
KIIMHUYECKHe peKOMEeHAalnu (pyKOBOICTBA, IPOTOKOJIBI JICUEHHS) — HA HAILlEM caiTe.

WNHTepHeT-ceplIKa:

http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii protokoly lechenija/54.

Ecnu rie-To keM-To TaHHBIN JOKYMEHT ObLI paHee pacreyartaH, JaHHoe n3o0paxenne QR-koma
MIOMOJKET BaM OBICTPO MEPEHTH 1O CChUIKE ¢ OyMaXKHOM KOTIMU — B HEM HAXOJIUTCS dTa CChLIKA.
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