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CIMcoxk coxkpalueHun

170HP —17-rnagpokcunporectepoH

HLA-komnnekc — Human Leucocyte Antigens (cuctema reHoB TKaHEBOWM
COBMECTMMOCTM Yenoseka)

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

Al — ApTepuanbHas rmnepTeH3us

AKTI— AApeHOKOPTUKOTPOMHbIA FOPMOH

APIT — PeHMHOBasa aKTUBHOCTb MJ1a3Mbl KPOBU

BOKH — BpoxaeHHas ANCHYHKLUNSA KOPbl HaAMo4YeuyHMKOB

[K— 'ntoKkokopTMKOMAbI

F® BAKH — N'mneptoHnyeckas dopma BAKH

OOK — [1e30KCUKOPTUKOCTEPOH

XKKT — XKenyaouHo-KULWEeYHbIA TpakT

NMT — NHagekc mMacchl Tena

KOK — KoMbuHMpOBaHHble opasibHble KOHTPaLEenTMBbI

NNBMN — JlIunonpoTenabl BbICOKOW MAOTHOCTU

MK — MuHepanokopTukonasl

HBAOKH — Heknaccuuyeckas dopMa BpOXAEHHOW ANCHYHKUNM KOpbI
HaANoOYe4YHNKOB

HMNO — Hapy>Hble nonoBble OpraHbl

HTI — HapyweHne TonepaHTHOCTU K r1loKo3e

0 — OpanbHblli MOKO30TONIEPAHTHbBIA TeCT

OXC — Obwmit xonectepuH

C — CaxapHblit anabet




TepMMHBI U OIIpeae/iIeHUS

CexkBeHMpoOBaHue - Olpefe/eHNe Mocaef0BaTeIbHOCTY HYKIeoTU 0B B Mmosiekysie [THK v
TI0C/IeI0BATEIbHOCTY aMUMHOKIMCIOT B MOJIeKyJie OeJika.

KOMHaYH,Z[-I'ETepOBMI'OTHOCTb - COCTOAHME OpraHMn3Ma, ITpu KOTOPOM OAMH U TOT JKe JIOKYC
Ha TOMOJIOTMYHBIX XpOMOCOMax IpeacTaBJI€H pa3HbIMM MYTAaHTHBIMMU aJlJICJTIAMM.

MyTanus (maTOreHHbIVi BAPpMAHT) - 3MEeHeHMe B Hac/leICTBeHHbIX cTpyKTypax ([IHK, reH,
XpOMOCOMa, TeHOM):

e CO COABUIOM paMKM - IPUBOIMAIIAS K HAPYIIEHMI0O HOPMAa/JIbHOIO OTCUETa KOAMPYIOIIMX
TPUILIETOB (JIe/Ieli VJIY BCTaBKM yUacTKOB MojieKyibl JTHK, pasMepbl KOTOPBIX HE KPATHBI
TpeM  OCHOBaHMSIM);  OOBIUHO  IIPUMBOOUT K  M3MEHEHUI0  aMMUHOKMUCIOTHOI
IIOCJIeIOBATEIbHOCTY O€JIKa;

e CIUIAJICMHIOBAs - 3aTparuBamolias CaiT CIUIAiCMHIA U MPUBOIMALIAA K HENpaBUIbHOMY
BbIpE3aHMIO MHTPOHA JIMOO K ymaneHuio u3 Mojekynbl PHK mHbopMalMoHHO 3HAUYMMOIA
3K30HHOI1 I10C/IeJ0BATEIbHOCTH.

Heonartanbubiii cKpyHMHr Ha 170HP - mosBossieT OMarHOCTUPOBATh Kiaaccuveckue
dopmbl medbunura 21-ruapokcunaaspl. Ha BTOpoM 3Tarie CKpUMHMHIA (peTecTMpOoBaHMe)
[IPEIIIOUTUTENILHO Olpee/ieHe MYJIbTUCTEPOUTHOTO CIIEKTPa METOLOM TaHeMHOI Macc-
CIIeKTPOMETPUMN.

B P® HeoHaTanbHbIi CKPMHUHT Ha BbisBieHMe Aebuuurta 21-TUAPOKCUIA3bl MTPOBOAUTCS
corjacHo Inpukasy MunsgpascoipasButus PO ot 22.03.2006 N 185. CKpMHMHT HauMHAETCS
B POAMJIBHOM JOMeE: y KaskIOro HOBOPOXKIEHHOTO OGepeTcss HeCKOJbKO Kallelb KPOBM Ha
CIlelMa/IbHbIN TecT-6/1aHK, KOTOPbIV HampaB/IsieTcsl B CHelMaJu3MPOBaHHYIO 1ab0paTOPHIO
IJ1s1 ITPOBeleHMsT MCCIenoBaHMs. Y TOHOIIEHHbBIX IeTel KPOBb AJIs1 UCCIeq0BaHMs 6epyT Ha 4
IeHb XKM3HU, Y HEJOHOIIEHHbIX — Ha 7 JeHb KU3HU. VCIo/Nb3yTCS pa3Hble MMOPOrOBbIE
ypoBHM 170HP B 3aBMCMMOCTM OT MacCChl Tejia IIPU POKOAEHUM, KOTOpPbIe OmpeeseHbl IJis
Kaxkmoit mabopatopun. CBeieHUsT O TIOJIOKUTEIbHOM pe3yJ/ibTaTe CKPMHMHTA COOOIIAI0TCS B
MOJIMKJIMHUKY TI0 MeCTY KUTebCTBAa pebeHKa, MOC/ie Yero MpOUCXOAUT IOBTOPHbIN 3a60p

KPOBM JIJISl PETECTUPOBAHMSL.

HHTpouTOoIuiacTuka - bopMupoBaHue ipeAaBepusi BXofa BO Blaraiuiie.


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

1. KpaTkasa nH@opmanus 1mo 3a00/1eBaHNI0 UIN
COCTOSIHMIO (TPYIIIbI 3a00/1eBaHUI WIN
COCTOSIHUMN)



1.1 Onpenenenue 3a001eBaHUSI WIM COCTOSHMUSI
(rpynnsl 3a60/1€eBaHUIT UJIV COCTOSTHMI)

BpokaeHHass guc@yHKIUs Kopbl HaamouyedyHMKoB (BJAKH) — sTo rpymma ayTOCOMHO-
pelecCUMBHBIX 3a00/IeBaHMIA, XapaKTepusyouuxcs gedheKToM OIHOro 13 (GepMeHTOB WIN
TPaHCIIOPTHBIX O€JIKOB, MPMHMMAIOUIMX Yy4yacTHe B CUHTe3e KOpPTMU30jla B KOpe
HaII0YEeYHMKOB.



1.2 3Tnonorus u nnaroreHe3 3ado1eBaHUs UIN
COCTOSIHUA (TPyIIibl 32a00/1eBaHUI U
COCTOSTHU )

[TpuunHoit pasBuTus 0607 dopmbl BIKH sBASIIOTCS TaTOreHHble BapuaHThl T'eHOB,
OTBeUawolMx 3a CUHTe3 (epMeHTOB WAM TPAHCIOPTHBIX OEIKOB, YUYaCTBYIOIIMX B
61MoCcHuHTe3€e KOPTMU30JIa.

BIKH BciencrBue geduimta 21-ruapokcuiasbl 00yc/ioB/ieHa ITaTOTeHHbIMM BapMaHTaMM B
reHe CYP21 (CYP21A2), Haxopsmemcsi B HLA-KOMIUIEKCce Ha KOPOTKOM Iuiedye 6-11
xpomMocoMmbl (6p21.3). Onucano 6osee 200 rmaToreHHbIX BapuaHTOB CYP21A2. BOIbIIMHCTBO
(75-80%) u3 HUX TPUXOAUTCS HA TOYEUHbIe MUKPOKOHBepcumu Mmexay reHom CYP21 u
rOMOJIOTMYHBIM eMy niceBgoreHom CYP21P (CYP21A1P, CYP21A), B TO BpeMs Kak Bcero 20-
25% TipuxomuTCs Ha KPYIIHble MyTalluy — Jejielluy UM KOHBepCuM, MpUBOAsIIMe K Oosee
TsokenbiM - opmam BIIKH. Kpome Toro, cyiecTByioT Oojee peakue CHOpagudecKue
raToreHHble BapMaAHTBhI.

B OGonbiiMHCTBE CIydyaeB medwuiiuta 21-ruapoKcuiaasbl OTMeuaeTcsl Haauuue (eHOTUII-
TeHOTUIIMYECKOI  Koppensuuu. Tak MaToreHHble BapMaHTbl, COIPOBOKIAIOIIMECS
coxpaHeHueM Oosee 5% axKTMBHOCTU (epMeHTa, IPUBOAAT K HeKIaccuueckoir @opme
3a00/ieBaHMS; KpYMIHbIe [Helelyuyu U CIUIAICMHT-MyTaluy, IPU KOTOPbIX aKTUBHOCTD
dbepmenTa cHmskeHa go 0-2% - K knaccuueckum dopMam. OgHAKO HEOOXOOMMO IOMHUTD,
YTO OJHM M Te Ke IMaTOT€HHble BapMaHTbhl MOTYT IIPUBOAUTH K pPa3sHbIM (PeHOTUIUUECKUM
nposiBeHusM (tab6sn. 1)[1,2,3,4].

Tabauya 1. @eHomunuueckas Koppeasayusi Haubosee uacmslX NAMO2EHHbIX 8APUAHINOE 2eHd
CYP21 npu pasauurwvix popmax BJIKH.

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

- I2spl - P30L - P30L

I172N - I172N P453S

- R356W P105L

- Q318X R339H

- Knacrep E6 V304M

- V237E G375S

B ciayyae KOMITayH[I-T€TEPO3UTOTHBIX COCTOSIHMI KIMHMYECKas KapTMHA OIPemessieTcs
bojee «IerkuM» IMaTOT€HHBIM BapMaHTOM. B oT/inume OT JeTCKOro BO3pacTa, Y B3POC/bIX
HECKOJIbKO 0ojiee BBICOKA UYBCTBUTEIbHOCTb MMHEPATOKOPTUKOUIHBIX PEeIenTOpOB,
II03TOMY Te IAaTOTeHHbI BapMAaHThI, UTO B JIETCTBE Yallle JaBaiM KIMHUYECKYIO KapTUHY,
XapaKTepHYIO JIJISI COMbTePsIoIieii GopMbl, Y B3pOCIbIX MOTYT ITPOSIB/ISITHCS B BUJIE IIPOCTOI
BUPWIbHO opMmblI (TabI. 2).

Tabauya 2. @eHomunuueckue NposieJieHUs. PA3aUUHbIX 2eHOMUN08 Y 83POC/blX NAUUEHMO8 C
deuyumom 21-z2udpokcuna3svt 8 PO [4].

MaTtoreHHbl BapuaHT KnuHuuyeckune npusHaku 3aboneBaHus (%)

I12spl/12spl ConbTepswowasn 85%



BupunbHas 15%
I1172N/I172N ConbTepsowan 21%

BupunbHasa 78%
E3del/E3del ConbTepstowasa 100%
R356W/R356 W ConbTepstowasa 100%

I'mmepronnyeckass opma BJKH pasBuBaeTcsl BC/IenCTBMe IaTOT€HHBIX BapMaHTOB TreHa
CYPI1B, 5noxkaJiM30BaHHOM Ha 8 xpomocome (8q21-q22).
dyHrIMoHMpYIOT 2 wm3odopMbl ¢depMeHTa, obnamamomye 93% UIEeHTUIHOCTbIO. 11B-
rugpokcuiaasa 1 tumna (CYP11B1) BbipabaThiBaeTCs B ITy4YKOBOV 30HEe KOPbI HAZIIOUEUHUKOB,
oTBeyaeT 3a 6mocuHTe3 KopTtusona u peryaupyercss AKTI mo mexaHM3My OTpUIIATENTbHOI

B opranusme d4ejoBeka

obpaTHOV cBs3U. MimeHHO meduuut pepmenta 11B-ruapokcunaasbl 1 Tura IPUBOAUT K
pasBUTHIO TuIiepToHndeckoit dopmbl BIIKH. Hanbosee yacTblii MaTOreHHbI BApUaHT B T'eHe
CYP11B1 — R448H.

M3onupoBaHHbIi JedekT BTOpoii n3dodopmbl 11B-ruapokcuiasbl (aabIoCTePOH-CUHTETA3bI)
K BJIKH He oTHOCUTCS.

HapyiiieHne cuHTe3a KOPTM30/a BCIeACTBME HeJOCTATOUYHOCTU hepMeHTa 21-TUapoKCcuiasbl
BeJeT K TOMY, UYTO II0 MeXaHM3My OTpULIATENIbHOM o00paTHOV cBSI3u 1u30bITOK AKTT
CTUMYJIMPYET KOPKOBBIN CI0¥ HAAIIOUYEUYHMKOB, UTO BbI3bIBAET ee rurepruiasuio. [Ipy stom
13-3a CYIIeCTBYIONero ¢epMeHTaTMBHOIO 6JI0Ka Ha ITyTU CTepOouIoreHe3a HaKaIlJIMBaIOTCS

npegumeCTBeHHMKM  KOpPTU30Ja W  dHAPOTe€HOB, IIYTU O6p8.30BaHI/IH KOTOpbIX HeE
3a6;0KkMpoBaHbl (puc.la, 16, 18). [1,2,4]
P450scc + P450c17 +
STaR P450c17 170H- b5 17BHSD5
XonectepuH » [lperHeHonoH ™| nperHeHonoH > OraA » AHOQpOCTEHAMON
3RHSD2 3BHSD2 3BHSD2 3BHSD2
Y ¥ A \d
P450c17 170H- 17BHSD5
MporectepoH nporectepon | »| AHApOCTEHANOH »| TecTtocTepoH
R40e2] 1 P450c21 P450c11B 5aR2
11-pe3oKkcK- Y \ Y
KOPTUKOCTEPOH 11-pe3zokcn- 110H- Aduruapo-
KOPTU30N aHAPOCTEHANOH TeCTOCTEPOH
P450c11p P ap A P
\d
P450c11B 11BHSD2
KopTnkocTepoH { y
11-keTo
P450c11AS | KopTtuzon AH[POCTEHAMOH
18-rngpokcn-
KOPTUKOCTEPOH 17BHSD5
P450c11AS Y
v 11-keTO
TECTOCTEPOH
AnbocTepoH

PucyHok la. Cxema crepouaoreHesa




IIpumeuvanns. P450scc (CYP11A1) - 20,22-mecmonasa, uiau «hepMeHT, pacllerlIsionuii
O0KOBYIO 1IeMb XoiecTepuHa» (scc - oT aHriI. side chain cleavage); StAR — cTepougoreHHbI
OCTpBI perynsiTopHbiii 6emok; P450c17 (CYP17A1) — 17o-ruagpokcunasa; P450c17 + b5 -
17,20-nmna3za (CYP17A1) + cytochrome b5; 3BHSD2 — 3-OeTa-
IUAPOKCUCTEPOUIAEIUAPOreHasa, TUII 2; 17BHSD5 - 17-6eta-
TMApOKCUCTepouaaeruaporetasa, Tumn 5; P450c21 (CYP21A2) — 21-rugpokcunasa; P450c11p
(CYP11B1) - 11p -tuapokcunasa; 11pHSD2 — 11-6eTa-ruapoKkcucTepouIIernaporeHasa, TUII
2; P450c11AS (CYP11B2) — anbpmocTepoHcuHTasa; II'DA — mernaposnuaHapocTepoH; 5aR2 —
5-anbda-pemykrasa 2.

P450scc + P450c17 +
STaR P450¢17 170H- bSs 17BHSD5
XonectepuH » [lperHeHonoH ™| nperHeHonoH > OM2A > AHApOCTEHANON
3BHSD2 3BHSD2 3BHSD2 3BHSD2
Y Y P450c17 + Y Y
MporectepoH > nporectepon »| AHOpOCTEHAWNOH » TectocTepoH
P450c21X P450c21)l( 5aR1 P450c11pB 5aR2
|
I e Y Y Y Y
‘ 1 1-nezokcu- | | 1-pezokck } Sa-nperHan-17a- 110H- Hurugpo-
| KOPTUKOCTEPOH | [ KopTWM30N on-3,20-0uoH AHOpOCTEHANOH TEeCTOCTEPOH
A
3aHSD
[peﬂymm]l 11BHSD2
Y . A , Y
N e ‘ S RasT ‘ 170H-anno- 11-keTO 3aHSD
ANBROCTEPOH kit nperHaHonoH aHAPOCTEeHAWOH (okenpasa)
P450c17 17BHSDS
\d Y
11-keto
AHapocTepoH TeCTOCTEpOH AHnApocTeHawWon
A
17BHSDS

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

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

17,20-nuas3a (CYP17A1) + cytochrome b5; 3BHSD2 - 3-6era-
TUOPOKCUCTEPOUIIETUAPOTeHA3a, TUII 2; 3aHSD - 3-anbda-
rMApOKcUcTepouameruaporedasa; 17BHSD5 - 17-6eTa-ruapoKCUCTEPOUIAETMIPOTeHasa,

tut 5; P450c21 (CYP21A2) — 21-ruapokcuinasa; P450c11p (CYP11B1) — 11 -rugpokcuiasa;
11BHSD2 - 11-6eTta-rumpokcucrepouanerunaporesasa, tumn 2; P450c11AS (CYP11B2) -
anbpaocTepoHcuHTasa; DA — meruaposnmaHapocTepoH; 5aR1 — 5-anbda-pemykrasa 1; 5aR2
- 5-anbda-pemykrasa 2.
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XonecTepuH

l

IIpernenomor ——» 17-OH-mipereronon ~— > JeTTIPOSIHAHIPOCTEPOH

i i l

IlporecTepor  —» 17-OH-nporecrepon T ———» AHIPOCTEHINOH

AKTI 1 21-ruapoxcuiiaza i
N
TecTocTepon
Jle3okCHKOpTH- 11-1€30KCUKOPTH30IT
KOCTEPOH
Koptukocrepon
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AnbrocTepon | Koptusoux |

Pucynok 1e. Ilamozene3 B/IKH scnedcmeue dejpuyuma 21-2udpokcunasvt (8 COKpauieHHOM
gude).

[Tpu I'd BAKH (meduiut 11B-rugpokcunassl, P450c11p) maToreHe3 aHajgoruueH ne@uinuTy
21-tuapokcuaassl. [MIaBHBIM OT/IMUMEM SIBJISIETCS TO, UTO ITpu ' 610K pacrioyaraeTcs HIDKe,
[P 3TOM HapyIIaeTcsl KOHBepCUs Oe30KCUKOpPTUKocTepoHa ([JOK) B KOPTUKOCTEPOH.
HmenHo n36biTOK JIOK, 06mamaioimero MuHepaJoKOPTUKOUIHON aKTUBHOCTHIO, CYUTAETCS
OCHOBHOW TMPUUYMHONM TMOBBIIIEHUS apTepuanbHOro nasjieHus rnpu BIOKH (puc. 2). Takke
006Ccy>kmaeTcss BO3SMOXKHAsI pojib 18- rumpokcu- u 19-okco- metabonuToB 10K, KoTOpbie ToKe
00/1a1a10T MMHEPATOKOPTUKOUIHBIMM CBOIACTBAMIA.
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ATBIOCTEPOH Koprusou |

Pucynok 2. Ilamozene3 BJIKH scnedcmaue degpuuuma 115-zudpokcunaso.

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

l

Hpore CTePOH E— 1 ?-OH-Hpore CTepOH EEEem— AH,HpO CTEHIHOH
AKTT 1 l J, J
1 €30KCUKOPTH- 11-1€30KCHKOPTH30.1
p Tectoctepon 7



1.3 dnuaemmnosiorus 3adoieBaHuUs UIN
COCTOSIHMA (TPyIIibl 32a00/IeBaHUI U
COCTOSTHU )

PacripocTpaHeHHOCTh Kiaaccuueckux Gopm medbunura 21-rUapoKCcuaasbl COCTaBISIET OT
1:14000 mo 1:18000 >XMBBIX HOBOPOXOEHHbIX B Mupe. [Io OaHHBIM HEOHATaJbHOIO
cKpuHMHTa B P® pacrnpocTpaHeHHOCTD 3a001eBaHMs B OTAEIbHBIX PErMOHAX COCTABIISIET OT
1:5000 mo 1:12000, B 1esioM 1o cTpaHe — 1:9638 kuBbIX HOBOPOKIEHHbIX. Heknaccuueckast
dopma BIKH Bcrpeuaercst yame —ot 1:500 mo 1:1000 cpemm oOiueii momyasumu, a B
HEKOTOPbIX M30JAMPOBAHHBIX JSTHMUUECKMUX TPYIIIaX, XapaKTepU3YIUIUXCS BbICOKUMM
IIPOLIEHTOM 6JIM3KOPOACTBEHHBIX 6paxoB (Harpumep, eBpen AlliIKeHasn),
pacnpoCcTpaHeHHOCTh MOXKeT AoxoauTh 1o 1:50 go 1:100 [2,3,5].

Ha BTOpOM MecTe HaxomuTcs rurneproHndeckast dopma BJIKH (I'® BIKH) — medumut 11p-
IUAPOKCUIIA3BI, KOTOpPas BCTpedaeTcs I0 OJaHHBIM JiMTepaTypsbl IpumepHo y 1 Ha 100000
HOBOPOKIEHHBIX, a cpeayu eBpeeB Mapokko - 1 Ha 5000-7000 HoBOpoOXAeHHbIX. B Poccun
pacnpoctpaHeHHOCThb ['® B/JIKH He n3yueHa.

OcrtanbHble (OPMBI OMMCAHBI JUIIb B BUAE OTOENbHBIX KIMHUUYECKMX HAOMIOOEHUII U He
TOZJIeXXAT CUCTEMATU3ALVM AJ1S1 BBIPAOOTKM KIMHUYECKUX PEKOMEHIaINiA.



1.4 OcobeHHOCTM KOAVIPOBaHMSA 3a00/IeBaHSI
MJIN COCTOSIHMSL (TPYILIIBI 3200/ IeBaHU UJIN _
COCTOSIHUI) 10 MeXXIyHapOSHOV CTaTUYeCKOM
Kjaacu@ukanyum 0oje3Hen u npoosiem,
CBSI3aHHBIX CO 34,0POBbEM

AdpeHozeHumanwvHsle paccmpoticmea (E25):

E25.0 - BpoxmeHHble aJpeHOTeHUTAJbHbIE HApyIIeHMs, CBsI3aHHbIe C Ae@UIUTOM
dhepMeHTOB;

E25.8 [Ipyrue afgpeHOreHUTalbHbIE HAPYILIEHMS ;

E25.9 AnpeHoreHuTa/JibHOE HapyllleH)e HeyTOUHeHHOe.



1.5 Knaccudukanysa 3adosieBaHUg MIN
COCTOSIHUMA (TPyIIIbl 32a00/1eBaHUI U
COCTOSTHU )

B Hacrosiee Bpemsi ormcano 7 dopm BIKH:

* JIMMIOMAHAS TUIIePIIa3ys KOpbl HAATIOUeUHUKOB (Aeduuut StAR-nipoTepuHa);
e neduuut 20,22-mecmosasbl;

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

e neduIUT 3B-IUIPOKCUCTEPOUAAETUIPOTEHASDI;

e nebuuuT 21-rUAPOKCUIA3DI;

e nebuuut 11B-ruapoKCcuIassbl;

e nedULNUT OKCUAOPEIYKTA3HI.

Hamnbonee uvacras ¢opma BIKH, BcTpeuaromiasics 6onee uem B 90% ciayuaeB, 00yc/oB/IeHa
nedbunuTom depmenTa 21-ruapokcunasbl. B cBoio ouepenb, BIKH BciencrBue meduimTa
21-ruapokcuiasbl MoApa3aessieTcss Ha HEeKJIaCCMUYeCKyr U Kilaccuuyeckue (BUPWJIbHAS U
coJibTepsitoIiast) GopMabl.



1.6 KnuHnyeckasi KapTuHa 3a00/1eBaHUsI I
COCTOSTHMSI (TPYIIIIbI 3a00/I€BaHUIT U
COCTOSIHUMN)

Knuunyeckass KaptuHa pebunuta 21-ruApoKcuiIasbl CKAAAbIBAETCS M3 JIBYX OCHOBHBIX
COCTaBJISAIONIMX:  HAAIMOYEYHMKOBOW  HEOOCTAaTOYHOCTM, BO3HUKAWOUIENA  BCIenCTBUE
neduiMTa CMHTEe3a KOPTHU30/a U aabJoCTepOHa, M IUIlepaHaporeH, BO3HMKAIOIIeli 13-3a
M30BITOUHONM MPOAYKLMM He3a0J0KMPOBAHHBIX ITOJIOBBIX CTEPOUIOB. B 3aBUCHMMOCTU OT
CTelleHM COXPAaHHOCTM AaKTUBHOCTM (epmeHTa 21-TMAPOKCUIA3bl BBIAENSIOT [Be
Ki1accuueckue opmbl BJIKH: conbTepsionryio M BUPUIbHYIO.

IIpu conbrepsiomein Gopme umeercs AePUUUT KaK MMHEPAJTOKOPTUKOMUOOB, TaK U
[JTIOKOKOPTUKOMIOB. IlpyueM [gedUINT TNOCAeIHMX, IIPU OTCYTCTBUM KOMIIEHCAIMM,
IIPUBOOUT K PasBUTUIO CMepPTeIbHO-ONACHOIO COCTOSHMSI — COJIbTEpPSIONIero Kpusa,
00YCJIOBJIEHHOT'O CHYDKEHMEM peabcopOLyy HATPUsI B KaHAIbIIAX ITOUEK, CHISKEHMEM 00beM
LIVPKYJIUPYIOLIEl  KpOBM, apTepMaJbHOTO  [OABJIEHMS, Pa3BUTHEM  BbIPa’KeHHOIO
o6e3BokMBaHMs. Hambosee TSKeI0 CoMbTepsIolIyie Kpu3bl MPOTEKA0T B JeTCKOM Bo3pacTe,
C BO3pacTOM MX YacTOTa CHIDKAETCS, OJHAKO B CTPECCOBBIX CUTYALMSIX, HAIIPUMeEp, IIpU
omepaiusix, TpaBMaxX, MHTEPKYPPEHTHBIX 3a00/I€BaHMSIX, OHM MOTYT OCJIOKHUTH TeueHle
3a00/1€BaHMs U Y B3POC/IbIX.

[Ipy BupwmabHOM (dopMe OTMedaeTcss TONbKO AeULIMT KOPTU30ja, UTO IIPU OTCYTCTBUM
JIeUeHMs TIPOSIBJISIETCSI MbIIIEUHOM C€1ab0CTbhi0, YTOMJISIEMOCTbIO, TTOTEMHEHMEM KOKHBIX
MOKPOBOB Ha (hOHEe CMMITOMOB I'MIIepaHIpPOTeHUMN.

[Ipu Heknaccuueckoit ¢Gopme 3aboeBaHMS BeOyIIMMM >Kaj0b6aMy IaIllMEHTOK SIBJISTIOTCSI
U30bITOUHOE OBOJIOCEHME, HapylleHUsI MEeHCTPyaJbHOrO IuK/iIa, Oecriogue  Win
HeBbIHallIMBaHue 6epeMeHHOCTH [1,2,4,6].



2. [IuarHoCTHNKA 3a00/IeBaHUS VI COCTOSIHUSA
IPYIIbI 3a00/1€BaHUIA MJIM COCTOSTHII)
MeAUIIMHCKYE ITOKa3aHUS U
IIPOTUBOIIOKA3aHMUSI K IPMMEHEHMIO METOI0B
OVarHOCTUKU

Kputepun ycraHoBJeHMSI [Auar€Hosa Kiaaccmyeckux ¢opm  pgedbunmura 21-
IUAPOKCWIABL: [MArHOo3 YCTAHABJIMBAETCS C POXAEHUS Ha OCHOBAaHUU pe3yIbTaTOB
1abopaToOpHbIX  MCCAeAOBaHMii:  HeOHATaJbHOTO  CKpMHMHra  (omnpeneneHue  17-
TUOPOKCUIIPOTECTEPOHA Y  HOBOPOXOEHHBIX), B IOCAeAVIOIeM [OATBEePKIeHHOro
TTOBTOPHBIM JTaOOpPaTOPHBIM 00C/IeIOBaHMe C OpefesieHeM B KPOBU MTOBBIIIEHHOTO YPOBHS
17 OHP, momo/JHUTE/NbHO TeCTOCTePOHA, aHAPOCTEeHIAMOHA, MpU CoybTepsiiouleil dopme
3a60/ieBaHMS — TTOBBIIIIEHHBIM YPOBHEM PeHMHA UM PeHMHOBOI aKTUMBHOCTMU TJIa3Mbl KPOBH,
TUIepKajiveMuy, TUIIOHATPUEMMM;  pe3yJibTaTaMy  TeHeTUUeCKoro  06c/ienoBaHMs
(BpIsiBNIeEHMe MyTaiuii B reHe CYP21A2); naHHbIMM (U3MKAIbHOTO 0OCIemOBaHMSI:
HapylieHe (QopMMUpPOBaHMS HAPYKHBIX IMOJIOBbIX OPraHOB y HOBOPOXKIEHHBIX >KEHCKOTO
1ojia, TPU3HAKOB IIPeXIeBpeMeHHOTO II0JIOBOTO pasBUTUSL Y HeTeil oboux MoyioB. B
HeAMarHoCTMPOBAHHbBIX CIydasx Kkiaaccuueckux Gopm BJIKH mnammueHTKM ¢ >K€HCKUM
KapMOTUIIOM MMEIOT MYKCKOI (eHOTUII, MPUHUUIIBI JabOpPaTOPHON M TeHeTUYeCKOi
OMarHOCTUKY 3a060/ieBaHMS Y B3POC/IbIX TaKkye ke, Kak B IeTCKoM Bo3pacre [1,2,4-15].

VYpoBeHb yOeauTeIbHOCTY peKoMeHAanuin A (YpOBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 2)

Kputepun ycTaHoOBJIeHMUSI [AuarHosa HeKjlaccudeckoii ¢opmbl pedpunura 21-
TMAPOKCWIABI: [MarHo3 YCTAHABJMBAETCS HA OCHOBAHUM aHAMHECTUUYECKUX IaHHBIX:
MalMeHTKM TIPeIbsIBASIOT KajJoO0bl Ha HapyIleHMs MeHCTPYaJbHOTO IMK/a, MPUBBIUHOE
HeBbIHAIlIMBaHMe UM OecIiiodye, M30bITOUHbBI POCT BOJOC B aHAPOreH3aBUCUMbIX 30HAX;
OaHHBIX (PU3MKAJIBHOTO O00CIemOBaHMS: Y SKEHIIMH BBISIBJISIOTCS IIPU3HAKU 2UpCymu3ma,
aKHe; J1abopamopHoO20 U 2eHemuueckozo o0ciedosanuti: nossviuieHus yposHs 170OHP, eviseneHue
mymauuti 8 2eHe CYP21A2. Y myxcuun npuuebHas duazHocmuka 3a0601e8aHusi He nposoodumcs,
gcnedcmeue omcymcmeust KauHuueckux nposieieHuti. ICKmoueHmue COCTaBJISIOT IallMeHThbI
¢ 6ecrtoguem, TART, onmyxo/nssMy HaAIIOYEYHUKOB U C Pe3yJIbTaTaMy e HeTUYEeCKOTro
00C/IefOoBaHMsA, KOTOpPbIE€ SIBJISIOTCS IPOMEXYTOUHBIMM MEXAY KIACCUUECKUMM WU
Heknaccuueckumu ¢peHorunamm [17,19, 21,24-31,45,81,82].

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

Kpurtepun ycraHoB/eHUsI auarHosa rumneproumueckoin ¢opmbr BJIKH BciemcTBue
medunura 11B-ruaporcmiaasbl: OMarHO3 YCTAHABAMBAETCS C POXKIEHMST HAa OCHOBaHUM
orpenenenus 11-0e30kcukopmusona, zeHemuueckozo obcnedosanus: uccnedosarue mymayuii 8
2ere CYP11B1. Kax npasuno, npu amoti popme 3abo1e8anust onpedensiemcs noswviuierue 17OHP,
no3momy ho pe3yibmamam HeOHAmaabHo20 CKPUHUH2ad U hociedyouiezo 1abopamopHozo



00cnedosaHuss hauueHmam ycmaHaeausaemcsi nepeoHaualbHo OudzHO3 BUPUILHOU (Hopmbl
depuyuma 21 2udpoxcunassl, 00HAKO 8 NOCAeoyrujem, ydumol8as KJAUHUYECKYI0 KaApMUuHy
3a00/1e8AHUSL: BbISIBTIEHUSI APMEPUATLHOLL 2UunepmeH3UU Y NayueHmos, HU3KOM ypoeHe Kanus u
akmugHocmu pevuHa naasmsl (APII) 8He npuema MuHepaniokopmukoudHwiii npenapamos (MK)
unu nepedo3uposku 2nokokopmukoudHsimu (I'K), nposodumcs 6onee yenybneHHoe obcnedosarue
C onpedeyieHUeM BbIUEYKA3AHHBIX 1AO0PAMOPHLIX NApamempos u ycmavasaueaemcs: ouazHo3
eunepmonuueckoti popmot BJIKH [1,4,6].

VYpoBeHb yoeauTeabHOCTU pekoMeHaanui C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 4)



2.1 J)Kay1o0b1I M aHAMHeE3

JKanob6bl mainyeHToOB oIpenensioTcs ¢opmoir 3aboneBaHust (BUpUaJbHAasl, COJbTEPSIIONIasl,
Hekaccuyeckas) [1,2,4,6].

JKasio6bI MalueHTOB OMpPeAesIoTCSl KIMHUUECKOM KapTuHOM gedummrta 21-ruapoKCcuiIassl
(cm 11 1.5).



2.2 dusmuKaJIbHOE 00Cc/IenoBaHue

e dusukaabHOE 00CIemOBaHME IAleHTOB PEKOMEHAO0BAHO IPOBOAMUTH IO CTAHIAPTHHIM
MIpUHIIUIIAM TIpoIeAeBTUKM. HeobOXogMMoO MPOBECTM OIEHKY aHTPOIIOMETPUUECKUX
rapaMeTpoB, CTeMeHM TUPCYTM3Ma Y >SKEHIIMH, OIeHUTb Haauuue KIMHUYEeCKUX
TIPM3HAKOB HAJIIOYEeYHMKOBOM HelOCTaTOUHOCTH [1,2,4,6].

VYpoBeHb yoenuTenbHOCTH pekoMeHaanuii C (YpOBeHb IOCTOBEPHOCTH TOKA3aTeNIbCTB — 5)

KoMmmenTapum: [IpusHaku 2unepaHopozeHuu y MeHWUH C KAdccuueckKumu Gopmamu
depuuuma 21-2udpokcunasvl 00bIUHO SIPKO BbIPAXEHbI U NpU  OMCymcmeuu JieueHusl
NposBJSIOMCs 8UpUIU3auyueti Hapy*HwvlX NOJI0B8bIX 0P2aH08, aMeHopeeli, 8blpaXdceHHOL anoneyueti
u eupcymusmom. B neduazrnocmuposartsix cayuasx BJIKH nayueHmku ¢ ¥eHCKUM Kapuomunom
umMerom MyMckoli eHomun. Y MymuuH NpusHaku HAONOUEUHUKOBOU 2unepaHopozeHuu
NposI8NAMCs 8 MeHbllell cmeneHu, uem 8 0emckom 803pacme, K HUM MOXCHO OMHeCmu akHe U
becnnodue.

Hepedxko y nayueHmos ommeuaemcsi HU3KULL KOHEUHbLll pocm, umo Moxcem s671mbcs
cnedcmeauem Kak HedoCmamouHo20 (u3-3a u3dsimka aHopozeHos), mak u u3dvlmouHo2o (u3-3a
U306b6IMmKa 271KOKOPMUKOUA08) JieueHus 8 demcmae.

Heknaccuueckass ¢Gopma BIKH He conpogoxcdaemcsi NpudHakamu HAO0NoueuHuKosoli
HedocmamouHocmu u nposeasemcss 0080J1bHO NO030HO — O00bIYHO hocae nybepmamuozo
gospacma. Y MyxmuuH 3mo 3abo/ieaHue npakmuuecku Hukoz0a He OuazHOCMupyemcsi u He
mpebyem JieueHus 8 853U C OMCYyMcmeuem xapakmepHsvlx NPU3HAK08. Y HeHWUH omMeuarmcs
NPU3HAKU YMepeHHOU eunepaHopozeHUU: axkHe, 2UpCYymusm, aaoneyus; 4acmo Habawdaemcs
HapyuieHue MeHCmpyaibH020 Yyukjia, becniodue u HegvlHaulu8aHue 6epeMeHHOCMu.

Y nauuenmos c depuuumom 11B-2udpoxcunassl, Kak u npu 8UupuivHolii popme 21-2udpokcunasol,
paseusanmcs KauHuuecKue Npu3Haku, cesa3avHvie ¢ delicmeuem u30bImKka aHOpoz2eHo8 U
dedpuyuma kopmu3sona. Iloosmomy 6 demckom 803pacme Hepeoko nauueHmam ouwubouUHo
ycmanasaueaemcs oduazvo3 deuyuma 21-2udpokcunassi, mem 6osee umo yposeHv 17-OH-
npozecmepoua (170HP) y Hux 00bIuHO NO8blUieH, KAK U hpu 8UupunvHoli popme. 3anodo3pumep
2UNepMoOHUUECKYH) (OPpMY MOMCHO 8 Cyuasix noevluleHus dapmepuaibHo20 0asieHust y
NayueHmMos8 Ha 21IKOKOPMUKOUOHOU mepanuu 8 0mcymcmeue Nnpu3Hakos nepedo3uposKku
mepanuu. AI, komopasi ecmpeuaemcs y 2/3 nauuenmos c¢ deuyumom 11B-2udpoxcunia3sol,
HauuHaem nposi8simuvCsl 8 PA3HOM 803pacme, uauie 8 demcmaee, Moxem HOCUMb Kak yMepeHHblii,
MAax U 8blpaxeHHwlll Xapakmep ¢ passumuem OCJIOHCHEHULL: 2unepmpoust 1e8020 Xe1yooukKda,
pemuHonamusi, MakposacKyspHole 0cioxHeHus [1,2,4,6].



2.3 JIabopaTOopHbIE€ AMArHOCTUUYECKUE
MCC/Ieg0OBaAHUS

IunarHocTuka Kiaaccuueckux popm gedpunura 21-ruapoKcuiaasbl

e B KkauecTBe OCHOBHOTO MeTOZa BbIIBAeHUS Kkiaaccuueckux Gopm pebuinnura 21-
TMAPOKUCIA3hl PEKOMEHIYeTCs IIPOBOAUTb BCEM HOBOPOKIEHHBIM HeOHATaIbHbIN
CKPUMHMHT ¢ ucciienoBanuem ypoHs 170HP B kpoBu [5,7-15].

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

Kommentapum: bnazodapss momy, umo BJ/IKH sensiemcsi 2eHemuueckum, NOMeEHUUaIbHO
JIeMavbHbIM U UMeoWUM Yemkuti duazHocmuueckuti mapkep 3a0osiesaHuem, ONMUMAlbHbIM
memodom evisieneHusi BJIKH 60 ecem mupe 6 Hacmosuwee epemsi cuumaemcs npoeedeHue
HeoHamanvHozo ckpuHuHea. C cepedunst 2006 2. oH Ovln 8HedpeH u 8 Poccuu, umo no3eosisiem
nocmasums OudzHO3 U Hauame JjeueHue ewle 8 paHHem demckom eo3pacme. IToamomy
OUuazHOCMuKa KJaaccuueckux (opm 80 83pociom 803pacme 00bluHO yxce He mpedyemcsi. OOHaKo
uHozoa 3abonesaHue He duazHOCMupyemcs 808pemsl, U YyCmadosaeHue duazHo3a mpebyemcs 8
cmapwem 6o3pacme. OObluHO 2ma cumyayus 603HUKaem Yy 83pOCiblx Npu CcoYemauuu
Hecoomeemcmaeusl NAcnopmHoz20 U 2eHemu4eckozo0 nojaa uiu npu OnIumebHoO cyuiecmsyrwujeti
msaxcenoii eupunusayuu [5,7,8,9,10,11,12,13,14,15].

e PekoMeH[IyeTCs UCII0JIb30BaTh MUCCIeN0BaHMe YPOBHS 17-TUAPOKCUIIPOTeCTEPOHA B KPOBU
B PaHHMe YTPeHHMe Yachl KaK [NIaBHOTrO AMarHocruyeckoro mapkepa BJIKH B Tex ciyyasx,
KOI[la IMarHo3 paHee He ObLI YCTAaHOBJIEH B XOIe HEOHaTaJbHOTO CKpuHMHTra [16-19,21-
28].

VYpoBeHb yOeauUTeIbHOCTY peKoMeHAanuin A (YpoOBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB
- 2)

KommenTapumn: /luazHocmuka deuyuma 21-2u0pokcunasdsl 0CHO8AHA HA onpedesieHUU YPOB8HS
170HP - npedulecme8eHHUKA  KOpmu30/d, HAax00sulezocs  HenocpeocmeeHHo  Hao
pepmenmamueHvim 650KOoM. TIpu Kaaccuueckux (opmax ezo ypo8eHb 00bIUHO 3HAUUMENbHO
npesoluieH — 6onee 300 umonw/n unu 6onee 100 ne/mn. Kpome mozo, ommeuaemcs 3HauumesibHoe
noevluieHue yposHeli mecmocmepoHa, aHOpoCMeHOUOHAa u opyzux npeouiecmeeHHUK08 NoJl08blX
cmepoudos. Ilpu maxux noxazamessix 0UA2HO3 He Bbl3bl8aem COMHEHUL, 00NOJIHUMENIbHO20
noomeepycertus He mpebyemcs. IIpednoumumenwHslli 1a60PaAmMoOpHsIli Memod onpedeseHust
20PMOHAIBHBIX hoKa3ameneli — #UOKOCMHAss maHdemMHas macchekmpomempus, memood MDA
daem bonvuiee Uucno JIOHCHO-NOJIOHUMENILHBIX pe3ynibmamos
[16,17,18,19,21,22,23,24,25,26,27,28].

JIuarHocTuka Hekjaaccuueckoi ¢popmsl 21-ruaporcuiasbl

e JlnarHoctuky HBJIKH pekomeHayeTCs MIPOBOOUTD Y JKEHIMH C IIPU3HAKaMU TUPCYTU3MA,
ajiorenuu, aKHe, HaApPYLUIEHUSIMM MEHCTPyaJIbHOTO IIMKIa, OecIuiogueM  UM/WiIn



MIPUBBIYHBIM HeBbIHAIlIMBaHMEM 6epeMeHHOCTH [16-19,21,29-31].

VYpoBeHb yOeauTeIbHOCTU PEKOMEHIAINii A (YPOBEHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 3)

KommenTapum: /JuazHocmuka Hexkaaccuueckoli ¢opmel BIKH sensemcs 6onee uacmoii
3adaueti U pymuHHO 8cmpeuaemcst 8 Npakmuke IH00OKPUHO10208 U AKYUIEPOB-2UHEKOJI0208, MAK
KaK No KJAUHUYECKUM NpOSIBJIEHUSIM 3MO 3a00/1e8aHUE CXOME C CUHOPOMOM NOJUKUCMO3HbBIX
AUYHUKO8. HImeHHO ¢ smum 3abosiesaHuemM u npogooumcs uauje 8cezo JudepeHyuanvHas
duazHocmuka HB/IKH.[16,17,18,19,21,29,30,31]

e Jlng pmarHoctuku HBIKH pexomeHpyetca wucciemoBath ypoBeHb 170HP B KpoBu y
JKeHIIVH B PaHHIOI0 QOIIMKYJISIPHYIO (pa3y B yTpeHHMe vackl [16-19,21,29-31].

VpoBeHb YyOeaAUTETbHOCTM PEKOMeHJaluii A (YpPOBEeHb OCTOBEPHOCTM OKA3aTe/IbCTB
— 2)

KoMmmenTapumn: /Ins duazHocmuku Hekaaccuueckoli popmot 3abop kposu Ha 17 OHP nposodam
PAaHoO ympom 8 (PoNNUKYASIPHY (a3y uuxaa (He no3oHee 5-7 OHs), npu ameHopee — 8 00l
JeHb, cmpo20 8He OepemeHHocmu. Hopmoii cuumaiomca noxkaszamenu meHee 6 HMOJb/N UIU
MeHee 2 Hz/MJl, Huxce amux yposHeli HB/IKH npakmuuecku He 8cmpeuaemcs. Cnedyem noMHUM®,
umo pegpepeHcHole 3HAUEHUS, KOMOpble NPusooamcs pasnudHulMu a1adopamopusmu, 00bIYHO
omauuarmcss u Mmozym Obimb 3HAUUMENIBHO HUMCE YKA3AHHLIX «OMPE3HbIX Mmouek» 015
duazHocmuku Hexknaccuueckoti B/IKH. B cnyuae 3HaueHuli 6a3ansHozo 170HP 6onee 30 HMmOMb/71
unu 10 He/mn, duazno3 BIKH cuumaemcsi noOmeepm0eHHbIM, U 0ONOJIHUMENbHOU OUuazHOCMUKU
He mpebyemcs.

IIpu nozparuuHeix 3HaueHusx 170OHP (6-30 umons/n unu 2-10 He/Ma — mak Ha3vleaemas «cepas
30HA»), BbLISIBJIEHHbIX MUHUMYM Npu 08YKPAMHOM oOnpedeseHuu, 8 MUpe peKoMeHIyemcs
nposodums JonoJHUMENbHBIT cmumyaupyrwuti mecm ¢ npenapamamu u3 ATX-zpynnet AKTT
(HO1AA02), umo saensiemcss 3070muim cmaHoapmom OuazHocmuku B/IKH 6 mupe.
[16,17,18,19,21,29,30,31].

e [Ipu comHUTEeNbHLIX pe3ynbraTax ornpenenenus 170HP, a Takke B 1e/isIX TeHETUYECKOTO
KOHCYJIbTMPOBAHMS [lajiee PeKOMEeHAYeTCs MPOBOAUTh FeHeTUUeCKoe UCcaeqoBaHue reHa
CYP21A2[1-4,32-40, 177].

Anzopumm duazrHocmuku Heknaccuueckoti B/IKH 8 P® npedcmasnieH 8 mabi. 3

Tabnuua 3. Anzopumm duazvHocmuxu HBJIKH 6 P® scnedcmaue dedpuuuma 21-2udpokcuiasol

BasanbHbiii ypoBeHb 170HP

< 6 HMONb/N 6-30 HMONb/N > 30 HMONb/N
(< 2 Hr/mn) (2-10 Hr/mn) (> 10 Hr/mn)
OedununTt 21- PekomeHpayeTcs reHeTu4yeckoe OedununTt 21-

rmapokcusassbl unccnepgosaHue reHa CYP21A2 rmgpokcusnasbl
UCKJII04YaeTcs




VpOBEHb YGQI[MTGJIIJHOCTM peKomeH,uaqu/i B (YpOBeHb JOCTOBEPHOCTU NJOKa3aTe/IbCTB
- 2)

Kommenmapuu: B criyuasix, kozda npogedeHue cmumyupyouiezo mecma ¢ mempako3akmudom
HEeB03MOXMHO, JUOO 8 UeNsx 2eHemuueckoz0 KOHCYJbMupo8aHus Npo8ooumcs 2eHemuueckoe
uccnedosaHue Ha Haauuue NAMo2eHHblX 8apuaHmos 8 2eHe 21-z2udpokcunasst — CYP21A2. IIpu
uHmepnpemayuu NOay4eHHslX pe3yabmamos HeoOX00UMO yuumsl8ams HECKOJIbKO (pakmopos.
Bo-nepeuix, Hekomopsle nabopamopuu 8 P®@ npogodsm duazHocmuky jauwivy 2-3 Haubosee
MSXCENbIX NAMOZEHHBIX B8APUAHMA, XAPAKMeEPHbIX 011 Kaaccuueckux gopm 21-2udpokcunasol.
IToamomy neped HanpasejeHuem Ha ucciedosaHue HeoOX00UMO YMOUHSAMb, NPOBOOUMCS JiU
uccnedosaHue NAamo2eHHvIX 8apuaHmos, cneyuguuHslx 011 HeKaaccuueckot gopmol (cm. mao..
1). Cnedyem nposodums aHANU3 MAKCUMAJIBHO B03MOMCHBIX O0J11 Kaxcooli Jsabopamopuu
namozeHHwvix 8apuaHmos 8 czeHe CYP21A2 npu niwboti ¢opme 3abonesamus. Tak, npu
Heknaccuueckux opmax B/KH 603moxcHa udeHmugukayus KAk NamozeHHsvlX 8apuaHmos,
npueoodAwuUX K He3HauumenpHot nomepu (yHkyuu O6eaka, maxk u 8apuaHmos, 0meencmeeHHbsLx
3a NoJHyl uHakmueauyuio 6enka. OmmeueHo, Umo npu Haauuuu y nayueHma ¢ H® o00Hoz20
«MSAHCEN020» U 00HO020 <«J1€2KO20» NAMO2EHHO020 8apuaHma Habawdaemcs 007ee B8bICOKAS
cmeneHs» 2upcymusma u YyeenuueHHble 3HaueHust 17-zudpokcunpozecmepoHmda, uem npu
udeHmuuxkauuu dgyx «nézkux» sapuaHmos. OcobeHHocmu cmpoeHus 2eHa CYP21A2, a umeHHO
Haauuue 8 HenocpedcmaeHHotU 6u3ocmu ncesdozerHa CYP21A1, npugodsm K momy, 4mo 0KO0JIO
90% mymaHmHuix aaneneli A6110Mcs cedcmeuem peKoMOuHayuu mexcdy 3mumu 2eHamu u
Hecym 8 cebe 00UH UJIU HECKOJIbKO UaCmblx NAMO2eHHbIX 8apuarmos. C 00HOLl CMOopoHbl, HAUYUE
yacmelx mMymayuti yckopsiem u yoewesjisiem zeHemuueckyto ouazHocmuky. C dpyzoii cmopoHal,
CJI0JCHble PEeKOMOUHAUUU Mexdy 2eHamu npueodsim K Mmomy, Umo HA 0OHOM aJleie MOXem
OblMb HECKOMILKO NAMO2EHHBIX 8APUAHIMO08, U 0npedeiumb, HaxX00mcs Jiu OHU 8 PA3HbLX AJIENSX
unu 8 npedenax 00HO20, HEBO3MOMCHO 0Oe3 z2eHOMunuposaHusi podumenet. ITomumo 3moeo,
cyulecmeyem 6eposiImHOCMb  HAIUYUsL Yy NAyUeHma HO8blX HeONUCAHHbIX Mymayut uiu
2emepo3uzomHuplli Hocumesb <«Haubojsee uacmoti Mymayuu» Moxem umems He ONUCAHHDbLL
namozeHHslli 8apuarm 8 dpyzom asnene. I'enemuueckas duazHocmuxka npu BIKH sensemcs
BAXYCHBIM IMANOM 8 Npoyecce NOCMAHOB8KU OuazHO3a U npu NaaHuposaHuu bGepemeHHoCcmu 8
cembsx, umewujux pebéHka, 0onvHo20 B/IKH unu 6 cembsX, BKINUAWUX 2emepo- Ulu
20M03U20MHbIX HOCUMeell namozeHHblx eapuarmos 6 2eHe CYP21A2. Ho, saxcHo ommemume,
Umo HeswlsiB/IeHUe Mymayuti 8 OAHHOM 2eHe He CIY¥Um npuduHoli onsa cHamus duazqo3a BIIKH
[1,2,4,5,32,33,34,35,36,37,38,39 ,40].

Ouarnoctuka gedpumnura 11p-ruaporcmuiaasbl

e V mauueHToOB C HeTUnuuHbIM TeueHuem BIKH wnu paszsutuem AI' pekomeHayeTCs
MpoBOAUTH AuarHoCcTuky I'd BIIKH myTeM KOMIUIEKCHOTO OIipefesieHuie KOHIeHTpaluu
CTEpPOUOHBIX TOPMOHOB METOAOM TaHAEMHOM MacCC-CIIeKTPOMeTpUM C UCUIeSOBaHMeEM
ypoBH# 11-ge3o0kcukopTusona B kposu [1,4,6,178].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTE/IbCTB
— 4)



Kommentapum: OcHO8HbIM Mmapkepom duazHocmuku I'® B/IKH sensemcs onpedenerue 11-
0e30KCUKopmu3ona — OCHOBHO20 npedulecmeeHHUKa KOpmu3oad, Haxoosaujezocs Hao
(pepmeHmamueHsimM 0JI0KOM, KOMOPbILl NpuU KJAACCUUECKOM 8apuaHme 3ab0Jie8aHust npesviuiaem
Hopmy 6osiee uem 8 5-10 pa3. OOHaKO 8 pyMUHHOLL Npakmuke 3mo 803MOMXCHO cOeiamb MObKO 8
x00e nposedeHust MyJlbmucmepouoHozo awvanusa. IToasmomy npu nodospeHuu Ha I'®® BJ/IKH,
Hanpumep, Npu HU3KOM YpO8He Kalus U dKkmueHocmu peHuHa naasmel (APII) eHe npuema
MuHepanokopmukoudHwtii npenapamos (MK) unu nepedosuposku 2ntokokopmuxoudHsimu (I'K),
npu nossluleHUU apmepuanvHo20 0asjeHus y NayueHmos C paHee Bbls8/eHHOU BUPUILHOL
(opmoli 3a001e8aHUsl, A Makxice NPu 0OMCymcmeuu MUNUYHbIX NAMOEHHBIX 8APUAHINOE 8 2eHe
CYP21-2udpoxcuna3ssl, nayueHma Heobxo0uMo Hanpasums 8 Cneyuaiu3upo8aHHole YeHmMpol 01sl
yMmouHeHus duazHo3a u nodbopa mepanuu.

Hccnedosarue mymayuii 8 2eve CYP11B1 nposodumcsi kpaiiHe pedko, noamomy 6 Poccuu
2eHemuueckylo OUuazHOCMUKY MOMXCHO NPOBecmu MmMoJIbKO C NOMOUWbI0 CeK8EHUPO8aHUsl 2eHd. B
Hekomopslx cmpaHax (Hanp. 6 H3paune) ucciedosaHue 00HO20 U3 Haubosee Uacmolx
namozeHHslx sapuarmos - His R448H - npumeHsemcst 6 pymuHHOU npakmuke.

B aumepamype onucaHsl Cayuau Hekaaccuueckoii gopmost deuuuma 11B-2udpoxcunassl. B
KJAUHUYeCKol  KapmuHue  OOMUHUPYHOM  NPU3HAKU  2unepamopozeHuu U  HapyuleHus
MEHCMPYaibH020 YUKAA Y HeHUWUH, npu amom Al npu amoti popme 3aboneeanust Hem, 1UbO OHA
Hocum He3HauumenwvHslll xapakmep. JuazHocmuposams Hekaaccuueckyrw ¢Gopmy 115-
2UOPOKCUNA3bl MOMCHO HA OCHOB8AHUU nossluleHus 11-0e3o0Kkcukopmu3ona npu nposedeHuu
maHdemHoll macc-cnekmpomempuu. [1,4,6]



2.4 HCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCccIeJOBaHUS

e C menbro IarHoCcTuku ocnokHeHuin BIKH u aauTtenbHOM 3amectuTte/ibHOM Tepanumu ['KC
y TalMEeHTOB pPEeKOMEHAYeTCsS MCII0/b30BaTh TaKuMe MEeTOObl MWHCTPYMEHTAJIbHOM
IVMArHOCTUKM, KaK: PEHTTeHOAEHCUTOMETPUS BCEeM IMallMeHTaM BHe 3aBUCUMOCTU OT
crerteHn KoMmmneHcauuu, Y3WU/MCKT wan MPT HaaloyedyHMKOB TIpU  3IM30[aX
IVIUTENbHOM KoMIleHcauun, Y3 opraHoB MOIIOHKM BCceM My>XKuMHaMm, Y3W majioro rasa
BCeM XeHIIMHaMm (rmpu nogospeHun Ha OAPT — gonomHuTeNnbHO IpoBegene MPT masioro
Tasa [1,4].

VpoBeHb yoeauTeabHOCTU peKkoMeHAanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTEIbCTB
- 5)

KomenTapumn: HHcmpymeHmaivHas oOuazHocmuka Yy 83pocisix nauyueHmos ¢ B/IKH
HanpasJjieHda Ha 8blsieJleHUe 8MOPUUHBIX 00PA308aHULI 8 HAONOUEUHUKAX, 0COOEHHO NPU INU300aX
onumenvHotli dekomnercayuu 8 aHamuese (Y3U, KT HaonoueuHuxos). Heobxodumulii aman —
OUEHKa COCMOSIHUSL penpo0dyKMuUBHOU cucmembl, UCNONIb3YeMble CKPUHUH208ble Memoduku — Y3U
0p2aHO8 Man020 masa y HeHWuH, Op2aHo8 MOUWIOHKU Y My#cuuH. IIpu nepsuuHom obpauieHuu
nayueHma nposooumcs: UHCMPYMEHMAIbHAS OUEHKA COCMOSIHUSL MUHEPAaIbHOU NJa0mHocmu
KOCMHOU mKaHu (npogedeHue peHmzeHodeHCUmomempuu MUHUMYM 2 0maoenos8 — NosSiCHU4H020
omadena N0O380HOUHUKA U NPOKCUMANbHO20 omdena 6edpeHHoli kocmu). Bonee nodpobHo 00
uHcmpymenmanvHoti OduazHocmuxke npu B/IKH u3noweno 8 pasdene «/lucnavcepHoe
HaOnwoeHue» [1,4,41-63].



2.5 IHble nuarHocTu4YecKkue uccjiaegoBaHus

OTCYTCTBYIOT.



3. JleueHHue, BK/IIOUasi MeAVKAMEHTO3HYIO U
HeMeaUKaMEeHTO3HYIO Tepanmnu,
oyieToTepanmnio, 00e300JMBaHue, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKa3aHMA K
IIPUMMEHEeHNIO MEeTOAOB JIeUeH S

3.1 KoHcepBaTUBHOE jIeUeHE

JleueHMe MaINMEHTOB ¢ Kiaaccuueckumu popmamu nedunyra 21-ruapokcmiasbl

e PekoMeH/IOBAaHO JIEUUTb B3POCIbIX IIAlIMEHTOB C Kiaccuueckumyu dopmamu BIKH
TUAPOKOPTMU30HOM WM AJINTENbHO AeiicTByomymu ['K [1-6,64-75].

VpOBEHb YGEJIMTEJII)HOCTM DEKOMEH,Z[aHMﬁ C (YpOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5)

KommenTapum: JleueHue kaaccuueckux popm BIIKH c800umcsi K NO#U3HEHHOMY NPUMEHEeHUI0
2JIVKOKOPMUKOUA08 U MuHepanokopmukoudos (npu conemepsiouieti @opme). OcHOBHaSA
coxcHocmo JieueHust BJIKH 3akniouaemcsi 8 mom, umo 8 Hacmosiiee 8peMs He pa3padomarol
npenapamslt, NOHOCMbIO UMUMUPYOUiUe COOCMBEHHYI0 CeKpeyurd Kopmu3ona u cnocobHble 8
gusuonozuueckux 003ax NOJHOCMBIO NO0ABUMb U30bIMOUHBILI CUHME3 HAONOUEUHUKOBHIX
amdpozeHo8, N0IMoMy eedeHue nayueHmos ce00uUmcs K 6aiaHcuposauuro mexcdy npusHakamu
2UNepKOpMuUUU3IMa u 2unepaHopo2eHull.

B omauuue om 0demckoz0 803pacma, Kozda pekomeHdyemcsi eecmu NAayueHmos MmoybKo Hd
2JIDKOKOPMUKOUOHBIX Npenapamax Kopomkozo deticmeusl, y 83p0CjblX NAUUEHMO08 B03MOMNCHO
UCNONb308aHUE KAK Nnpenapamos KOpomkozo (2udpoKopmu3oH™*), mak u OnumenbHozo
deticmeusi (npedHuU3010H** dexcamemasoH™*, memunnpeoHu30n0H**). Dmo 8 psde cnyuaes
npugodum K YJAyuuleHun KoMnjideHmHocmu nauyueHmos. Haubonee uacmo ucnosb3yemcs
cnedyowas cxema nepesoda ¢ 00H020 2/IOKOKOPMUKOUOH020 npenapama Ha opyezoii: 20 me
2udpoKopmu3oHa™* = 5 mz npedHusonoHa™* = 4 mez memunnpednHusonona™** = 0,375-0,5 me
dekcamemasoHa ™",

Bpemsi Ha3sHaueHus 2/100KOKOpMUKoOudHslx npenapamo8 npu B/IKH ocmaemca 8 mupe
duckymupyemviM 80npocomM. Ecmv cmopOoHHUKU Ha3HauyeHusi O0onvuwux 003 ympom, KOmopole
cuumarom makoii pexcum Oosee (PuU3UOIO2UUHBIM, MAK KAK OH Jydlle umumupyem
uupkaduauHslli pumm 8sipabomku Kopmu3sona. /Ipyzue xe ommeuarom docmudiceHue Jyuuieti
KoMneHcayuu npu npumeHeHuu 06oavux do3 HA HOUb 3a cuem nodasjieHusl HOUHO20 8bl0poca
AKTI. B Poccuu uauie npumeHsiemcsi 8Mmopoti sapuaHm, 00HAKO CMpo2ux pekxomeHoauuti no
OaHHOMY 80NPOCY HEM, U pewleHue Moxem ocmamacs 3a Jeuawum epavom [1-6,64-75].

e [Ipy  conprepsiiomiein  ¢opme  medunura  21-rMuapokcuiIas’bl  PeKOMEHIYeTCs
noronHuTenbHo K ['K mpumenstb MK (iyapokoptuson™*) [1-6,64-75].



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

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

Tabnuya 4. Ilpenapamol 21H0KO- U MUHEPAIOKOPMUKOUAO8, UCNOIb3yeMble 8 JieueHUU
kaaccuueckux ¢popm B/IKH y e3pocnvix, ** -npenapamsi, 6xodawue 8 chucox JKHBJITT

mapokopTusoH**, ATX kogq HO2AB09 15-25 wMr/cyt (MakcumanbHo go 40 wMr/cyT) pa3genntb Ha 2-3
npueMa

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

OexkcameTtasoH**, ATX koa: HO2ABO02 0,25-0,5 mr/cyT (MakcuManbHO A0 1 Mr/cyT) Ha HOuYb

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

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

e PekomeHnoBaHO yBenudeHue no3bl ['K man nepexon Ha napeHTepanbHoe BBegeHue ['K B
OCTPBIX CUTyaIlMsIX, TaKMX Kak ¢ebpuiabHas Temneparypa (>38,5°C), racTpoIHTEPUT C
IoeruaparTaiiueit, onepauyu rnog ooiei aHecTe3uelt M MacCUBHbIe TpaBMbI [1-6,76-80].

VpoBeHb yoeauTelIbHOCTU pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH JJOKa3aTe/IbCTB
- 5)

KommeHTapum: Y nayueHmos ¢ knaccuueckumu gopmamu BIIKH 6 opzaHusme He npoucxooum
adexeamHoii 8vipabomku Kopmu3ond 68 omeem Ha (Gu3uuecKuii cmpecc, Hanpumep, npu
3a00/1e8aHUSX,  CONPOBOMCOAIOUWIUXCS  BbICOKOL ~ memnepamypoli, z2acmpoaHmepume ¢
dezudpamayueti, onepayusix u mpaemax. MimeHHo nosmomy ecem nayueHmam ¢ B/IKH
pekomeHdyemcs Hocumes npu cebe udeHmupukauuoHHvle O0OKYMeHmsl UU Opaciemsit,
yKaswvléarwuwjue, 4mo y HUX umeemcs davHoe 3abosnesaxue, u 8 ciydae ypeeHmHslx cumyauyuti um
HeobXo0umMo HezameonumesbHoe 88edeHue 2udpokopmu3oHa. Tak kak 3abosnesaHue s68715emcs
peodKum u He 3HAKOMO MHO2UM CNEUUuaIucmam nepeuuHozo 38eHd, NPedloXEHO YKA3bl8aAMb Y
Makux nauueHmos Haauuue XpPOHUUECKOU HAaOnoueuHukosoli HedocmamoyHoCmu, umo
obnezuaem npuHsimue peweHusl 8 OAHHbIX CUMYAYUSsIX.

B cnyuae uHmepkyppeHmHolx 3a00/€e8aHuil, npu KOMOpsvlX COXPAHEHAd B03MOMCHOCMb
npodosxceHus nepopanvHozo npuema I'K, Heo6X00uMo ysenuueHue 003bl 271I0KOKOPMUKoOUdos 8 2-
3 pasa. Ilpu HeapdekmusHocmu 8800UMCs 2UOPOKOPMU3OH (2UOPOKOPMU30H CYKUUHAmM
Hampus) 50-100 m2 8HympumbluieuHo, danee npu Heob6xo0UMOCMuU 88edeHuUe N08Mopsiemcs: no
50 m2 xkaxcovie 4-6 uacos. B ciyuae omcymcmeus yayduleHust camouyscmeus 8 meueHue 24-48
uaco8 pekomeHAyemcs 20cnumanu3ayus 8 CmayuoHap, 20e npo8ooumcst BHympuseHHast uHgysus
2udpoKopmu3oHa Ha ¢ome pezudpamayuoHHoii mepanuu. Ilpu npumeHeHUU NApeHMmMepanibHO20
2udpokopmu3oHa, 0o3a (ayopokopmu3oHa He MeHsiemcs, Jaubo Odaxe MK ommeHsomcs
nonHocmolo. Kak monvko cocmosiHue nayueHma cmabunusupyemcs, ciedyem nocmeneHHo
8epHymMbCsl K 00bluHbIM d03am npenapamos[1-6,76-80].



e [Ipyu 3MOLIMOHAJILHOM M HEPBHOM HAIpSKEHUM, IIPU JIETKMUX BUPYCHBIX 3a00/€BaHUSIX U
npefcTosiei Gpu3nyeckoil Harpy3ke yBennmumBath no3y 'K He pekomeHayeTcs [1-6, 76-
80].

VpOBEHb Yﬁe,Z[MTe.TIbHOCTM DEKOMEH,Z[aHMﬁ C (YpOBEHI) JOCTOBEPHOCTU JOKA3aTE/IbCTB
- 5)

Kommenrtapuu: [Ipu ¢usuueckux Hazpy3kax u ncuxosozuueckom cmpecce Heooxodumocmu 6
ysenuueHuu 003sl I'K Hem [1-6, 76-80)].

JleueHMe MaIMEHTOB ¢ HeKaaccuueckumu hopmamu nedunura 21-ruapokCmiasbl

e Jleuenne mnauyeHTOK ¢ HBJIKH ¢ momompio 'K pekoMeHOOBAaHO IIPOBOAUTL IMIpU
BBISIBJIGHMM  BBIpaK€eHHOJ TUIlepaHApOreHuu, OecIyionusi WM HeBbIHAIIMBAHUS
6epemenHocTu [17,75,81-89].

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

KoMMmeHTapum: Y XeHWUH C B8blPAXEHHbIMU CUMNMOMAMU 2UNEPAHOPO2EHUU B03MOMNCHO
HasHaueHue 'K (mabn. 5). ITomumo 3mozo mepanur MOXCHO NPo8odums KOMOUHUPOBAHHO C
2UPMOHAIbHBIMU KOHMpayenmusamu 0151 cucmemHoz2o npumererus (ATX xkod GO3A) u/unu
anmuanopozeHamu (ATX kod GO3H), a makce peKoMeHO08amb HeHWUHAM pa3iudHvle Memoosl
anunayuu [17,75,81,82,83,84,85,86].

Tabnuua 5. [Ipenapamut I'K, ucnonv3yemsle 8 neueHuu Hekaaccuueckoti popmot BIKH

MmapokopTuson**, ATX kogq HO2AB0O9 10-15 Mr Ha 2-3 npuemMa B AeHb
MpeaHunsonon**, ATX koa HO2ABO6 2,5-7,5 Mr Ha 1-2 npuema
[ekcameTasoH** (Tonbko BHE 6epeMeHHOCTH), ATX 0,25-0,5 Mr Ha Houb

koa: HO2AB02

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

Hecmompsa Ha mo, umo y 68% xweHwuH ¢ Hekaaccuueckou B/IKH camonpou3eoivHole
OepeMeHHOCMU MO2ym Hacmynume u 0e3 NpumMeHeHus 27I0KOKOPMuUKoudos, CNOHMAHHbLE
8bIKUOBILUU HA PAHHUX CPOKAX NPU OMCYMCMeuuU JieueHust cmpeuaromcst 0ocmamouHo 4acmo.
ITosmomy paccmampusams eonpoc o I'K mepanuu Heobxodumo, npexcde 8cezo, Ha smane
N1aHuposaHus 0OepeMeHHOCMmuU, 0COOEHHO Y MEeHWUH ¢ Oecnaoduem uiu NpPuBbiYHbIM
HegviHawWUBaHuem bepemeHHocmu. Heobxodumo ommemumob, umo 6 ciyude, Koz20a peuiaemcs
gonpoc 6 noav3y I'K mepanuu oueHb B6aXCHO HAYUHAMbL ee C 3Imana NniaHUposaHus
bepemeHHOCMU, a He Kozda OepeMeHHOCMb yx#e Hacmynuid, maxk Kak UMEeHHO 3man
umnaanmayuu Ha ¢oHe I'K Haubonee 8axceH 0151 YIyuuleHUs Npo2H0308 8bIHAUUBAHUSL.

bepemennbie nceHwuHsl ¢ B/IKH OdonxcHbl Habnodamoscs 8pauom-3HOOKPUHOTI020M, UMEWUM
onvlm 8edeHus nayueHmos ¢ daHHviM 3a00ae8aHueM, U Ha3HAUYeHUE 2I0KOKOPMUKOUA08 QOJIHCHO
npo8oouUMubCsl NOC/ie OUEHKU 8ePOSIMHO20 NOJIOXUMENbHO20 I Pekma npenapama 8 CpasHeHuUU ¢



NOMEHYUANIbHBIM PUCKOM, C UH(OPMUPOBAHHO20 000P0B0JIbHO20 CO2/1ACUSl nauyueHmKuU. JleueHue
MOX}cem nposoodumscsi ¢ NOMOWBH 1100020 271I0KOKOPMUKOUJH020 hpenapama, 3a UCKII0UeHUeM
dekcamemasoHa. [[o3vl npenapamos ¢ HAcmynjeHuem 6epeMeHHOCMU 00bIUHO He MeHsImcsl,
JleyeHue nposooumcs ubo 8 nepeoM-8mopomM mpumecmpax ¢ nociaedyouweii ommeHoti, 1u6o 0o
podos 8 3asuUcuMoCcmu om meueHus GepeMeHHOCML.

Kak npasuno, npu Heknaccuueckoti BJKH omcymcmeyiom Odeguuum Kopmu3ona u
convmepswujue Kpusdsl, N03ImMomy Hem Heobxodumocmu nosviwams 003y I'K 60 epems
CMpeccopHbIX COCMOSIHULL, ONepamuHslx 8MeUlamenbCme Ui 0CMpuiX 8UPYCHbIX 3a001e8aHULI.
HcknioueHuem s8155emcst  8visigieHUe HedoCmamouHoll 8blpabomKu Kopmu3ona 80 8pems
cmumyaupyrouiezo mecma (mevee 500 umonw/n) [1,87,88,89].

e V KeHIIMH C YMepeHHO} ruliepaHiporeHueir u auUCPyHKIMENH SIUMYHUKOB BHe
TVIAaHUPOBAHMS 6epeMeHHOCTH pEKOMEHIyeTCSs IIpUMeHeHNe BMECTO 'K
CUMIITOMATUYeCKO/i Tepamuu: IIporecrareHbl M  3CTpPoreHbl  ((PUKCUpOBaHHbBIE
KombOuHauumn), kog ATX GO3AA n/unu antTuanaporensl, kog ATX GO3H [17,75,83,84].

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

KoMmmenTapumn: Hecmompst Ha mo, umo namozeHemuueckoe JieueHue HeKJAaccuueckoli popmol
BJIIKH 00513HO np0o800UmMbCsl N0 MeM Xe NPUHYUNAM, 4mo u npu Kaaccuueckux gopmax (nymem
go3meuwjeHus: depuyuma Kopmusona), Heobxodumocms HasHaueHusi I'K mepanuu abconomHo
8ceM JeHWuHam ¢ Hekaaccuueckoii B/[KH evi3vieaem 60Jvliue CnOpsl y CREYUAIUCTO8 80 8CEM
mupe. [leno 8 mom, umo 003vl I'K, Heobxo0umvie O nodasneHus u3bblMouHOll npodyKyuu
aMopozeH08, HepeoKo S8JISII0MCS Cynpagu3uoniozudecKumu, 4mo, ¢ yuemom MszKkoz0 meueHusl
JdaHHOUl hopmbl 3abosnesamusl, 8vl3vi8aem onpeodejeHHvle COMHEHUs 8 HeoOXo0umocmu Uux

noxu3HeHHoz20 npuema. IToamomy ece 6osbuie CneYuaIUCMos8 80 8PeM Mupe npuxoosm K
MHEHUI0, UMOo 8HE NIAAHUPOBAHUSI DEPEMEHHOCMU U 8bIPAHCEHHOL 2UuNepaHopo2eHUU NPUMEHEHUE
IK He si8/155emcs 00513amenbHbIM U MOXem Oblmb 3aMEHEHO CUMNMoMamuyueckoli mepanueti 8
sude KOK u/unu aumuandpozenos [17,75,83,84].

e JleunThb 6eccumntToMHble opmbl HBIKH y skeHIIMH He pekomeHayeTcs [17,45,81,82].

VpoBeHb yoeauTeabHOCTU pekoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKa3aTeIbCTB
- 5)

e Jleuntb My>xunH ¢ HBJIKH He pekomenpyetcs [17,45,81,82].

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

KoMmmenTapum: B ciyuae 6eccuMnimomMHoz20 meueHusi 3a00J1e6aHuUsl y ¥eHWUH mepanus
He npoeodumcs. JleueHue HB/IKH y myxcuuH 6 00bUIUHCIMGE C/Iyudeé He NpPoeoouUmcs.
HcknoueHue cocmasnsiom navuenmst ¢ 6ecnnoduem, TART, onyxonsamu HaonoueuHuxKos u



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

Jleuenne I'® B/JIKH

e Jleuenue I'® BJIKH peromMeHayeTCsd MPOBOAUTD IO TEM Ke IPUHLMUIIAM, YTO U JieyeHue
BUPUIbHON (popMbl, 00ycI0BAeHHOI meduiiutoMm 21-ruapokcunaasbl. B Tepanum moryT
npumeHaThCs ['K npernapaTsl KOPOTKOIO U IJIMTENbHOIO AecTBud [1,4,6,90-92].

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

KommenTapumn: [Tayuermsl ¢ Kaaccuueckoii popmoti depuyuma 115-2udpokcunasvl, Kak u npu
opyaux ¢popmax B/IKH, noxcu3sHeHHO noayuairom npenapamot I'K ¢ yenvio Koppekuuu cuMnmomos
HAONOYeuHUK080ll HedoCMamouHOCmMu, 2unepaHoOpo2eHul U apmepuaibHoli zunepmer3uu. Ecau
npenapamom 8vl00pa y demeli s16875emcsi 2UOPOKOPMU30H, Y 83POCIIbIX MOXCHO UCNOJIb308A4Mb U
npenapamsl 0aumenvHozo deticmeus. Heobxodumocmu 8 HasHaueHuu MK y makux nayueHmos
Hem, maxk Kak HedoCMamouHoCmb  anbdocmepoHd C  U36bIMKO8  803Meulaemcs
/I0K[1,4,6,90,91,92].

e [Taumentam c I'® B/IKH B KauecTBe JOTIOJHUTEIbHON TepaliMy peKOMEeHIyeTCsI Ha3HAaYaTh
aHTUrUNepTeH3uBHbIe npernapaThl (ATX kom C02), MpeanoYTUTeNIbHO Kalauiicoeperawliye
muypetuku (ATX koxm CO3D) m gurMgponmMpuaMHOBbIE IIPOM3BOLHbBIE CeTeKTUBHBIX
6710KaTOPOB KasbliMeBbix KaHamoB (ATX kom CO8CA) [1,4,6, 90-92].

VpOBEHb YGE,Z[MTGJII)HOCTM peKOMEH,Z[aHMﬁ C (YpOBeHI) JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5)

Kommentapumu: Eciu Ha ¢one moHomepanuu I'K He yoaemcs ckoppezupogams AL, MOMIHO
O0ONONIHUMENBHO ~ UCNO0JIb308AMb  AHMU2UNEPMEH3UBHblE — hpenapamsl, U3  KOMOPbIX
npednoumumesvHbIMU  S16871910MCs  Kanauiicoeperaroniue auypetuku (ATX kod CO3D) u
Ou2udponupudouUHo8sle NPOU3BOOHbIE CENEKMUBHBIX OJIOKAMOPO08 KalbuuesvlXx KaHanos (ATX kod
CO8CA) (Hugedunum, ATX xod: CO8CAO05) [1,4,6, 90,91,92].

3.2 Xupypruueckoe jeueHue

e PekoMeHIyeTCSI TPOBOAUTH IIePBbIi 3Tan (GEeMUHUSUPYIOIIEN IUIACTUKM HaPYKHBIX
MOJIOBBIX OpPraHOB B IiepBble TOAbI >KU3HM pebeHKa U 3aBepliaTb BCe JTarlbl
XUPYpruueckoro jeueHus y namyeHTok ¢ BIIKH B mybepraTHOM Bo3pacte [93-98].

VpoBeHb yoeauTeabHOCT peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 4)



KommenTapum: Ha ce2o0HAWHULI OeHb He nposedeHo paHOOMU3UPOBAHHBIX KOHMPOSUPYEMbIX
uccnedo8aHuli, No380JsWUX CMAHOAPMU3UPOBAMb N00X00bl K XUPYP2UUECKOMY JIeUEeHUH)
nayuenmok ¢ BJKH. DOmoti npobneme 00nxHO Obimb YydeneHo 0co00e BHUMAHUE:
ceoespeMeHHOCMU nposedeHus (emuHusupyouleti naacmuku HAPYHHuIX 2eHUManuti, oueHKke
COCMOSAMENbHOCMU ~ ONepamueHoz0  emewdamenscmsa U OMCymcmeus  paseumus
NOCMONePayuUOHHbIX OCTOXCHeHUll (pyousl, cmpukmypsl u m.d.) Bupunuszauus zeHumanuii
Habnwdaemcss 'y nayueHmox ¢ poxcdeHus. Ilpu ewvicoKOli cmeneHu e8upuauU3ayuu
GemuHusupyoujas naacmuxa npogodumcsi 8 08a 3manda: nepevili dman, BKAUARUUL
KJUMOPONAacmuky u pacceueHue ypo2eHUmanpHo20 CUHyca, nposooumcsi 8 nepewie 200bl HU3HU
pebeHka, 6mopoli aman - UHMPOUMONAACMUKY — peKomeHdyemcsi nposooums nocse
HacmynJieHust MeHapxe u 0oCmuxceHust 0oCmamouHoll acmpozeHu3ayuu 2eHumanuti. B npakmuxe
yacmo ecmpeuaromcs cayuau, Kozda emopoill 3man naacmuxku He nposooumcs 8njaoms 0o
83pocnozo  eo3pacma. Takux HeHWuUH HeobXo0umo Hanpasasime 8  (pedepanvHobie
cneyuanu3uposaHHvle UeHmMpsl 2UHEKO0N02UUeCK020 npodunsa, 20e umeemcs ONbim mMaxKux
onepauuti, a maxkxe KOMAaHod 3KCnepmos 8 3moti 061acmu: Xupypau, aHecme3suoio2u, NCUxoaozu
u 3HOoKpuHosozu [93,94,95,96,97,98].

3.3 Hoe 1eueHue

JIByCTOPOHHSISI aAiPeHAIIKTOMMSI.

e B penkux wiyyasix y IalyeHTOB C HEKOHTPOIUPYEMOii TUIlepaHApOreHNnei Ipyu yCI0BUN
IOCTaTOYHON TMPUBEPKEHHOCTU K JIEYEHMIO MOXKET ObITb PeKOMEeHJ0BaHO NpPOBeleHMe
IBYCTOPOHHeN afpeHasskromuu [99-101].

VpoBeHb yoenuTeabHOCTU pekoMeHaauuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB
- 4)

KoMmmenTapum: He6onbuioli npoueHm nauueHmos ¢ mscenoli consmepsiouieti popmoti B/IKH
C NpaKkmu4ecku NOJIHbIM omcymcmaeuem akmusHocmu 2 1-2udpokcunasst He no00armcst ieueHur
T'K: daxce npu ucnonv308aHul 8bICOKUX 003 NPENapamos He CHUMXAemcsl 8blpabomka aHopozeHos
u ocmaromcs npusHaku eupunusayuu. Oco0eHHO 3M0 aKmMyaabHO Npu peuleHuu 8onpoca o
80CCMaHoseHus (pepmunvHocmu. B makux cayuasx psodom aemoposé npeonazaemcs
anbmepHamueHwlli memod neueHus BIKH - dgycmopoHHss adpeHanskmomusi. O0Hako amom
memoo JieueHus 8bl3bleaem MH020 8onpocos. C 00HOll cmopoHbl, ee nposedeHue YyMeHbuidem
guUpuUIU3AYU U no3eosnsem npumeHsmes MeHvwiue 0o3vl IK. C Opyeoli — umeromcs
uHmpaonepayuoHHsle pucku, puck adpeHano8slx Kpu3os nocmonepayuoHHo. IIpomusonokasaHo
nposodums 08YCMOPOHHIOIW AOPEHANIKIMOMUI0 HEKOMNJIAeHMHbIM hayueHmam, m.K. 8
nocneonepayuoHHoM nepuode HepezyispHslll npuem npenapamos 3amecmumensHoll mepanuu
IK moxem okazamecs ¢amanvHoiM. MMEHHO no3momMy peuwleHue 0 NnposedeHuu CmoJb
paduxanbHozo JeueHust He 00JIHHO NPOo8oJUMbCS PYMUHHO 8 0bweli am0OyamopHoll npakmuxe.
IIpu 803HUKHOBEeHUU NOJOOHBIX cumyayuii, Kozoa nauueHmost He docmu2arm KomneHcauuu oaxpie
npu npumeHeruu cynpagusuonozuveckux 003 I'K u pazsumuu smpozeHH020 2unepkopmuyusma,



OHU O0/I#CHBbI OblMb HanpasyeHvl 8 (edepanvhulii YeHMp IHOOKPUHOSI02UUECKO20 hpoduns Ons
peuwieHus onpoca 06 onmumaibHom memode seueHus [99,100,101].

IIpenaTanbHasa Tepanus

e He pekomeHpayeTcs TIPOBOAUTHL JieueHMe OepeMeHHBbIX IperapaTamyu JeKcaMeTa3oHa C
Le/bl0 YMEHbIIeHUsI CTeleHM BUPUIM3aUuuM Iuiona (TpeHaTaibHy Tepamnnuto). OHa
IO/DKHA  pacCMaTpMBATBCS  KaK  SKCIepMMEHTajqbHAasd  METOAMKA, IPOBOAMMAs
VUCK/IIOUUTEIbHO B CIIeLMaAM3MPOBAHHBIX LEHTpPaX, MMEIOIUX COOTBETCTBYIOLIUI
IIPOTOKOJ JieueHus ¥ Komurer 1o 3tuke [10,103-113].

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

Kommenrapum: I[IpeHamanvvas mepanuss — 3mo JeueHue off label dexcamema3oHom
OepeMeHHbIX MEHWUH, Yy KOMOpbIX N0 pe3ylbmamam 2eHemuuecko20 KOHCYbMUpo8aHus
umMeemcsl 8bICOKULL pUCK poxcdeHuss pebeHKa ¢ Kaaccuueckoli ¢opmoii deuyuma 21-
2udpokcunassl (Hanpumep, 6 cayuae yxe umewuwjuxcas demeti ¢ BJAKH 8 cembe u
nodmeepi0eHHbIM HOCUMENbCM8OM mymayuu y oboux podumeneli, Kozda puck poxicoeHus
nocnedyrouiezo 60bH020 pebeHka cocmasnsem 25%). Tak kak dekcamemasoH — eOUHCMBEHHDbLLI
'K npenapam, npoHukarowuii uepe3 naayeHmy u cnocobHulli nodasums NPoOYKYuio aHOPO2EeHO8
HaodnoueuHuKamu naiooa, npu e20 Ha3HaueHuu C CambvlX PaHHUX CPOKO8 zecmayuu cyujecmsayem
803MOMCHOCMb CHU3UMb cmeneHs eupunudauuu HIIO y HosopoxdeHHbix Oesouek ¢ B/IKH.
Pexomedyemobie 8 muposoli ntumepamype 003vl #dekcamemasoHa 20 MKe/kKe eeca OGepeMeHHOl
HEHWUHBL, Makucmanvio 1,5 mz/0eHsb. Ha ¢hore neueHusi, yposeHv 2100KOKOpMuUOKUA08 nuaoda
Moxcem npesvluiams cpedHue 3HaueHust nokasamesneti 8 60 pas.

OcHosHas npobnema 3axkawdaemcss 8 mom, umo Oaa JdocmuxceHuss 3d¢gexkma HauuHameo
mepanur Heo6Xo0uMoO KaK MOXHO paHvlie — He no3dHee 6 Hedeau zecmayuu. B mo e spems
nposedeHue npeHamanvHoli duazHoCmuku Onsg ymouHeHus nona u Hanuuuss BJKH y nnoda
803MOMCHO mMoJbko Ha 9-10 Hedene OepemeHHocmu. IIoamomy JieueHue 8bICOKUMU 003amMu
dekcamemasoHa HA Imanax 3akJaadku opzavos8 HanpacHo 6yoym noayuame 7 u3 8 demeli. B
Hacmosulee 8pemMsi HA KOMMepuecKoli O0CHOo8e docmyneH Mmemod onpedesieHus 8 Kposu
bepemenHoli #eeHwuHsl yuacmka JHK nnoda, xapakmepHozo 01151 Y-xpomocomsl ¢ 6oJiee paHHux
CPOKO08 2zecmauvuu, HoO NOKA 3ma mMemooduka He 886e0eHa 8 N0B8CEMECHYH NPAKMUKY.

BnusiHue dekcamemasoHa Ha 8HympuympoOHoe u danvHetiuiee passumue pebeHka 0o cux nop 0o
KOHYaA He U3y4eHo, HO npeonojiazarmcs e2o HezamugHole 3¢gpexkmol Ha LIHC, pacnpedeneHue
HUPOBOUl Kaemuamku, (GYHKUU HAONOUEUHUKO8 U N00HenyJouHoll Heene3vl 8 pamkax
emanvHo20 npozpammuposaus. Kpome mozo, ouesuoHsl HezamuesHvle 3(pekmsl Ha OP2aAHU3M
mamepu no muny simpo2eHHo20 2unepKopmuyusma.

Heob6xodumo ommemums, umo 6 Poccuu cyuiecmeyem mueHue, umo dekcamemasoH cnocobeH
npedomepamums eupuausayuio HIIO y desouek 8 pe3yibmame HuU8eaUPO8aHUs Oelicmeus
MAMepPUHCKUX aHOpPO2eH08, NO3MOMYy HepedKo OJeKcamemas3oH Ha3Hauaemcss OepeMeHHbIM



HeHwuHam ¢ Hekaaccuueckoii B/IKH. OO0Hako daMHbvle ucciedosaHuii He nodmeepicoarom
B03MOXCHOCMb NPOXOHOEHUSI MAMEPUHCKUX aHOP02eH08 uepe3 NaayeHmy U ux HezamueHoe
gnusHue Ha nnod. Iloamomy dekcamemasoH 0OnyCmum K NpUMeHeHU0 Y 6epeMeHHbIX HeHUJUH
JIUWDb O mex peoKux cayuaes, K020a nodo3pesaemcs Haauuue msxiesvlx Kaaccuueckux ¢opm
BIIKH y camozo pebeHka. IMeHHO no3momy 8 Hacmosiuiee 8pems He peKoMeHAYemcs nposooums
npeHamaavHylo mepanuilo 0dekcamemasoHoOM 6 pYMmuHHOU npakmuke, a deKkcamemasoH
OMHOCUMCSl K HexcelamebHblM npenapamam ons jaeueuus 6ot opmot BIIKH 80 8pems
oepemenHocmu [103-113].



4. MegunMHCKasi peadomwanTanyus, MeUIIMMHCKHUE
IOKa3aHMs U IPOTUBOIOKA3aHMA K
IIPMMEHEeHHMIO MEeTOL0B peaouanuTanumn

e IIpenmnaraercst namuentam ¢ BJIKH, mmeromnmm ncuxocoiyaabHbie TPO0IeMbl BCIEICTBIE
MaTOJIOTUM TIOJIOBOTO PasBUTHUSI, 0OpalllaThCsl K 3KCIlepTam, CIeluaJu3upyommuMcs Ha
IaHHOI HOo3omorum [114-140].

VpoBeHb YOeaUTEIbHOCTU PEKOMEHAInii A (YPOBE€Hb OCTOBEPHOCTH OKA3aTe/IbCTB
- 3)

KommenTapum: OcHo8HOUi 80npoc peabunumauuu 83pocisix nayueHmos ¢ B/IKH ces3am ¢ ux
NCUX0COUUANbHBIMU Npobsemamu, Kak npu Jw00m 3aboesaHuu, C83aHHOM C hamosozuet
nos08020 pazsumusi. B udeane, koHcyniomuposarue JonHHO NPo8oOUMbCS ONbIMHBIMU 8 OAHHOT
obnacmu cneyualucmamul.

46 XX nauuenmam ¢ BJIKH u ux cemvsim Moxcem nompe6o8amucsi NOMOWb 8 peuleHuu maxkux
cneyuguuHsix 011 namosiozuu NnoJsi08020 passumust npoodnem, Kak: 1) meduyuHckoe obyueHue
cembll, KOHCYJIbmuposaHue no 60npocam NCUxoCoyuaibHo20 npo2Ho3d; 2) ycmaHoeJjieHue noJa 6
cIyuae 8ulpaxceHHOU supuausayuu; 3) npuHamue peweHust no npogedeHurd GpemuHusupyrujet
niacmuku zeHumanuti 8 pavHem demcmae; 4) ncuxocouyuanvbHas IKcnepmu3sa 011 YCMaHo81eHUsl
nosa u KOHCYJIbMupos8aHue no 80npocy CMeHsl nojd 8 Jiio00M 803pacme Npu HAJAUMUU HEeNaHUS]
nayueHma Kak ¢ #eHCK020 Ha MYXCCKOU, MAaK U ¢ MyH(CK020 HA HEHCKULL, Xomsl makue cumyayuu
KpatiHe pedku.

JlononHumenvHovle 80NPOCHI, cheyuduuHsle 0711 NAMOJIO2UU NO0JI0B020 PA38UMUS, BKIIUA0M
n0020Mo8Ky K onepayuu, OUeHKY He MUNuYHoz20 071 OAHH020 NO0Jid NOBEOeHUsl, COUUANbHYIO
adanmauyuio, 6U- U 20MOCEKCYANIbHYI0 HANPABIEHHOCMb (KOMOPAsl HECKOJIbKO 8blle Y HEeHUUH C
BJIKH, HO ece pasHo scmpeuaemcst pedko), 60NPOCyl CEKCYAIbHOL (yHKUUU U 00Ue20 Kauecmed
HU3HU, MAaKxe, KaKk u nomMowp 8 adanmayuu nauyueHmos npu nposieieHuu Jbonsimcmea co
CMOPOHBbl  POOCMBEHHUKO8, CBEPCMHUKO8 WU NON0BbIX NAPMHEPO8 U3-3d HEeMUNUUHO20
cmpoeHus meJa.

ITayuenmot ¢ BIKH mo2ym makce umems NCUXOCOYUAIbHbIE U Ncuxuampuyeckue npo0diemol, He
C6513aHHble C OCHOBHBIM 3abonesaHueMm, KOMopvle MOZym pewamuvcs 6 oOujem nopsoke
ncuxuampamu [114-140|.



5. IIpodbminakTka M gUcCIIaHCcepHoe
HaO/oZieHe, MeIUIIMHCKME IIOKA3aHua U
IIPOTUBOIIOKa3aHMs K IPMMEHEeHUIO MEeTO0B
MpOoPMIAKTUKU

5.1 IIpodunakTuKa 1 aucCIIaHCEPHOE HAOGII0IeHNEe Y B3POC/IbIX
MalnMeHTOoB ¢ Kiaaccuueckumu popmamu aedunura 21-ruapoKrcuiassl

e Pexkomenpgyercs He peske 1 pa3a B roj BceM IallMieHTaM IPOBOAMUTH 00CIeIOBaHME IS
YTOUHEHMs CTelleHM KoMIleHcalum 3aboneBanus [1,2,42,43,71].

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

e C 1e/bl0 OLIEHKM CTereHM KOMIIeHCAalMM pPeKOMEHIYeTCs IPOBOOUTH WMCCIe0BaHue
YPOBHEN aHAPOCTEHAMOHA, 17-TUAPOKCUIIPOreCTEepPOHA, TECTOCTEPOHA B KPOBU BCEM
ralyeHTaM ¢ BUPUIbHOI U conbTepsitonieit popmamu BIIKH, a Takke aKTMBHOCTM PEHMHA
TI71a3Mbl (TOJIBKO Tal[ieHTaM C cobTepsitolieil popmoii) [1,2,42,43,71,141-143].

VpoBeHb yoeauTeaIbHOCTU peKoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5)

KommeHnTapum: /[na oueHKu 3ggexkmusHocmu 210KoKkopmukoudHoti mepanuu B/IKH 8
Hacmosiujee apems HauboJiee 4acmo 8 MuUpe UcCnoabL3ylmcst mpu nokazamens: aHOpoCMeHOUOH,
170HP u mecmocmepoH, Komopwle HeobXoo0umo uccnedosams pamo ympom Hamowax, 00
npuema npenapamos. lonycmumo makxe nposedeHue aHanu3a uepe3 2 4 nocae npuema
npenapamos. IIpednoumumensHolli 1a60pamopHsiii Memod onpedeneHust 20PMOHANIbHBIX
nokasameneti — #udKoCmMHAss MaHoemMHas macchekmpomempus, memod MDA daem 6o.blie
UUCTIO JIOXCHO-NOJIOHCUMETbHBIX pe3ysivmamos. M3mepeHnue AKTI He sieissemcst He00X00UMbIM
0715 onpedeneHus duazHOCMu4eckoli unu sedebHotli makmuku y nayueHmos ¢ BJIKH.

V JeHWUH ¢ COXPaHEHHbIM MEHCMPYANTbHbIM UUKIOM UCCNe008aHUE He1ameabHO NPo8oodums 8
PaHHIOW (PONNUKYASAPHYIO (ha3y, npu npueme KOMOUHUPOBAHHBIX OPAJIbHbIX KOHMPAYenmueos
(KOK) — Ha 3-4 OdeHb yukaa (0o Hauana Hosoll ynakosku KOK 0ns ucknioueHuss nepekpecmmoli
peaxyuu), Ha (poHe ameHopeu — 8 1000l deHs [1,2].

YV mymcuuH OJuHamuueckoe Habnto0eHue OC/I0HHemcs mem, 4mo Ypo8eHb mecmocmepoHd, 8
OCHOBHOM, Ompaxcaem 20HA0HY, a He HA0NOUEeUHUKO8YI0 NPOOYKUUIO U NO3MOMY He N03807s1em
adekeamHo oueHums Komnemcauuio 3abonesaHus. MyxcuuHsl ¢ onumensHoli dekomneHcauyuet
unu 00seMHbIMU 00PA308AHUSMU 8 AUUKAX U3 0CMAmMOoUHoli HaonoueuHukosoti mkaHu (TART),
MOo2ym umems HU3KUL YyPOBEHb MeCcmoCmepoHa U3-3a CHUMeHuUsl QyHkyuu kaemoxk Jletiduea.
IToomomy 2nasHviMu mMapkepamu CMamossmcs yposHu aHopocmeHouoHa u 170HP, a makdice
coomHouleHue yposHeli aHopocmeHOuoHa u mecmocmepoHa. OmHouwieHue amopocmeHOUoH/



mecmocmepoH mexee 0,5 xapakmepHo 07151 300p08bIX MYHUUH, COOMHOULEHUe Oosiee 2 2080pum 0
HeydosiemeopumenvHoli komneHcauuu B/IKH u zunepnpodykuyuu Ha0no4euHuKko8vlx aHopozeH08
[42,43,141].  [lononHumenvHslM  MemodoM  00cnedo8amusi  s87semcsi  onpeodesieHue
20HA0OMPONUHO8. Y  MYMUUH  CHUMEHHDLILI ~ YPOBEHb  20HAOOMPONUHO8  MOXCEem
ceudemenvcmeosams 0 Oecnioduu y nayueHmos, nosviuleHHbllli yposeHb DCI 2080pum o
HedocmamouHocmu (yHKyuu ssuuex, ocobeHHo npu Haauuuu TART.

ITo mMHeHU OONBLUUHCMBO CNEYUAIUCnOo8 8 MUpe 8 Hacmoswee 8pemst 0Mcymcmayrm uemkue
J1abopamopHsle Kpumepuu KomneHcauuu 3abonesaqus. Cuumaemcs HeyenecoobpasHviM NoaHoe
nodaeneHue yposuss 170HP, m.x. 018 amozo0 mpebyemcss npuem cynpagusuonozudeckux 003
2JIKOKOPMUKOUOHbIX ~ Npenapamos,  KOMmopble  8bl3bl8a0m  nobouHvle  dpgexkmol.
KomneHcuposatrtvie nauuenmst ¢ BIIKH 06biuHo umerom yposeHs 170OHP Ha 8epxHell zpaHuue
HOpMbl UU YMEPEHHO NOBbIUIEHHOE 3HaAYeHUe. YpPo8eHb aHOpOCmeHUOUuoHa JoyeH Oblmb 8
npedenax pegepeHcHblx 3HaueHutl 0151 noaa u 6o3pacma. B omoenvHoix cnyuasx (Hanpumep, npu
niaHuposaHuu oOepemeHHocmu unau 6 cayuae Hanuuus TART y myxcuuH) ewvlOupawomcs
uHousudyanvHole yenesvle nokazamenu. ns xmeHwuH ¢ B/IKH, komopwle naaHupyiom
OepeMeHHOCMb, Ha (oHe nposodumoli mepanuu UYeaecooopasHo O0CMuUMEHUE YPOBHS
npozecmepoHa 8 (oanukyasapHyrw ¢asy yukaa mexee 0,6 He/ma (meHee 2 Hmonv/n) [73,142,143].

IIpu HeobxodumMocmu NpuMeHeHus MUHepaioKopmukoudo8 npu coabsmepsawuieti @opme
3abonesaHuss Heo6xo0umo noddepicusams yposeHv APII, peHuHa HA 8epxHeli zpaHule HOpMbl
WU NOBbIUIEHHBIM, HO He 0osiee uem 6 2 pasa. Ilpu amom, noxasamenu Kanus, HAmpus Kposu
00/icHBL Obimb 8 npedenax pegepHcHozo uHmepsana. Cnedyem NOMHUMb, UMO C 803PACINOM
nompe6Hocms 8 MK cHuxcaemcs, u 0o3a npenapama Moxem Koppekmuposamscs (mabn.8)
[73,142,143].

e [Ipu BbIIBIEHUM JeKOMIIeHCAL Wiu Tepeno3npoBku 'K, moMmumMo Koppekuuu Tepannu,
peKoOMeHAyeTcsl Takke IIPOBeCTM J000CaemoBaHMe Ha IIpeIMeT OCIOKHEHMUIA,
XapaKTepHbIX /151 TUTIepaHApOTeHUN U runepkopTuiinsma [18,73,74,144-153].

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

KommeHnTapuu: cm pasden JlucharcepHoe HabooeHue u MOHUMOPUH2 0CONCHEHUTI

Tabauya 8. JlabopamopHvle nokasamenu, UChoib3yeMble 07151 OUHAMUUECK020 HabadeHus 3a

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

AKTMBHOCTM M1a3Mbl KPOBWU
A09.05.120.001

WccneposaHue YPOBHS PU
kanusa B kposn A09.05.031

MccnenosaHue YPOBHS PU
HaTpusa B kposu A09.05.030




WccneposaHue YPOBHS PU
obwero TecrtoctepoHa B
kposn A09.05.078

WNccneposaHue YPOBHS PU

aHAPOCTEHAMOHA B KPOBMU

A09.05.146

WccnepoBaHue YPOBHS Heobxoaum ansa pacuyéta cBO604HON PpaKkuumM TeCToCcTepoHa

rno6ynunHa, CBsA3bIBalOLWEro
NoOIOBblE FOPMOHbI, B KPOBWU
A09.05.160

MccneposBaHne ypoBHA 17- lMokaszaTtenb B P, kak npaBuno, CBUAETENbLCTBYET O Mepefo3mpoBke
rMApoKCcuMnporecTepoHa B KC
kposu A09.05.139

My>XUnHbI WccneposaHue YPOBHS Mpu 3Ha4yeHnax BHe PU uenecoobpasHa oueHKa COBMECTHO C YPOBHSAMMU
obwero TecroctepoHa B nr, ®Cr, aHgpocreHanoHa
kposu A09.05.078

MccneposaHue YPOBHS BHe PU cBMAETENLCTBYIOT O MJIOXOM KOHTpPOJie 3aboneBaHus
JIIOTENHU3UPYIOLLErO
rOpMOHa B CbIBOPOTKE KPOBMU
A09.05.131 WccneposaHue
YPOBHS
hONNNKYNOCTUMYNNPYIOLWErO
ropMoHa B CbIBOPOTKE KPOBU
A09.05.132

CooTHOLWeHne ypOBHel >2 - pekoMneHcaums 3aboneBaHus
AHAPOCTEHAMOH/TECTOCTEPOH

Cnepmorpamma B03.053.002 MokasaTenn Ao/MKHbI 6bITb B Npeaenax PU ans 340poBbIX MYXUYnH

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

5.2 IncnancepHoe HaO/MIOJAeHMe ¥ MOHUTOPUHT OC/IOKHEHMUI

BeneHye maiMeHTOB C Kiaaccuueckumu dopmamu gebuiinta 21-TUapokcuaasbl TpedyeT
HEIIPEepPhIBHOTO TMOAAepkKaHMsI paBHOBeCUSI MeXAY M30bITKOM aHAPOTeHOB M M30BITKOM
9K30reHHbIX ['K, 1OOUTHCS KOTOPOTO B KIMHMUECKOI ITPAKTHUKe ObIBAET JOBOJbHO HEITPOCTO.
[TosTOMy HEOOXOOMM TILATEJbHbII MOHMUTOPUHTI OCIOXKHEHMI M ITOCIAeICTBMUI KaK CaMOro
3a060/ieBaHMS, TAK U €ro JeueHusl.

e PexomeHIyeTcs IIPOBOAMTH CO BCeMM MallMeHTaMM C KiaccuuyeckuMu dopmamu
meduiurta 21-ruapokcuiiasbl mpodpuaakTuueckme 6eceibl 0 340POBOM 00Opase KMU3HU, C
IIeJIbI0 MOTMBMPOBKM MOAJEep>KaHMSI HOPMAJIbHOIO MHAEKCA MacChl Tejla, BO M30ekaHue
pa3BUTUSI MeTabOIMUECKOTO CMHAPOMA M CBSI3aHHBIX C HUM OCJIOKHeHMit [18,73,74,144-
148].

VYpoBeHb yoeauTeabHOCTU pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
— 4)

Kommentapumu: Komnnekc memabonuueckux HapyuwieHuii npu B/IKH eecbma uwiupox.
ITomMumo OCHOBHBIX NOOOYHBIX A6JIEeHULI, B03HUKANOWUX npu nepedo3upoeke I'K, maxkux
KaK oxcupeHue, apmepuaibHas zunepmel3sus, oucaunudemus, UHCYJIUHOPE3UCIMEHMHOCMb



U HapyuleHus y2ie600H020 oomeHa, npu B/IKH Ha opzaHu3m nauyueHma eausilom makiice u
dononHumesibHole  (hakmopsl:  2unepaHopoz2eHusl,  2unNO0ZOHAduU3M, a  IMakdxyce
adpeHomedy/isipHas HedocmamouHocms (puc. 4). Iloamomy 6 pamKax excez00H020
ducnaHcepHozo 00c1e008aHUsl 6Ce NAUUEHMbl HYHO0awmca 6 00yueHUU NpuHUUNam
300p06020 numaHusi u 300p06020 00pa3a HU3HU C KaaccuuecKumu opmamu deduuuma
21-eudpoxcuna3sst, Konmpone A/l u maccel mena (puc. 3)[18, 73,74,144,145,146,147,148].

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

2udpoKcunaswl.
AnpeHomenynnapHas
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e PekomeHAyeTcs  TPOBOAUTH  PEHTTEHOJEHCUTOMETPMIO  BCeM  MalMeHTaM  C
KiaccuueckuMmu popmamu aeduuura 21-ruapokcuaasbl BHe 3aBUCMMOCTU OT CTeIleHMU
KOMITeHCallMM TMpU TIepBMUYHOM oOOpalieHuu, o00si3aTelbHO ee IpoBefeHue — IIpU
aHaMHeCTMYeCKUX JMaHHBIX O Tepuomax Tmepeno3upoBku I'KC wmam repeHeceHHBIX
aTpaBMaTU4eCcKux rnepeaomax [4,73,74,149-153].

VpoBeHb yoeauTeabHOCTU peKkoMeHAanui C (ypoBeHb JOCTOBEPHOCTHU JOKAa3aTeIbCTB
- 4)

KommenTapum: IIpogederHble pempoCnekmueHole U KO20PMHblE UCCIE008AHUS 8 MUpe
nokasaJuau, 4¥mo y 83pocislx nayueHmos ¢ B/IKH no pesynomamam deHcumomempuu 8buis18151UCh
cHuxcerue MIIK, 8 ocHO8HOM, 0 cmeneHu ocmeoneHuu u, 8 MeHslUlell uacmome cayuaes, 0o
cmeneHu ocmeonopo3a. B uacmu pabom 6s1710 nokazaHo, umo cmeneHs nomepu KOCMHOL Maccol
3asucum om cymmapHoti 0o3st IKC 8 meuenuu xcusHu. ITo dannsim @I'BY SHI] 661710 nokasaHo,
umo paseumue 0CMeoneHuuecKkozo CuHOpoMda He 3asuceio Oom CcmeneHu KomneHcayuu



3abonesavuss u 003 npuHumaemvix I'K npenapamos, nosmomy peHmMzeHOOeHCUmomempuro
HeaamenbHo Npoeoodums 8cem nauueHmam ¢ Kaaccuueckumu ¢popmamu Jdepuuuma 21-
2UOPOKCUIA3bI BHE 3ABUCUMOCMU 0M CMeneHu KOMNeHcayuu npu nepeuuHom obpawjeHuul, ecu
paHee OHa He nposodunacb, a dajee peuiams 80NPOC 0 UACMOME MOHUMOPUH2A KOCMHOL
NJI0MHOCMU 8 3a8UCUMOCMU O0M NOJIYUEeHHbIX pe3yibmamos (He pexce 1 pasa 8 5-7 sem npu
omcymcmeuu cHuxeHuss MIIK u uawje npu 6wls18J1eHUU 0CMeoneHuuecko2o cuHopoma) [4,73,74,
149,150,151, 152,153].

e PekoMeHyeTcsl TPOBOAUTD MHCTPYMEHTaIbHbIE BMU3yaausupyioumne oocienosanms (Y3U,
MCKT mnmu MPT) HaaIIO4eUHMKOB C 1I€JIbI0 MCKIIOUEeHMSI HOBOOOpa30BaHMIi MallieHTaM C
Kaaccuyeckumu popmamu gedunmTa 21-rugpokcuiasbl, y KOTOPbIX He YIAEeTCS JOCTUYb
1IeJIeBbIX TOKa3aTesieil aHIpOoreHOB Ha (poHe peryaspHOro rnmpuemMa TepamneBTUUYeCKUX 103
['KC, a Takke y TIalMEHTOB C [JIUTEJIbHBIMM SIMU300aMM OTMEHbI Tepanuu Win
HeyJ0BIeTBOPUTEIbHON KOMITeHcaluelt 3aboneBanus [4,154-157].

VYpoBeHb yoeauTeabHOCTU pekoMeHaanmui C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB

- 5)

KommenTapum: Y 83pocisix nayueHmos ¢ Kadaccuueckumu Gopmamu Odepuuuma 21-
2udpokcunassl no daHHoim KT docmamouHo uacmo 8wvlis8s1i0mcs 00HO- Uau 08YCMOPOHHUE
dobpokauecmeeHHble 00pa308aHusl HaonoueuHukos. LleneHanpasneHHvlli CKPUHUHZ NOOOOHbBIX
06paszosaHuli 06bIUHO Mmpebyemcss MoJibKo Npu Haauuuu oa1umessbHoll dekomneHcayuu, maxk Kax
OHU Moz2ym docmuzame 3HauyumenvHslx pasmepos. Ilpu Has3HaueHuu adekeamHwvix 003 I'K
ommeuaemcs: yMeHbolleHUe pa3mepos onyxoJell, xupypauueckoe JieueHue 00bi4HO He NPO8oJUMCS.
IIpu ydosnemeopumenvHoli KomheHcauuu 8 nposedeHuu CKpUuHuUHza Hem HeoOX00UMOCMU, Mak
Kaxk o00pa3o8aHusi HeOOJIbWIUX PA3Mep0o8 He uMerwm KAUHUUecKo20 3HaueHus[4,154, 155,156,
157].

e PexomeHayeTcss MpoBOAUTb Y3 OpraHoB MOIIOHKM Y MYXUMH C KJIaCCMUYECKUMU
dopmamu nmeduiuta 21- rMAPOKCUIA3bI C 11e/IbI0 BbISIBJIEHUSI 00pa3soBaHUS SIMUEK U3
OCTaTOYHOJ HaATIoueuyHnKoBo Tkauu TART [42,46,48-52,141,158,159].

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

KoMmmenTapum: [ob6pokauecmseeHHble 00pa308aHusl suueK U3 ocmamouHoli Ha0no4euHuKo8ou
mxaHu (TART, testicular adrenal rest tumors) ecmpeuarwomca y 21-28% MywuuH ¢
kaaccudeckumu @Gopmamu depuuyuma 21-2udpokcunassl, npu O0JaumensbHoll odekomneHcayuu
3abone8aHus OHU Mozym docmuzame OONbWUX pA3Mepos, c0asiu8ams mMKAHb SUYEK U
npusodumo K 2uno20Hadu3my u 6ecnioduro. B kauHuueckoli npakmuke 803MOMCHA OWUOOUHAS
nocmaHoeka OuazHo3a paxka siuvek U nposedeHue HEOOOCHOBAHHBIX onepauuti y makux
nayueHmos. B omnuuue om paka siuuex, kak npasusno, TART - 3mo 08ycmopoHHue 00pa308aHus,
umerwwue meHoeHYu K yMeHbleHuw Ha (oHe unmencuguxkayuu I'K mepanuu. Bouisensiomcs
TART nubo nanvnamopHo npu ocmompe, aubo Ha Y3U. Ecnu Ha ¢QoHe docmuxceHus
KomneHcayuu 3abonesanusi, pasmepvl TART He usmeHswomcs, pekomeHdyemcsi nposedeHue



KpuokoHcepsayuu cnepmol. OueHka penpodyKmueHol (GyHKUUU y MY#UuH Heobxoduma 8
cyuasx obpaueHust no nogody 6ecniodus aubo npu daumesnvHoli dekomneHcauuu 3a001e8aHust
[42, 46, 48,49,50,51,52,141,158,159].

e PekoMeHyeTcCs KeHIIMHAM ¢ Kiaaccudeckumu ¢dopmamu BJIKH npoBoauts Y3U opraHoB
MaJIOT'O Tas3a C 1ieJIbI0 BbISIBJIEHUS TTaTOJIOTUU SUYHUKOB, Ipu nogo3peHun Ha OART- MPT
OpraHoB MaJioro Tasa. [52,53,160,161,163-165].

VYpoBeHb yoeauTeabHOCTU pekoMeHaanui C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB
- 4)

KoMmeHTapum: Y xeHwuH ¢ Kaaccuueckumu gopmamu depuyuma 21-2udpokcunasst npu
J110001i cmeneHu KomneHcauuu Haba00awmcs HapyweHuss MEHCMpYyaabHozo uukia - y 64-68%
HEHUWUH npu convmepsiouleli u'y 55-75% - npu supunwvHoti popme. Hepedko npu obcnedosaHuu
MAaKux MeHWUH B6blA6S0MCs YIbMpa3eyKoevle NPU3HAKU NOJUKUCMO3HbIX AUUHUKOS. Ilpu
BIIKH 6 namozeHe3e  (OpMUPOBAHUS  NOJUKUCMO3HBIX  SAUYHUKO8  yuacmeyiom
UHCYJIUHOPE3UCMEHMHOCMb, OMCUPEHUE, A MAaKie B8blCoKas Ccekpeyuss aHopozeHos. B psode
ciyuaes yoaemcsi 00CMUZHYMb HOPMAAU3AUUU UUKAA C NoMOwbl uHmeHcupuxkayuu I'K
mepanuu, 00HAKO npu ee Hea(pdekmusHocmu uau nosi8aeHUU NPU3HAKO8 SIMPOZEHHO20
2unepkopmuuusma K mepanuu pekomeHdyemcsi 000asumes npozecmazeHvl U 3CMPO2EHbI
(¢puxcuposartvie KOMOUHAYULL).

B numepamype onucaMul ciyuau 8visieJieHUs: 00pa3oeanuli 8 AUUHUKAX U3 0CMAmMOo4HOlU MKaHu
HaonoueHuko8 (OART, ovarian adrenal rest tumors), aHanozuuHsiM no cmpoeruio ¢ TART. Hx
yacmoma menee 0,1 % cpedu écex obpaszosaruti auuHukos. Ilpednonazaemcs, umo OART uauie
803HUKAEM Yy nauueHmok ¢ onumenvHoii dekomnencauueti B/IKH. MPT manozo masa s8,15emcs
30/10mbIM cCmavdapmom O yMoOUHeHUs pa3mMepos U JIOKAAu3ayuu 005eMHbIX 00pa308aHull
SAUYHUKO8. B mupoeoii numepamype onucaHsl eduHuuHosle cayuyau couemanuss OART u B/IKH,
PaHHAA ux OuazHOCMuKa y dacmu nayueHmox no3eojisiem nposodums 0p2aHOCOXPaHSIUWUe
onepauuu, umo, 6e3ycJ108HO, 8aMCHO O/l UX KA4eCmea MU3HU U COXPAHEHUS MEHCMPYAlbHOU U
demopooHolti pyHkyuu [52,53,160, 161,163,164,165].

Ha pucyHke 4 mpencTaBjieH CXeMaTMUHBIA IUIaH o0caeJoBaHUS U IUMHAMUYECKOIO
HaOMOMeHnsT B3pPOCIAbIX IAllMeHTOB C Kiaaccuueckumyu dopmamu  gebwuiurta 21-
IUAPOKCUIIA3BI B 3aBUCUMOCTU OT CTEeIleHU KoMIleHcal . Kak BUIHO U3 YKa3aHHOM CXeMbl,
psan uccnegoBaumii (KT mamu MPT HagmoyeuyHukoB, Y3U amuek) HeOOXOOMMO ITPOBOOMUTH
TOJABKO IIpU JeKOMIIeHcaluyM 3a0o0jieBaHMsI, B TO BpeMsI KaK aKTMBHOE BbISIBJIEHME
MeTaboMMIYeCcKMX HapylIeHui, OIleHKa MMHepaJbHO! KOCTHOM TIIJIOTHOCTM, a TaKxke
PenpoOnyKTUBHOM (DYHKLMM Y SKEHIIMH HeOoOXOAMMBI IIpM JII000J CTermeHM KOMIIeHCALUM
3abojieBaHMsI.

PucyHok 4. [Tunamuueckoe HabaodeHue 3a 83p0oCiblMU NAYUEHMAamu € Kaaccuueckumu popmamu
dedpuyuma 21-2udpokcunasol



MepepoznpoBka K KomneHcauyusn JexkomneHcauma

\ Y

+ Metabonuueckne HapyleHms . O6bemHble 06pazoBaHna
- PenpopayKTrBHas GpyHKLMA Y KEHLWNH B HaANONCHH WX
+ PeHTreHogeHcnTOMETPUMA + PenpopiyKTnBHasA GyHKUMA Y MyXUMH

IIpobnaakTka ¥ OUCIIAHCEPHOE HAOIIOAEeHMEe VY B3POCIbIX MAIMEHTOB C
HeKkIaccuueckumu hopmamu aedpunnrta 21-rugpoKcuaasbl

e PexomeHIyeTcsl malMeHTKaM C Hekjgaccuueckoi ¢gopmoii BIKH B cjyuae BbIpaskeHHOJ
TUIlepaHaporeHuMn npu Iipueme Tepanuu ['K mpoBoauTh OucCIIaHCEpHOe Hab/omeHMe
aHaAJIOTMYHO MalyeHTKaM ¢ Kiaccuueckumu dopmamu BIIKH [17,29,81,82,84-86].

VpoBeHb yoeauTeabHOCTU peKkoMeHaanui C (ypoBeHb JOCTOBEPHOCTHU JOKA3aTeIbCTB
- 5)

KommeHTapumu: B omauuue om kaaccuueckux ¢opm deguuuma 21-2udpokcunasst, npu
HeKknaccuueckoll (popme He cyujecmeyem 00WlenpuHamslx pekomeHdauuii no OuHamuuecKkomy
Hab00eHUI U OYeHKe CmeneHu KoMneHcayuu 3abo1e8aHusl.

Bue naiaunuposaHus 6epeMeHHOCMU U Npu yMepeHHOU zunepaHopozeHuu, Kozda 8 Kauecmee
0CHOB8H020 Memooda JneueHus eviOupaemcs KOK u/unu awmuamopozeHHass mepanus, maxue
nayueHmMku 00bIYHO He Habawdawmcs 3HIOKpUHoOI02aMU, a OdjvHeliwee HabaodeHue u
KoppeKyuo mepanuu nposooum 2uHeKkoJioe.

V 6onbHbix ¢ msenoli 2unepaHdpozeHueli u 8vlb0pe 8 noawb3y odaumenwvHoli 'K mepanuu
HabnodeHue OONHCHO NPOB8OOUMbBCS AHANO2UYHO Kaaccuueckum Gopmam BIIKH. OueHka
KomnheHcayuu 3a0oesaHuss Nposooumcsi KAuHu4decku (yenesvle 3HAueHust J1abopamopHbuIX
nokaszameneti, maxux Kkaxk 170HP, mecmocmepoH U aHOPOCMEHOUOH, 00 CUX Nop He
paspabomatnt). Ilpu nosieieHUU KAUHUYECKUX NPU3HAKO8 SIMPOEHHO20 2UNepKoOpmMuuuma
Heobx00umo npoesedeHue 0000cnedosaHusi Onsl Bbid8eHUS MemaboudecKux HapyuleHuili u
cHuxcenuss MIIK [17,29,81,82,84,85,86].

IIpodunakTuka U AyUcCIaHCepHOe HAOJIOAEeHME Y B3POC/IbIX MalMEeHTOB ¢ JedUIuToOM
11p-rugpoxcuiassl

e ;151 OLIeHKM KOMIIeHcaliuyu 3aboeBaHMs Y MalueHToB ¢ neduumutom 11B-ruaporcuaasbl
pPEeKOMEHAYeTCsl IMPOBOAUTh KOMIUIEKCHOE OIlpefesieHe KOHILEHTpaluu CTEPOUITHBIX
FOPMOHOB METOAOM TaHIEMHOI MacC-CIIEKTPOMETPUM C MUCCIemoBaHuMeM YpoBHST 11-
Ie30KCUKOPTUKOCTepoHa B KpoBU (A09.05.141) [166-169].



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

KommenTapum: Tak xe, Kak u npu kaaccuueckux ¢opmax depuyuma 21-2udpokcunasol,
HaobntdeHue nauueHmos ¢ deguyumom 115-2udpokcunasst HanpasaeHo Ha Nod6op acekeamHotl
do3vl I'K, oyeHKy KomneHcauuu U 8visi8/ieHUe 0C/I0MCHEeHULl NoM#cU3HeHHOU 3amecmumenvHoli TK
mepanuu. O0HAKo 8 c853U ¢ pedkoti scmpeuaemocmoio I'® B/IKH duHamuueckoe HabnooeHue u
OYeHKa KoMneHcauuu npedcmaensiem CaoxHyw 3adauy. Jleno 6 mom, Umo CO2JIACHO
MEXCOYHAPOOHBIM  peKoMeHOauusiM, KOHMpoib HeobxodumMo npoeodums no yposHio 11-
0e30KCUKopmu30ia, 8 mo 8pemsi Kak 3mom mapkep He ucciedyemcs 8 pymuHHOU npakmuke.
IToamomy npu Heobxodumocmu KOppeKuuu mepanuu u YMOUHeHUsl CmeneHu KOoMNneHcauuu
pekomeHdyemcs Hanpaeasmes  MAkux  nayueHmos 8  (edepanvHvle  UEHMPbI
9HOOKPUHOJI02U4eCK020 npouns, 20e B803MOMCHO npoeedeHue KOMNJIEKCHO20 onpedesieHus
KOHYeHmpayuu cmepouoHsiX 20pPMOHO8 MemoodoM MaHAeMHOL Macc-cnekmpomempull.

Cydums o0 komneHncauuu I'® BIKH MOXHO N0 KOCBEHHbIM OaHHuIM. IIpu HasHaueHuu
HedocmamouHoll do3st [K ommeuaemcsi nogsluieHue ypoeHs aHOpoCmeHOUOHd U mecmocmepoHa
(Y MY#UUH OUEHKA Npo8ooUMcs MoJbKO N0 YPOBHI AHOPOCMEHOUOHA), CHUMAEMCS. YPOBEHb
APII (peHuHa), Kanus. B KauHuueckol kapmuHe pezucmpupyemcst noesiuieHue A/Zl, pazsumue
MAKpococyoucmslx OCJIOHCHEHUL, a Mmakxe nposieasiomcs. NPu3HaxKu 2unepaHopozeHuu u
2unoKkopmuyusma.

IIpusHakamu u36bIMOYHOL mepanuu A8A0MCA KAACCUdecKue NPu3HaxKu 2unepkopmuuusma:
ysenuueHue 8eca, ab0OMUHANbHbII MUN OXUPEHUsl, NosiéeHUe CMpull, «KAUMaKkmepuueckozo
20pbuKa». JIabopamopHo yposHU mMecmocmepoHa U AHOPOCMEHOUOHA CHUMCEHbl, OMMeUamcs
NpusHaku oucaunudemuu, HapyweHusi yznesodHoz2o oOmeHa. Ilo OdauHbiM OeHcumomempuu
nosiesiomcst npusHaku cHuxceHust MIIK. ITosviwenust AZI npu 3mom moxcem u He Obimv, 00HAKO
y psida 60nbHbIX AT MOXCEM COXPAHAMBCS 8 PAMKAX SIMPO2EHH020 2UNEPKOPMULYUMA.

ITauuenmam ¢ I'® B/IKH, kak MUMHuUmym, exce2o0HO Heo0X00umo nposodums 00cnedosaHue y
Kapduonoza, no nokasaHusm nposodums SKIT, axokapduozpaguro, cymouHoe MOHUMOPUPOBAHUE
Al u OKT 0ns ceoespemeHHOll uazHOCMUKU U KOppeKyuu Maxkpococyoucmsix 0Ca10xcHeHuti Al
[166,167,168,169].



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
IIOMOIII A

IToka3aHus ojas MI1aHOBOM rOCIIUTAIM3ALIUN

1) mpoBemeHMe XUPYPrUUECKOTO JjedeHMs (KakK MpaBuUjIO, IUIACTUYECKMe oIlepaluyu Ha
HapY>KHBIX IOJIOBBIX OpPraHax y JKeHIMH, pexe orepaTuBHoe jiedyeHue TART y MyKumH,
yIajeHue BTOPUIHBIX HOBOOOpa30BaHMIA HAIIIOUEUHUKOB);

2) C Uedbl0 KOpPpeKuMM Tepamnuy, KOMIUIEKCHOTO CKPUHMHIA OCIOKHEHUM, B CIydae
HEBO3MOXHOCTM OKAa3aHMS CHeLMaJNM3UPOBAHHON SHOOKPUMHOJOIMYECKON MeOUIIMHCKOM
TIOMOIIM B aMOY/IaTOPHOM ITOPSIZIKE;

[TokaszaHus [1j1s1 SKCTPEHHOM TOCIIUTaIN3alUN:
1) agaycoOHMYeCKnii Kpus;
[TokaszaHus K BbINMCKE MalieHTa 13 CTallioOHapa:

1) pocTukeHMe 1e/leBbIX YPOBHEM aHAPOTEHOB, OIpeleneHue TaKTUKU JiedeHUs
OCJIOKHEHWI;

2) CTabMIbHOE COCTOSTHUE 300pPOBbA IMMallMEHTA M €ro reMOoAMHaMMUYEeCKNX roKasaresei B
cIydae BKCTpeHHOfI IroCIINTaJIN3al0nn,;



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

Bbepemennocts mipu BIKH

HaOmiogeHne 3a OepeMeHHbBIMM C Kiaaccmuyeckumu ¢opmamu gedpumura 21-
TUAPOKCUIA3HI

e PekoMeHyeTcsl TIpY HACTYIJIeHMMU OepeMeHHOCTH MpomaomkuTh Tepanuio 'K 1 MK B Tex
ke J03ax, UTO MPUMEHSIIUCh 10 6epeMeHHOCTH. YBenndeHmne mo3bl ['K mokaszaHo TOJBKO
TIPU pa3BUTUM NPU3HAKOB HAZAIIOYEUHUKOBOI HefocTtaTouyHoCTH. [80,142,170-174].

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

KommenTapumu: Yacmoma 6epemeHHocmell U podo8 HU3KA Y MEHWUH C KAACCUUeCKuMuU
Gopmamu dedpuyuma 21-z2udpokcunassl, 0COOEHHO npu conbmepsoueli popme, Hecmomps Ha
nposodumoe jieueHue, HanpPasIeHHoe Ha 80cCMaHosieHue gpepmuabHocmu. OCHOBHYH poJib hpu
2MOM UMEM NCUXOCOUUAbHblE (QAKmMopwl, NA0Xas KoMneHcayus 3abosesauusl, a maxie
nocnedcmeus Headekeamuo nposedeHHoli naacmuxu HIIO. B pside ciayuaes Oaxce npu
adexeammoii mepanuu BIIKH ons HacmynieHus 6epemMeHHOCMuU Heob0X00uMO UCNOJb308aHUE
8CNOMO2AMebHbIX PENPOOYKMUBHBIX MEXHOI02U.

OCHOBHAsA CI0HCHOCMb 8edeHUs. bepemMeHHbIX ¢ Kaaccuueckumu ¢popmamu B/IKH 3akarouaemcs 6
mom, umo 80 8pems b6epemMeHHOCMU YPOB8HU AHOPO2eH08 NOCIMeNeHHO NO0BbILIAIOMCS 8c/iedcmaue
yeesiuueHust Ypo8Hsl CeKC-CBS3bl8AOUIe20 U KOPMU30J-C853bl8a0W€20 27100yIUHA, NOIMOMY He
cywecmsyem Kpumepued OueHKuU adekeamHocmu mepanuu. Psd asmopos npednazaem
ucnonvs3zosamo nokazamenu 170HP, mecmocmepoHa u andpocmeHouoHa ¢ uacmomoti 1 pa3 8 6-
8 mHedenv u oueHusames He UX aOCOJNOMHblE 3HAUEHUS, A OUHAMUKY u3meHeHus. [lpyzue
npeonazawom OpueHmupo8amuscsi MOJbKO HA KJIUHUYECKU NpOSIBAEHUsl: NU3HAKU Y2po3bl
HEeBbIHAWUBAHUSL, 2UN0- WU 2UNepKopmuyusma unu usmeHerus Azl

O06biuHO nayueHmMxu noayuarm me xce do3bl 21KOKOpMUKOUd08, umo u do bepemeHHocmu, 003a
2JIKO- U MUHepanokopmuxoudos moxem 6vime ysenuueHa Ha 20-40% 6o 2 unu 3 mpumecmpe
OepeMeHHOCMU  Npu  pa3eumuu  opmoCcmamuueckoti  2unomeH3uu  uiu  NPU3HAKos
HaonoueHukogoli HedocmamouHocmu. JKeHuwiuvol ¢ B/IKH Haxodsmcsi 68 zpynne pucka no
passumuil 2ecmauyuoHHozo duabema, nN03MomMy 80 8pems OepeMeHHOCmuU HeobX00uMo
npogodums MuiamenbHolli KOHMPOJIb 2IUKEMUU U NPU HOPMATbHBIX NOKA3AMENSX (27IUKEMUS]
8€HO3HOUl nnasmsl meHee 5,1 MMOIb/) - mecm MoOJepaHmMHOCMU K 2/1l0K03e Ha cpoke 24-28
Hederb.

Bo epems podos pekomerdyemcsi 8600umov 2u0pOKOPMU30H (2UOPOKOPMU30H CYKUUHAM Hampusl)
napeHmepanvHo 50 Mz BHYyMPUMbBIUIEUHO WU BHYMPUBEHHO, dajiee npu Heobxodumocmu
geederue nosmopsemcs no 50 me kaxcovle 4-6 uacos, ¢ nocaedywWUM 6038paljeHuUemM Hda



nepopanvHulli npuem npenapamog 8 meueHue 1-2 cymok. Ecnu xeHuwuHe nposoounace
nnacmuka HIIO, pekxomendyemcs podopa3peuieHue nymem Kecapesa ceueHus 07151 YMeHblleHUs
mpasmamu3sayuu 6 podax [80,142, 170,171,172, 173,174].

e [Ipu 6epeMeHHOCTM He peKoMeHAyeTcst ipuMeHeHMe 'K mpenapaToB, KOTOpbIe MTPOXOAST
yepes IJIALLEHTY, TAKUX Kak gekcameTtasoH [1,3,80,170, 172].

VpOBEHb YGQI[MTGJIIJHOCTM peKOMeH,Z[aIIMﬁ C (ypOBeHb JOCTOBEPHOCTHU NOKa3aTe/IbCTB
- 5)

KommeHTapum: /lekcamemasoH He 00JIHeH NPUMEHSIMbCS 80 8pemsl bepeMeHHOCMU MaK KAk
OH He uHakmueupyemcsi pepmeHmom naayeHmol 3[-zudpoxcucmepouddezudpozeHasoli u 8
HeusMeHHOM 8ude npoxodum 8 Kposv naoda. OcmasnvHbie 2I0KOKOPMUKOUJbl 00ONYCMUMbl K
UCNONB308aAHUI0 NpU OUEHKe NOMEHYUAIbHOU Noib3bl U PUCKO8, 8 coomeemcmeuu C
mpebosaHusmu opuyuanvHuix uHcmpykyuti [1,3,80,170, 172].

HaOmogeHue 3a OepeMeHHbIMM C HeKjIaccuueckummu ¢dopmamu pedbunura 21-
TUAPOKCUIA3hI

e Pekomennyercsa mnauyeHTkaMm ¢ HBJIKH, mnonyvawmum 'K, mnpu HacTymieHuun
6epeMeHHOCTY MPOAO/IKUTH Teparnio B MpexkHux mosax [1,3,29,85,175, 176].

VYpoBeHb yoeauTeabHOCTH pekoMeHaanmui C (YpoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB

- 5)

KoMMeHTapum: nayueHmku ¢ ucmopueti He8blHAWUBAHUS, UAU Oecniodusi, uiu npu
Hea(pexmueHolli Koppexkuuu eunepaHopozerusma nepegodssmcss ¢ KOK na I'K u 0CHO8HbIM
Kpumepuem KOMNEHCAuuu s16J151emcst 60CCMAaHosJ/ieHue CNOHMAHHOU 08Yasayuu U HacmynjeHue
bepemeHHocmu. Taxk xe, Kak u npu kKaaccuueckux ¢opmax B/IKH, K npumeHeHuwo
npomueonokasaH dekcamemasoH. Heo6xo0umMo NOMHUMb O NOBLILIEHHOM pPUCKe pa3sumus y
OepeMeHHbIX C HEKJACCUUecKuMuU (popmamu 2eCmayuoHHO20 caxapHozo duabema u npogooums
o6cnedosaHue coznacHo npuHsmosim 8 PO pekomeHoauusm.

V wenwiun ¢ HB/IKH He pekomeHdyemcs: npumeHeHue 21l0KOKOpmukoudos npu bepemeHHoCmu,
eciu oHa Hacmynua 6e3 ux ucnob308aHUs.

Podopaspeuuerue npogodumcs no o6wWuM akyuiepckum nokasaHusim. B dens podos yeHwuHam, y
KOmMopblX 8 pe3y/ibmame mecma ¢ mempako3akmuoom 8buis187151710Cb HeadeKk8amHoe nosvluleHue
Kopmu3ona (meHee 500 Hmonw/n), He0Ox00umo eeedeHue 2u0POKOPMU3OHA NAPEHMEPAnbHO.
ITocne podos 8 niaHo8om nopsioke IHOOKPUHOI020M NPUHUMAEMCS peuleHue 0 Heobxodumocmu
oanvHetiuiezo JieueHus nauueHmku ¢ nomowsbio I'K unu 803mMoxcHocmu nocmeneHHoll €20 0ommeHal
[1,3,29,85,175,176].



Kpurepuu oreHKM KayeCcTBa MeaUIIMMHCKOM
IIOMOII

Kputepuii kayectsa

YpoBeHb AOCTOBEPHOCTU
AOKa3aTesibCTB

YpoBeHb ybeanTenbHoCTH
pekoMeHcaaunm

BbINONHEHO UccnefoBaHMe YPOBHS  aHAPOCTEHAMOHA
KpOBW BCEM MauUMEHTaM C BUPWUIIbHOW U COMbTepsioLei
¢dopmor BOKH

A

BbinosnHeHo uccnenosaHve YPOBH#A 17-
rMAPOKCMMNPOrecTepoHa (17-0OHP) KpOBU BCEM
naumeHTamM C BUPWUIbHOM W conbTepsatowern dhopMoin
BAKH

BbINO/HEHO MccrefoBaHWe YPOBHSI TECTOCTEPOHA KPOBM
BCEM MaUMeHTaM C BWPWIbHOW W CONbTEpsIOLLEN
dopmon BOAKH

BbinonHeHO nccnenoBaHne akTUBHOCTM peHUHa MiasMmbl
KpOBM Npu conbTepsowen ¢gopme BAKH

BbinonHeHa MynbTUCNMPanbHas KOMMbloTepHas
TOMOrpadusa nnm MPT HaANoOYe4yHUKOB ans
onpeaeneHnuss BTOPUYHbIX OObEMHbIX 06pa3oBaHui Yy
nauueHToB C Kjhaccuyeckmmm d¢opmamm BAKH, vy
KOTOpbIX He yAaeTcs AOCTUYb LeneBbiX nokasaTenewu
aHApOreHoB, a TakXxe npu 3nu3opax ANuTenbHON
AeKOMMeHcauMm B aHaMHese y NauneHToB

BbINO/MHEHO YNbTPasBYKOBOE WCC/ieAOBaHWE OPraHoB
MOLUOHKW MY>YMH

BbInONHEHO ynbTpa3ByKOBOE uWcCefoBaHWE OpraHoB
Manoro Tasa, npu nogospeHun Ha OART — MPT opraHos
Manoro Tasa

BbimosIHEHO  Ha3HayeHwe W/MnnM  KOppekuus  A03bl
rNIIOKOKOPTUKOMAOB MpU Knaccuyecknx gopmax BAKH,
rno nokasaHusmun - HBAKH

BbINO/IHEHO  HasHayeHuve W/WAW  KOppekuus  A03bl
MWHEPaNoKOPTUKOMAOB Mpu  conbTepsiowen  dopme
BAKH

BbinonHeHa OEeHCUTOMETpUSA npwm nepBnUYHOM
obpaiwieHnn, nmbo npuv aHaMHEeCTUYEeCKUX JAaHHbIX O
nepuofax nepenosnmposkn [KC uAnM nepeHeceHHbIX
aTpaBMaTUYECKMX nepenomax
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MeskpernoHaJbHO 00IIeCTBeHHOM oprann3anum «O0beaHeHne JeTCKUX U ITOIPOCTKOBBIX
IMHEeKOJI0roB», MOCKBa.

Kongnuxkm unmepecoe omcymcmayem.

EcassH Po3za MwuxaiioBHa, K.M.H., 3aB. TepamneBTudyeckum otneneHnem OI'bY «HMUILL
aKyllepcTBa, TMHEKOJIOTUM U TepuHaTonoruu uM. akagemuka B.U. KynakoBa» MuH3apasa
Poccun, MockBa. [louieHT Kadeapbl akKyllepcTBa, TI'MHEKOJOIMM, HEOHATOJIOTUM,
aHectresuonormm wu peaHumaroimorun @OIbY «HMUL] akyuiepcTtBa, T'MHEKOJIOTUM U
rnepuHatosoruu uM. akagemuka B.M. KymakoBa» Munsgpasa Poccun, Mocksa.

Koudgnukm unmepecoe omcymcmaeyem.

AngapeeBa E.H., 1.M.H., TOKTOp MeOMUIIMHCKMX HayK, Ipodeccop, aupektop MHcTUTyTa
pPEenpOaYKTUBHONM MeIMILIVMHBI, 3aB. OTHEJeHMEM SHIOKPUHHOI TMHEKOJoruu, mpodeccop
Kadenpel sHIOKpuHONOruM DPIBY «HaumoHanbHbI MeIUIIMHCKUIL MCCIeI0BaTe/IbCKU
LIEHTP SHAOKpUHOJorMu» MuHsnapaBa Poccum, mpodeccop Kadeapbl pernpomyKTUBHOM
MeauuyHbel U xupyprun ®I'bOY BO MI'MCVY um. A.M. EBgokumoBa MuH3apasa Poccumu,
SIBJIIETCSI WIEHOM OOIIecTBa II0 PEenpomyKTUBHOM MeauiuHe U Xupypruu, Poccuiickoii
accouManuy TMHEKOJIOTOB 3HAOCKOIIMCTOB, POCCHMIICKOM accoumanuuy 1Mo SHAOMETPUO3Y,
Poccuiickoro o6IecTBa aKyliepoB I'MHEKOJI0I0OB, MEKIYHAPOIHOM acCoIlMaly aKyIIepoB-
TMHEKOJIOTOB U 3HJIOKPUHOJIOTOB.

Kongnukm unmepecoe omcymcmayem.

VkeroBa JK.A., Bpau oOTAe/leHUs SHIOKPUHHON ruHekonornu @IBY «HMUILL
SHIOKpUHOnIorum» Muusapana Poccuu, Mocksa.

KapeBa Mapusi AHapeeBHa, [1.M.H., 3aBeAyIOIasl OTIOEIeHMEM ONyXOJieil 3HIOKPUHHBIN
cucteMmbl ®I'bY «<HMULI sHmokpmHonornn» Munsapasa Poccun, Mocksa.

Kongnuxkm unmepecoe omcymcmayem.

Kanunuenko Hartanpa IOpbeBHa, K.M.H., Bed.H.C. OTOeJeHUS TUPEOUIIQJOIUMN,
PENPONYKTUBHOTO ¥ _coMaTuyeckoro passutua @IbY «HMUL sHOOKpUHOIOTUN»

Mwunspgpasa Poccuu, MockBsa.
Kongnuxkm unmepecoe omcymcmaeyem.

Illnbman Bopuc MwuxaiyioBu4., acnupaHT VHCTUTYTa KJIMHUUYECKON SHIOKPUHOIOTUMN
OI'BY «<HMMUII sHgokpuHonorun» Munsapasa Poccun, MockBa.

Kongnuxkm unmepecoe omcymcmayem.


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

danees BamenTtmH BukTOpoBMY, 1.M.H., Mnpodeccop, 3aBemywuuii Kadempoii
sHpokpuHonornu I['BOY BIIO «IlepBbiit MOCKOBCKMII TOCYOAapCTBEHHbI MeOULIVMHCKUA
yHuBepcurtet uMmeHu .M. CeueHoBa», Mocksa.

Kougnukm unmepecoe omcymcmaeyem.

bupwokoBa Enena BanepbeBHa, 1.M.H., npodeccop Kadeapbl SHIOKPUHOJOTUM U
mmuab6etosoruy MIMCY um. A.W. EBnokumoBa, MocKkBa

KoHgnukm unmepecoe omcymcmayem.

Aunudepo Mwuxamn bBopmucoBuu, a.M.H., Tipodeccop, ™mIaBHbIi Bpau IBY3
«DHOOKPUHOJIOTMYECKUIT OucraHcep» [lernapramMeHTa 34paBOOXpaHeHUsT ropojga MOCKBBI,
[JIAaBHBINM SHOOKPUHOJIOT rOopoia MOCKBBI

Kougnukm unmepecoe omcymcmaeyem.

CymioroBa JILA., n.mM.H. mpodeccop Kadeapbl Tepanuu C KypcaMy SHAOKPUHOIOTUH,
(YHKIMOHAMbHOV U YIbTPa3BYKOBOM AuarHocTukyu nHctutyta HITP ®I'BOY BO TiomeHCKOTO
I'MY MunsnapaBa Poccun, raBHbIN SHIOKPUHOJIOT TroMeHCKoi o61acTu, TioMeHb.

Koudgnukm unmepecoe omcymcmaeyem.

Kucenésa T.II., n.M.H., mpodeccop Kadeapbl BHYTPeHHUX OOje3HEN U SHIOKPMHOIOTUM
YpaJibCKoro ['ocymapCcTBEeHHOTO MenuiumHCcKoro YHuBepcurera, [JIAaBHBIN
SHIOKPUHOJIOT Ypasibckoro ®enepanbHOro okpyra, EkaTepuHOypr.

Kongnuxkm unmepecoe omcymcmayem.

SipmommHckasgs M.U., TOKTOp MeAMIIMHCKMX HayK, Mpodeccop Kadeapbl akyliepcTBa U
ruHekonormn @O®I'bOY BO C3IMV wummenu W. WM. MeunurkoBa MwuH3sgpaBa Poccun,
PYKOBOOMTENb OThOeNna 3SHAOKpuHomoruu penponykuun OIbBY «HUW akymepcrtBa u
ruHekosorun umenu [1.0.0Tta», siBasieTcss wieHoM Poccuiickoro o6IecTBa akylliepoB-
IMHEKOJIOTOB.

Koudgnukm unmepecoe omcymcmaeyem.

Cyrypuna JI.B., 1.M.H., mpodeccop, pyKOBOAUTeb OTAesa OXpaHbl PErnpomyKTUBHOTO
3n0poBbst ®TBHY «HayuHblIi1 lIeHTp Tpo6IeM 3I0POBbsI CEMbU U PEIIPOIYKIIVM UeioBeKa» (T.
VpKyTCK), ABISIeTCS WIeHOM ACCOLUMALMM TMHEKOJIOTOB-3HI0KPMHOMIOIOB Poccuu, yieHoM
Poccuiickoro o61ecTBa akyliepoB-IrMHEKOI0TOB.

Kougnukm unmepecoe omcymcmaeyem.



IIpunoxxenue A2. MeTomosnorus paspadoTku
KJIMHUUYECKUX PeKOMeHIaMI

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

B OCHOBY KIMHMYECKMX pPEKOMEHIAIMii IIOJIOKEeHBI CUCTEeMaTu4yecKyue 0030pbl, MeTa-
aQHaIM3bl ¥ OPUTUHAJIbHBIE CTAThM, @ TAK)Ke HaydHble pabOThI 110 AJAHHOM MpobIeMaTuKe B
Poccuiickoi @epepaniu U Apyrux CTpaHax.

MeToapl, MCITOJIb30BaHHbIE IJIS1 OLI€EHKM KavyeCcTBa U CUJIbI JOKA3aTe/lbCTB:

e KOHCeHCYC 3KCIIepToB
e OueHKa 3HAUMMOCTU B COOTBETCTBUMM C YPOBHSAMMU [OOKA3aTEJIbHOCTU U KIacCaMU
pekoMeHIauui (IIpujiararTcs).

Tao6nauma I11 YpoBHM OOCTOBEPHOCTM HOKa3aTeJIbCTB C YKa3aHMEM MCIIOIb30BaHHOM
KJIaccuuKauum ypoBHel JOCTOBEPHOCTHU JoKa3aTeabcTB (Y )

yan WUepapxusa pAuM3alHOB KJIMHUYECKUX UCCNeAOBaHUM No Yy6biBaHMIO YPOBHSI [OCTOBEPHOCTHU
AokKa3satenbcTB OT 1 0 5

1 CuctemaTtmyeckuit 063op PKU c npumeHeHneM MeTa-aHanmsa

2 OtaenbHble PKW 1 cuctematnyeckmne o63opbl MccrienoBaHuMin noboro amsariHa (nommumo PKW) ¢ npuMmeHeHuem
MeTa-aHanusa

3 HepaHooMU3MpOBaHHbIE CPAaBHUTENbHbIE UCCNIEA0BAaHUSA, B T.4. KOrOPTHbIE UCCNef0BaHUS

4 HecpaBHUTeNbHbIE WUCCEAO0BaHUSA, OMUCAHUE KIIMHUYECKOro cfyyasd WInM Ccepum CcryyaeB, uUccnefoBaHUs
«KCJTYHan-KOHTPOJIb>»

5 MmeeTcsas nuwb o60oCHOBaHME MexaHu3Ma [AeNCTBMS BMellaTesbCTBa (,D,OKJ'IMHM‘-IECKME I/ICCJ'Ie,CI,OBaHMFI) nnun
MHEHWNE 3KCNepTOoB

Tao6numa I12. llIkana onpeneneHust ypoBHel yoeauTeabHOCTU pekoMmeHaanuii (YVYP)

YYP Pacwundcdposka

A OAHO3HayHaa (cunbHasi) pekoMeHaauus (Bce WUCCNefoBaHUS WMEKT BbICOKOE WU YAOBSETBOPUTEbHOE
METOA0J/I0rMYeckoe KayecTB, UX BbIBOAbI MO MHTEPECYIOWMM UCXOAAM SAB/ISIOTCSA COrlacoOBaHHbIMM)

B HeonHoO3Ha4vHasa (YCJ'IOBHaﬂ) peKkomMeHgauuna (He BCe nccneaoBaHud UMEKT BbICOKOE nnun
YOOBNETBOPUTENBHOE METOA0JI0NMYEeCKoe Ka4yecCcTBO W/Mnn ux BbIBOAbI MO UHTEPECYWOLWMM UCXoAaM He
ABNAKOTCA COFJ'IaCOBaHHbIMVI)

C Huskas (cnabas) pekomMmeHaaums — OTCYTCTBME AOKA3aTeNbCTB HaA/exallero kadyecTsa (BCe nccienoBaHus
MMEKT HU3KOe MEeToAO0SIOrMYeckoe KayecTBO M WX BbIBOAbl MO WMHTEPECYHLWMM WUCXOAaM He SABASTCS
COrnacoBaHHbIMM)

Ta6muua I13. KomowumuHanum VYA u VYYP paaa JiedeOHbIX, HTPOGMIaKTUUECKUX
BMENIATEe/ILCTB U PeadW/IMTAIIMOHHBIX MeponpusITHii (0e3 yuéTa Ba)XXHOCTU MCXOH0B)

yana Kputepuu onpeaneneHus YYP UToroebii YYP
1=Hawnbonee [OCTOBEpHble OAHOBpPEMEHHOE BbIMOJIHEHWNE ABYX YC/I0OBUN: A
AoKa3aTenbCTBa: 1. Bce wccnenoBaHuMsi WMMEOT BbICOKOE WAW  YAOBAETBOPUTENbHOE
cucrematmndeckne o63opbl PKN ¢ MeTOoA0/10rM4ecKkoe KayecTBo;
npUMeHeHneM MeTa-aHanusa 2. BbiBOAbI WCCNefOBaHM MO WMHTEPECYHLWMM MUCXoAaM SIBASIOTCS

corflacoBaHHbIMm*




(,D,OKJ'IVIHI/I‘-JECKI/Ie MCCﬂe,D,OBaHMFI) nnun

MHEHUE 3KCNEPTOB

yaa Kputepuun onpeaeneHuna YYP UtoroBbiii YYP
BbinosiHeHMe XO0Ts 6bl O4HOMO U3 YC/IOBUNA: B
1. He Bce uccnepoBaHWs MMeEIKOT BbICOKOE WNW YAOBNETBOpUTENbHOE
MeTOA0/I0rMyeckoe KayecTBo;
2. BblBOAbI MCCNEeAOBaHUIN MO MHTEPECYIOWMM UCXOAAaM He SIBSHTCS
cornacoBaHHbIMU*
BbinonHeHMe XoTs 6bl 04HOrO U3 YC/IOBUIA: C
1. Bce nccnenoBaHns UMEKT HU3KOE MEeTOA0NI0rMYecKoe KavyecTso;
2. BbiBOAbI UCCNeAOBaHUM MO MHTEPECYOWNM MCXOAaM He ABNSATCA
COrnacoBaHHbIMU
2=0TAenbHble PKN " OfHOBpPEMEHHOE BbINMOSIHEHWNE ABYX YC/I0BUN: A
cucremaTmyeckmne 0630pbI 1. Bce wuccnenoBaHWs WMMeT BbICOKOE WM  yAOBNETBOPUTENbHOE
nccnepnoBaHuii  nboro  amsaniHa MeTOA0JI0rMyeckoe KayecTBo;
(nommmo PKW) ¢ npuMmeHeHueMm 2. BbiBOAbI WCCNefOBaHWN MO WMHTEPECcyLWUM UCXoAaM SBASKTCH
MeTa-aHanusa COrnacoBaHHbIMU*
BbinosHeHMe x0Tst 6bl 0AHOMO U3 YC/IOBUN: B
1. He Bce wvccnenoBaHusi MMEKT BbICOKOE WU YAOBNETBOPUTENbHOE
MeToA0SIornyeckoe KavyecTso;
2. BblBOAbI MCCNefOBaHUIM MO MHTEPECYIOWMM UCXOAAM He SBJATCA
cornacoBaHHbIMU*
BbinosHeHMe X0oTs 6bl 04HOrO U3 YC/IOBUNA: C
1. Bce nccnenoBaHns UMEKOT HU3KOE METOA0NI0rMYecKoe KavyecTso;
2. BblBOAbI MCCNEAOBaHUN MO MHTEPECYIOWMM UCXOAaM He SIBISHTCS
cornacoBaHHbIMU*
3=HepaHAOMM3MpPOBaHHbIE OnHOBpeMeHHOe BbIMOIHEHME ABYX YC/I0BUIA: A
CpaBHUTeNbHblE UCCNeAO0BaHUA B 1. Bce wuccnepoBaHus WMEOT BbICOKOE WAW  yAOBIETBOPUTENbHOE
T.4. KOrOpTHble UccneaoBaHns MeToA0SI0rnMyecKkoe KavyecTso;
2. BbiBOAbI MCCneaoBaHWMA MO MHTEPECYHLWMM UCXOAAM  SIBASIOTCS
cornacoBaHHbIMU*
BbinosHeHMe XoTs 6bl 04HOMO U3 YC/IOBUNA: B
1. He Bce uccnenoBaHWsl MMeKOT BbICOKOE WNW yAOBNETBOpUTENbHOE
MeTOA0JI0rMyeckoe KayecTBo;
2. BbiBOAbI UCCNeAOBaHUM MO MHTEPECYOWNM MCXOAaM He ABASATCA
COrnacoBaHHbIMU*
BbinonHeHMe XoTs 6bl 0O4HOMO U3 YC/IOBUIA: C
1. Bce nccnegoBaHusa MMeEKT HU3KOE METOAO/I0MMYECKOE KayecTBo;
2. BbiBOAbI UCCNeaoBaHU MO MHTEPECYWNM MCXO4aM He ABNSAHTCA
CcornacoBaHHbIMU*
4=HecpaBHUTENbHblE UCCNEA0BaHMUS, ONUCAHNE KIIMHUYECKOro C/lyyast Uan cepum cny4vaes C
5=HanmeHee pocToBepHble [OKa3aTeNbCTBa: WMeeTcsa /uWb 060CHOBaHWE MexaHu3Ma [encTBus C

*Eciu oneHuBaeTcst ogHo KU, To maHHOe yC/I0BMe He YUUThIBAETC .

CBs13aHHbIE JOKYMEHTHI:

1. TTopsimok oOKa3aHMsI MeOMIIMHCKOI TIMOMOILIM B3pOCJIOMY HacCeJeHUI0 MO0 Mpohuiio
«9HmokpuHonorus» (Ilpnkaz MuHNUcTepcTBa 3apaBooxpaHeHus Poccuiickoin @enepannu
oT 12 Hosi6pst 2012 1. N 899H).

2. CraHgapT  CIeUMaJM3UMPOBAHHOM  MEAUIIMHCKON  IIOMOIIM  MpU
aJlpeHOTeHUTAIbHbIX HapyIIeHUsIX, CBSI3aHHbIX C nedunutom ¢epmentoB (IIpukas

BPOXOEHHBIX

MunucrepcTBa 3apaBooxpaHeHust Poccuiickoit @emepatiin ot 7 Hosiopst 2012 1. N2 658H)

ITopsAAOK OOHOBJIEHMSI KIMHUYECKUX PeKOMeHAAIui — rmepecMoTtp 1 pa3 B 3 roza.




IIpunokenue A3. CripaBoYHbI€ MaTepHaJbl,
BKJ/II0YasA COOTBETCTBYE [IOKA3aHUM K
IIPMMEHEeHWIO ¥ IIPOTUBOIIOKAa3aHuM, CII0CO00B
IPUMEHEHMS U 103 JIEKAPCTBEHHBbIX
IpenapaToB, MHCTPYKIIUU 110 IPUMEHEHUIO
JIEKapCTBEHHOrO Iperapara



IIpunokeHue b. AIropUuTMBI JeCTBUI Bpadya

MalKeHT ¢ NOA0IPEHNEM
Ha BROMOEHHYI0 AMchyHELMID
KOPbI HAANOUEUHHKOR

NuarHocTiKa

l

Dopma peduymTa Het
21-rMapoKcKnael

KnaccHMeckan?

¥ 4

ANTopUTM BEOEHWA
BIPOCNBX NalWeHTORB
C Knaccuuec kMK fopmamu
nedwumTa
21-THApOoKCHNasbi

ANroputm BefeHKA
BIPOCALIY NaLMeHToR
C Heknaccuueckow dopmol geguunTa
21-rmpgpokcunazw (HBOKH)

I. Ob1Iag cxema

II. AfiropuTM BefeHMS B3POC/IbIX IMAllMEHTOB € Kiaccuueckumu dhopmamu gebunura 21-
TUIPOKCUIIA3HI

MALMEHT € YCTaHORNEHHEIM
B ABTCTEE OWMArHOI0OM BUPWNLHOW MNK
consTepaiowen dopmamu BOKH

EcTb NnoBslLIEHWE
AHAPOCTEHAMOHE,
17000, TecTocTepona,
pexnHa unw APM
Ebllle Lenegkx?

L L 3

Koppekuma 4036l IoKo-
H MUHERANCROPTUKOWOOE
ANA BOCTHMEHNA UENeBbiX YPoBHEN
FOpPMOHOB

ExeronHoe gucnadcepHos HabnimeHne

Y

(oUeHKa pENPOOYKTWEHON GYHELLMW,
MeTaboNUUECKNE HAPYLLEHMIA)

III. AnropuTm BemeHMSI B3POC/bIX MAlMEHTOB C HeKjaaccuueckoi ¢dopmoit medbunura 21-

rugpokcmiasel (HBIKH)




MaunexTka ¢ nogoipeHiem Ha HBOKH

l

EcTi noEwwenne Het
17 ONT geiwe 30 HMonsN

{10 Hr/mn)?

Ypoeeubs 17 QM
630 Hmonsn
{2-10 Hr/mn)?

Y

MpoeepeHne reHeTHUSCKOrD

WCCNEA0BAHMA HA BbiABNEHWE
MYTALWA B reHe

CYP 21 ruppokcunazel

Y

- MYTaLMH B reHe

Ouarnoz wBIKH noareepsneq CYPIlT SChnasi

L

MoKAZAHWA K HAZHAYEHWIO Tepanim K,
KOK wnn komOuHayws TE+KROK:

- Becnnogwe/HeBbiHalLIKWEaHWE
BepeMeHHOCTI

= HapyWeHWA MERCTRYaNBHOTO UWMKNa

- BhHICOKAA CTENEHb PUPCYTU3Ma
(rmpcyTHOE YKcno Boiwe 15)




ITpunokenue B. Undopmanust ajisi mamyeHTa

BpoxkagenHas nuchyHKIIMA Kopbl HanmnmoueuHnmnkoB (BJIKH) — 3a6oneBaHue, CBsI3aHHOE C
HapylleHueM paboThl HagnmouedyHnkoB. Hagmoueunnky (HIT) — mapHble opraHbl HeOOMBIINX

pasMepoB, pacrooKeHHbIe 611M3KO0 K moukam. COCTOSIT U3 2 OCHOBHBIX YacCTeil: BHYTPEHHSISI
YyacTb — MO3TOBOJ1 CJIO¥, BhIpabaThiBaeT afpeHaanH u 3ta GyHkius npu BIKH He HapylieHa.
Hapy>kHbIi1 10/ — KOPKOBBINM CJI0M, MMEHHO TaM BO3HMKAIOT HapyIIeHMs, IIPUBOAMIIIME K
pa3sutuio BJIIKH.

B KOpPKOBOM cji0oe BbIpabaThIBAIOTCSI TOPMOHBI (CTE€pPOMIbI), KOTOpbIe MOIAepKMUBAIOT
OCHOBHbIE XM3HEHHble (PYHKINMM OpraHm3Ma. ITU TOPMOHBI 00pa3ylOTCsI U3 XOJecTepuHa
IyTeM CIOXKHOTO, MHOTO3TAITHOTO IIpollecca M B KOHEYHOM WTOTe, B KOPKOBOM (Jioe
BbIPAOATHIBAIOTCS 3 TpPYMIlbl TOPMOHOB: KOPTM30J, aJabJOCTEPOH, MYXKCKME I10JIOBbIe
TOPMOHBI (AHPOTEHDI).

KopTuson perymupyer paboTy IpakKTMYeCKM BCEX CUCTEM OpraHM3Ma: KpoBooOpallleHMue,
OTBET Ha cTpecc (B TOM uuciie pu nHOeKIu, TpaBMe) ¥ MHOTO Jpyroe

AnbaocTepoH: OTBeuaeT 3a MOAAepkKaHMe B OpraHu3Me HOPMAJIbHOTO YPOBHS TaKUX
BellleCTB, KaK KaJiuii, HATPUIA.

AHpporensl: BbipabaTbiBatoTcss B HII Kak y MYKYMH, TaK M Y JKeHIIMH, BJIMSIOT Ha
pernponyKTUBHOE 3[10POBbeE.

Pabora HII KOHTponupyeTcsi TOJOBHBIM MO3roM (IrMrmodu3oM, rumoTajiaMmycom). Ecim
ypOBeHb KOPTM30Jia B KPOBM HENOCTATOUeH [JiT HOPMaabHOI paboThl OpraHmM3ma, 3TO
«pacrmo3HaeTcsl» TUIIOTaJaMyCcOM, CUTHaj MepemaeTcss Trunodusy M B HeM HauMHaeT
BbIpabaThIBaTbCsSI TOPMOH KOPTUKOTpOIuH (AKTT), KOTOpbIit meiicTByeT Ha KOPKOBbIN C/10¥
HaJITIOYEYHMKOB - TIPOUCXOOUT BbIOPOC KOpTM307a. Korma B opraHuMsme IOOCTUTAeTCs
HOpPMaJIbHBI/I YPOBEHb KOPTM30Jia, CTUMYISILMS Turodusa IpeKpallaeTcss U BbipaboTKa
AKTT cHmwxkaetrcs. EciM nauueHT NOpuMHMMAET IIpernapaTrbl  I[NTIOKOKOPTUKOCTEPOUIOB
(CMHTeTMYeCKMIT KOPTU30J) B TableTKax, UHbEKIMSIX, TO IMIIOTaJIaMyC T10f, BO3/eliCTBMEM
3TUX TIpenapaToB, cHIsKaeT BbipaboTKy AKTT runmodusom, HIT He ctumynupyiorcs AKTT u
CMHTE3 KOpTM30jla B OpraHM3Me 4YejioBeKa CHmKaetrcd. EwiM Tepammsg IO KaKUM-TO
MpUYMHAM IIPOBOAUTCSI [JIMTENIbHOE BpeMsi B OOJbIINX [103aX, TO CUHTE3 «CBOEro»
KOPTU30J1a IpeKpaliaeTcs.

Kak OblJI0O OTMeUYeHO BbIllle, Ipoliecc oOpa3oBaHus ropMoHOoB B HII MHorosrtameH M Ha
KakJoM 3Tare paboTaeT cBoit pepmeHT. Eciin XoTs 661 1 hepMeHT paboTaeT HEIIPaBUIbHO —
pasBuBaetca BIKH. B koneunom nrore, mipu B/JIKH Bo3HMKaeT HeZOCTaTOK 00pa30BaHMS B
OpraHM3mMe KOpTU30ja U, B psife CaydaeB, ajibAOCTEpPOHA, a aHAPOTe€Hbl CMHTE3UPYIOTCS B
OpraHu3Me B IIOBBIIIEHHOM KojauyecTBe. [Ipy HM3KOM ypOBHE KOPTM30Jia y IAlMEeHTOB C
BIIKH nioBeimaeTcst ypoBeHb AKTT, KOTOpPBIii ITbITAETCS «CTUMYIMPOBATh» paboTy Kopbl HII,
BO3HMKaeT pa3pacrtanue (runepriasus) Tkauu HII.



ITpaktuuecku 90% ciyuaeB BJIKH cBsi3aHO c HapylleHueM paboTbl pepMeHTa, KOTOPIiA
HasbIiBaeTCs 21-ruapoxrcmiasa. dTO MPOUCXOOUT M3-3a PA3HBIX MyTalUil B reHe, KOTOPHIi
«oTBeyaeT» 3a pabory depmenrta. T.e. BIKH - 32T0 reHeruuecku o0OYCIOBIEHHOE
3aboneBanme! IIpy mpakTHMUYeCcKM MOJHOM HapylleHuM paboTsl GepmMeHTa - pasBMUBAETCS
Kinaccuueckast opma BIIKH. Knaccuueckass BIKH sto 2 Buma (dopmbl) 3aboneBaHMS:
BUpWIbHASA (meduIuUT KOPTMU30ja, IMPM HOPMaJbHOM 00pa30BaHUM ajbJOCTEPOHA,
BbIpayKEHHOE YyBeJIMUeHMe aHAPOTeHOB B OpraHu3Me) WU coabTepsiomas (aepuinut
KopTu3ona+aeuiiuT aabJOCTEPOHA, BbIpa)KeHHOe yBeduvYeHMe aHAporeHoB). I[Ipu
HEIOJTHOM HapylieHunu depMmeHTa — BO3HMKaeT Hekjaaccumdeckass ¢opma BIKH (Tombko
130bITOUHOE 0Opa30BaHMe aHIPOTreHOB, KOPTU30/1, aJIbIOCTEPOH B HOPME).

Knaccuueckue ¢popma BJIKH auarnoctupyetcs ¢ poxkaenus, B PO ¢ 2006 r BBefileH CKPUHUHT
HOBODPOKIEHHBIX Ha 3TO 3abojeBaHyme. Y HOBOPOXKIEHHBIX C COJbTepsoIiein dopMoii
3abomeBaHMss 0e3 JieyeHMS BO3HMKAET CHIDKEHMEe amIlleTuTa, IIoTepsl Beca, pPBOTA
(conpTepsionye Kpusbl). Y HOBOPOXKIEHHbBIX AeBOUEK M3-3a HempaBuabHOIN paboTsl HIT u
06pa3oBaHMs OOJIBIIOIO KOJAMUECTBA aHIPOTEHOB M3MEHSIIOTCSI Hapy KHbIe IT0JIOBbI€ OpTaHbl
10 MY3KCKOMY THUITY, UTO TpeOyeT B psizie CIydaeB IIpoBeaeHNe IUIacCTUUeCKUX onepaunii. [Tpu
BUPWIbHOI (opMe He OBbIBaeT COJbTEPSIOMIMX KPU30B, Y [OEeBOYEK eCTh IIPU3HAKMU
HapylIeHU1 Hapy>KHbIX IIOJIOBBIX OPraHOB, Y MaJbUMKOB B BO3pacTe 2-4 JieT BO3HUKAKOT
MIpU3HaKM OBICTPOrO POCTA U MOJIOBOTO co3peBaHusl. [leTu 6e3 jieueHMs cHavaja OrepeskaioT
CBEpPCTHMKOB B POCTE, HO aHAPOTeHbI CIIOCOOCTBYIOT OBICTPOMY 3aKPBITUIO 30H pPOCTa B
KOCTSIX M B KOHEUHOM UTOT€e, POCT Iali€HTOB HU3KUIA.

Heknaccuueckast popma BJIKH ayarHocTupyeTcsl Y MOJTOABIX XKEHIIMH UM TTOAPOCTKOB IIPHU
obciemoBaHMM Ha IIPeAMET HEepPeryaspHOro MEHCTPYaJbHOIO IMKIA WMIM M3O0BITOYHOIO
OBOJIOCeHMS. Y MY>KUMH 3TO COCTOSIHME He BbI3bIBA€T HUKAKUX KIMHUYECKUX MPU3HAKOB U
He OMarHOoCTUPYeTCS.

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

HOetu u B3pociable ¢ kKinaccudyeckuMmy dopmamyu BIKH [OMKHBI TTOKM3HEHHO JIEUMUTCS
Tab/ieTKaMM, ComepsKallyMy KOPTU30J - IIIOKOKOPTUKOMIZaMu. IIpy ITOCTOSTHHOM JIeUeHUU
Hopmasinsyetcsl ypoBeHb AKTI' u angporenoB B HII, Hopmanu3yeTcss ypoBeHb KOPTU30Jia B
KpoBu. [Ipu conprepsmwomeii popMe 3aboeBaHNsT JOIIOTHUTETBHO Ha3HAYAIOTCS ITperapaThl
ajpaocTepoHa. HeobxomyMMo MOMHMTB, UTO KOPTM30J BakeH [JIsI OpraHmusMa B JIIOOBIX
CTPECCOBBIX CUTYyalLlMsI: TPy 3a00/IeBaHMSIX, TPaBMax, OIlePaTUMBHBIX BMeIIaTeabCTBax. [Ipu
BIIKH B HafimmO4eUHMKaX MNalMEHTOB He IMPOMUCXOAUT HOPMAaIbHOTO 00pa30BaHMs KOPTHU30J1a,
II09TOMY B CTPECCOBBIX CUTYaALMSIX HEOOXOAMMO YBEJIMUMBATD J03Y ITIIOKOKOPTUKOMUIOB U
BBOAUTD X BHYTPUMBIIIEYHO UJIM BHYTPUBEHHO. YeTKMI1 aJITOPUTM OEeMCTBUS OOJIKEH JATh
Jleyauiuii Bpay rnaiueHra.



[TaueHTKM € Hekmaccuueckoii (opmoit BIKH TpebGyooT MHAMBUAyaIbHOTO Iogxoma. Y
OOJBIIMHCTBA MaIlMEeHTOK IJIaBHas kajoba — M306bITOUHBIM POCT BOJOC Ha Teje, MPU 3TOM
MEHCTPYaJIbHbBINM IIMKJI MOXXET ObITh HOPMAaJIbHBIM M OeCIuionys MOXKeT He ObIThb. B Takmx
CIydasix peKOMEHIYIOT MCII0/Jb30BaTh pas3jiMyHble METOIbl 3Nwisluu. B ciydae, Korga y
MalMeHTOK eCcThb Mpo6seMbl € 3avyaTMeM WM BbIHAIIMBaHMEM OepeMeHHOCTU WIu
BbIpa’KEHHOE HapylleHMe MEeHCTPYaJIbHOTO ILIMK/Ia — pellaeTcss BOIMIPOC O Ha3HAYeHUU
[JIIOKOKOPTUKOUIOB WJIM OPAJIbHBIX KOHTPALIEIITUBOB.

HeobxogyMMo OTMETUTb, UTO [O3bl IpernapaToB IIOAOMPAIOTCS  MHAMBUIYATIbHO
SHIOKPMHOJIOTOM II0J KOHTPOJIEM TOPMOHAa/JIbHBIX aHaAM30B KpoOBU. JIMHAMMUUECKOe
obcimemoBaHMe B3POCIBIX IMALIMEHTOB, Kak IIpaBUIO, IIPoBOAMTCS 1-2 pasa B TOf.
OO6s13aTeIbHO HAZO MPOBOAUTDL 00CIenOBaHMS i1 0OHAPY>KEeHUST OC/IOKHEHUI 3a60/1eBaHMS
WM TIOCJENCTBUIA HeNpaBWIbLHOTO JieueHUsI (COCTOSIHME >KeTyIOYHO-KUIIEUHOro TpPaKTa,
HabsomeHne oPTaabMOoIOra, ITMHEKOJIOTMUECKOe ¥ aHIPOJIOrMUecKoe 00c/ienoBaHme)

Y B3powibix manueHTOB ¢ BIIKH ecTecTBeHHO BO3HMKAIOT BOIPOCHI, CBS3aHHbIE C
BO3MOXHOCTbIO HacjaeqoBaHMsl 3abosieBaHUsT UX OeTbMU. [Ipy CIMsiHMM criepMaTo3ouaa u
MaTepMHCKOI siilleKIeTKM GopMupyeTcsl reHoM ItoAa. Kaskaasi KimeTka 1iofa ComepskuT 23
rapbl XpOMOCOMBI, IIPM 3TOM OJIHa XPOMOCOMa 13 Iapbl OT MaTepu, Apyras OT OTLa. bo/ie3Hb
pa3BMBAETCSI e€eC/iM 2 XPOMOCOMBI COIep)KaT MOBPEXOEeHHbI reH (2 MyTauuu), eciun
BbISIBJIEHA TOJABKO 1 myTanusi (IOBpEeXIEeH reH OOHOM XPOMOCOMBI), TO TaKOe COCTOSIHUE
Ha3bIBAETCS «3[0POBBI HOCUTEJIb». Terepb pacCMOTPUM CUTYaALMI0, KOTAA B CYIIPYKEeCKOM
rape oauH u3 naptHepoB 6osieH BJIKH. B ciyuae, eciu apyroit mapTHep 310pOB, TO pebeHKyY
repenacTcsl TOMbKO 1 reH ¢ myTalueit u pebeHOK OymeT 340poB. Eciv mapTHep Toske 60j1eH
BIKH wnnau sgBisieTcs 340POBBIM HOCUTEJIEM, TO BO3MOKHA CUTYaIMsI POKIOEHMSI pebeHKa C
BIKH. T.o. TakMm CYIOpyXecKMM IlapaM HeoOxoiuMa KOHCY/JbTallusi TeHeTuKa U
obcemoBaHMe TTapTHepa Ha IIpeMeT MyTaluy B reHe ¢epMeHTa 21 IMIPOKCHAIIA3EI.

Yacrag cutyauus npu BIKH - 3To mcuxosoruyeckue IpobsieMbl. ITO 3abojieBaHUeE,
0e3yC/IOBHO, SIBJISIETCSI CTPEcCCOM JijIsi  4JeHOB CeMbM UM  B3POCIbIX TMaIME€HTOB.
Crieuuanmn3upoBaHHAsA TICUXOJOrMYECKass TIIOMOIb BO MHOIMX CTpaHax SBJISETCS
HEeOTheMJIEMOII YacThI0 paboThI ¢ rmauyeHTamu ¢ BIKH.

B sakiroueHuM XoTesaoch ObI cKasaTh, yTo BJIKH - 3aboneBaHue, Ioagaolieecs Je4eHUIo.
[Ipy amekBaTHONM TepammMyu M KauyeCTBEHHOM HAOMIOJeHMM 3a IallMeHTaMM OHM BeIyT
HOPMaJIbHbIN 00pas >KM3HU, ITOTHOCTHIO COLMATbHO aJalITUPYIOTCS, ITOTyYaloT 06pa3oBaHue,
CO3Jal0T CeEMbM, BOCIIMTHIBAIOT JETEIA.



IIpuno>xeuue I'1-I'N. IlIkanbl oLleHKH,
BOIIPOCHUKMU U JpPyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIE B KIMHNUYECKUX PEKOMEeHIAIUIX

I.1. [TogcueT r’MpPCYyTHOTO YMC/Ia M0 MOAMGMDUIIMPOBAHHOM IIKaJIe
deppumaHa-ToiBes
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I'2. XapakTepuCTHKaA INIIOKO- M MMHEPAJIOKOPTUKOUIHBIX IIperapaTos
niasa nedenuss BIIKH

I'mokokopTuKOMAbl Mexauusm pgeiictBusti u  (apmakonornuyeckue 3¢ @eKTsl.
MexaHM3M  JeMCTBMUSI  IVIIOKOKOPTUMKOMAOB  OCHOBAaH HAa  MX  CBSI3bIBAHMU  C
BHYTPUK/IETOUHBIMM CTEPOUIHBIMU pelernTopaMy, IIpUM 3TOM TOPMOHBI PEryJIupyioT
9KCIIPECCHIO IIMPOKOTrO CIIEKTPa F€HOB Ha TPAHCKPUITIMOHHOM U ITOCT TPAHCKPUITIIMIOHHOM
YPOBHSIX. [TTIOKOKOPTUKOMIBI UTPAIOT BAXKHYIO POJIb B aJanTallui OpraHmM3Ma K CTpeCCOPHbIM
BO3/IeICTBUSIM BHEIIIHEH Cpefbl, OKa3biBas MHOTOCTOPOHHEE BJIMSHME Ha OOMEH BeIecTB.
OHM CIIOCOOCTBYIOT Pa3BUTUIO T'MIIEPIJIMKEMUM Uepe3 HECKOJIbKO MEXaHM3MOB:
CTUMYJIMPYIOT TI€YeHOUHbBI ITIIOKOHEOTeHe3; YCMIMBAIOT KaTaboau3M OeKOB, CTUMYIMPYS
BbICBOOOXKIEHME aMMHOKUCJIOT — CYOCTpPaTOB IVIIOKOHEOTeHe3a; CHIDKAIOT MOoTpebiieHne U
MCITOJIb30BaHME TJIFOKO3bl SKMPOBOI TKaHbIO; YBEIMUMBAIOT 3(DGEKTUBHOCTh AEMCTBUS
TOPMOHOB, CTUMY/JIMPYIOIIMX KJIIOUeBble MeTaboJnueckyue TMpollecchl, B TOM UMCIe



[JIIOKOHeOoreHe3. [TIIOKOKOPTUKOUABI YCUIIUBAIOT JIUTIOJIUTUYECKOE NeliCTBME KaTeX0JIaMUHOB
n CTT ¥ MoBBIIAIOT COMepsKaHMe CBOOOMHBIX SKMPHBIX KUCJIOT B IIJIa3Me; OKa3bIBalOT
a”Habomyeckoe AeicTBMe Ha OOMeH Oe/IKOB B NeUeHM M KaTabojnyeckoe — B MBbIIIIAX,
KUPOBO ¥ JUMGOUIHON TKaHSIX, KOXe, KOCTIX. OHM MOOABISIIOT POCT U [ejieHue
dbubpobmacToB M CMUHTE3 KO/IaTeHa, 3a CYeT 4Yero HapyllaloT penapaTUBHYIO ¢asy
BOCITaJieHusI; TpU UX U3O6bITKE YCWIMBAETCS KOCTHasi pe30pOiys, IIOAaBJISIeTCS
KocTeobpasoBaHue, B pesynbTare dero cHipkaetrcsi MIIKT. IMTIOKOKOPTUMKOMABI 006/1amaioT
CWJIBHBIM TIPOTUMBOBOCHAJIUTEIbHBIM ¥ MMMYHOCYIIPECCUMBHBIM [eiicTBMeM. B cucreme
TUTIOTa/IaMyC—TUTIO(PU3—HAATIOUeUHUKA IeViCTBYeT KJIaCCUYeCKUM TIPUHLAIL
«OTpUIIATEIbHOM 0OpaTHOM CBSI3M»: INIIOKOKOPTUMKOMIBI TIOHAB/ISIIOT  OOpasoBaHMe
KOPTUKOTPOINUH-pUAnU3UHr-ropmona u AKTT. B sHOOKpUMHOIOTrMM OCHOBHOE TIOKa3aHue [,is
Ha3HAueHUs [VIIOKOKOPTUKOUIOB — 3aMeCTUTeJbHasi Teparnus I[pu HeOOCTaTOYHOCTU
(QYHKIIMM KOPbI HAZITIOYEUHUKOB.

[lo TpPOmOMKUTENBHOCTM [EeNCTBUS IIperapaTrbl IIIOKOKOPTUKOUAOB pas3lessoT Ha 3
[PYIIIbI: KOPOTKOTO OeiCTBUSA (TUOPOKOPTU3O0H), CpemHel MPOLO/IKUTEIbHOCTU OeCTBUS
(TIpeJHM30/I0H, METUITIPEAHU30JI0H) U OJIUTEbHOIO AeCTBUS (deKkcaMeTa3oH). Kpome Toro,
pasjauyHa 1 6uoorndyeckast akTMBHOCTbD IperapaToB (Tabm. I'1).

Ta6muma TI'2.1. CpaBHMUTeIbHAsi XapaKTepUCTUKA IIpPenapaToB IMIOKOKOPTUKOUAOB U

MMWHEPAJIOKOPTUKOMIOB
MpenapaTtbl CraHpapTHas AKTUBHOCTb
TabneTtnpoBaHHas

c¢dopMa, >kKBUBaNEeHTHas
no rJIlOKOKOPTUKOUAHOMN
AKTUBHOCTU, MI

nokokopTMKOMaHas MuHepanokopTMkomngHas AKTT -
nogasnsioLias
TMAapOKOPTU3OH 20 1 1 +
[MpeaHusonoH 5 4 0,5 ++
MeTunnpenHU3010H 4 5 0,1 ++
[ekcameTa3oH 0,5 30 0,05 +++
ONyaApOKOPTU3OH 0,1 15 150 -

DapmakokuHemuka. IIpu ripumemMe BHYTPb INTIIOKOKOPTUKOUILI XOPOIIO BcachiBaOTCA B XKKT,
IpyyeM IpyeM IUINY MayIo BIMSeT Ha UX abcopOuyio. [Ipyrue nyTu BBeOeHMs IIperapaToB
TIpY JIeUeHUM SHIOKPUHHBIX 3a00/ieBaHMUI MPaKTUUECKM He MCIIONIb3YIOT, 3a MCKIIOUeHeM
CIydyaeB OCTPOI HaAIOuyeuyHKoBOo HegocrtaTtouHocTy (OHH), korga rmgpoKOpTM30H BBOIST
napeHrepajabHo. Hecmorpst Ha KopoTkue Tj,n, B TKaHAX ITIIOKOKOPTMKOMIBI COXPaHSIOTCS
ropasfo Jojblile, B COOTBETCTBUM C UeM UX TepamneBTUdeckue 3G@eKTbl TOCTAaTOUHO
nnuTenbHble (Tabn. I'2, I'3).

Tao6numa I'2.2. ®apMaKoOKMHETNKA ITpernapaToB INIIOKOKOPTUKOUIOB

MpenapaTt T1/2 U3 Nnasmbl KPOBU, Y T1/2 U3 TKaHen, 4




MMAapoOKOPTU30H 0,5-2 8-12

MpeaHun3onoH 2-4 12-36
MeTunnpeaH3os0oH 2-4 12-36
[ekcameTasoH 5 36-54

ITo6ouHbie 3hpekmopi. YacToTa pa3BUTUS U BbIpaskeHHOCTb HIIP INTIIOKOKOPTUKOUIOB 3aBUCST
OT HO03bl UM [JUTEIbHOCTM WUX IIpUMeHeHMs. XapaKTepHble II000YHbIe SIBJIEHUSI IIpU
IapeHTepajbHOM IIPUMMEHEHUM TITIOKOKOPTUKOMUIOB OOBIYHO OOpaTUMMbl M MOTYT OBITh
YCTPaHEHBI UM YMEHbIIEHBI ITPU CHMXKEHUN OO3bI.

DHOOKpUHHAs cucmema: yrHeTeHMe (QYHKLUMM HAAIIOUEUHMKOB, BTOPUYHASI apeaKTUBHOCTh
HAJMOYEeUYHMKOB U IrUmodu3a pasjinyHOro reHesa, pa3BuTtue cuHapoma MiieHKo—-KyiinHra,
HapylleHUsT MEeHCTPYaJbHOr'O ILMKJA, CHM)KeHMEe TOJIEePaHTHOCTU K IJIIOKO3e, MPOsIBJIEHNE
JaTeHTHOTro caxapHoro nauabeta (CJI), TMOBbIlIeHME TIOTPeOHOCTM B WHCYJAMHE WIN
IepopaabHbIX TUIIOITIMKEMUUYECKMX CpeacTBax Y 60abHbIX C/I.

JKKT: nernTuueckas si3Ba C BO3MOXHBIM IpOOOAeHMEM M KpPOBOTeueHMeM, ITaHKpeaTUT
(TOIIHOTA, pBOTA), B3OyTME KMUBOTA, ISPO3MBHLIN/I3BEHHbINI 330(armMr; IMOBbIIIEHNE
aktuBHOCTM AJIT, ACT u menounoin docdarassl (IIIP) B chIBOpOTKE KPOBU (OOBIYHO ITU
M3MeHeHUs] He3HAUMTeIbHbI, He CBSI3aHbl C KAaKMMM-JIMOO KIMHUUECKUMU CUHIPOMAMU U
00paTUMBbI IIOC/Ie ITpeKpallleHys TeueHusI).

CepdeuHo-cocyducmas cucmema:. XCH y O0JIbHBIX C COOTBETCTBYIOLIEN
TpeIpacrnoioKeHHOCTbIO, TTOBBIIIeHMe apTepuabHOTO AaBiaeHus (All), y O0IbHBIX C OCTPbIM
M TOAOCTpPbIM MH@aApKTOM MMOKapja — paclpocTpaHeHMe ouara HeKpo3a, 3amejjieHue
dbopmupoBaHMs pyoII0BOJ TKAHM, UTO MOXKET IIPUBECTH K Pa3pbIBY CEPAEUHON MBIIIIIbI.

HepeHas cucmema: MOBBIIIEHVE BHYTPUUEPEITHOTO JaBAeHMUS C OTEKOM IMCKA 3PUTEIbHOTO
HepBa, CYOOPOIH, TOJIOBOKPYKeHME, TOJIOBHAsI 00Jb, MeNupuit, nesopueHTamus, sidopus,
raJUTIOLVHALIMM, MaHMaKaIbHO-IeIPeCCUBHBIN IICMUX03, AeIPeccusi, TapaHois.

Opzanbl uwyscme: 3amHsSISI CyOKallCy/lsipHas KaTapakTa, IIOBBbIIIIeHMEe BHYTPUIIA3HOTO
nasyienus (BI'II), maykoma ¢ BO3MOKHBIM ITOBpPEXAEeHEeM 3pUTEIbHOIO HepBa, 3K30(TalbM,
CKJIOHHOCTbH K Pa3BUTUIO BTOPUUHBIX OaKTepUATbHBIX, TPMOKOBBIX VIV BUPYCHBIX MH(PEKIMI
rJ1as.

Obmen 8eujecms: OTPULIATENIbHBIA a30TUCTHIN OajaHC, OOYCJIOBJIEHHBIN KaTabOoaM3MOM
6eJIKOB.

OnopHo-0dguzamenvHas cucmema: «CTepOUAHAS» MMOIIATUSI, CHMKEHME MBIIIEUHOM MAaccChl,
OCTEOII0PO3, Pa3pbIBbI CYXOXKUINI, B 0COOEHHOCTH aXMJIOBA CYXOKMINS, KOMIIPECCMOHHbIE
repejioMbl TTO3BOHKOB, acenTUUeCckuit HeKpo3 3nudu3oB OelpeHHOI U ILJIeUeBOi KOCTH,
MaTOJIOTUYECKIE TIePeIOMBbI IIMHHBIX KOCTEIA.

KoxcHbie nokpoesl. MeoJIeHHOe 3a’KMBJIeHVEe PaH, UCTOHUYEHIME U CHUM)KeHMEe IIPOYHOCTU KOXKU,
[neTexmm, SKXmMmmMo3bl, SpuTeMa Jilia, BOSMOXKHOe I10AdaBJ/IeH e peaKII N IIPpY KOXXHbIX TeCTaX,



TUPCYTU3M, TIOBBIIIIEHHOE TIOTOOTe/IeHIE.
AJiepzuueckue peakyuu: reHepaan30BaHHbIe (KOXKHAS ChIIlb/KPAalIMBHULLA).

/Ipyeue: TIOBBINIEHME aIleTUTa, MKOTA, apUTMUM, TUIEPKOATY/ISIIINSI, TPOMOO3bI,
TpoduyecKke M3MeHEeHIsI POrOBUIIbI, IIOBBIIIEHHOE BbhIBEAeHME KaJIbIVsl, TUIIOKAIbIIMEMMUS],
pasBUTHME WM 000CTpeHMe MHPEKIMOHHBIX 3a00/1eBaHMIA.

CuHOpoM «ommeHbl»: eClIu y TallMeHTa, OJAUTeIbHO IPUHMMAIOIIEro IMTIOKOKOPTUKOUIBI,
OBICTPO YMeEHbIIATh 03y IIpeliapaTa, MOTLYT pPa3BUThCS MNPU3HAKM HAAIIOUEUHMKOBOI
HeIOCTAaTOUYHOCTH, apTepuabHas TUIIOTEH3US U cMepTh. KpoMe TOro, BO3SMOKHO pa3BUTHE
CUHApPOMA «OTMEHbI», He CBSI3aHHOTO C HAJIIOYeYHMKOBOJ HEJOCTaTOYHOCThIO (AHOPEKCHS,
TOIITHOTA, PBOTA, JIeTaprus, TOJIOBHAsI 60JIb, TMXOpaJiKa, apTPaIrus, JecKBaMalys SIIUTeNns,
MMaJITKSI, CHIDKeHMe MacCChl Tela, CHuskeHue AJl).

Ta6mmua I'2.3. JlekapcTBeHHbIE B3aMMO/IeiCTBUSI IJTIOKOKOPTUKOUIOB

Mpenapatbl 3¢ dekTbl

BnokaTopbl KaibLMEBBIX KaHaN0oB, XUHUAWH, CHuxeHne ahheKTUBHOCTM NepPEUMC/IEHHbIX NpenapaTos
3PUTPOMULIMH, UHAUHABUP

HMBM Bo3pacTtaHue pucka popMnpoBaHus a38 B XKT

NHaykTopbl depmeHta CYP3A4 (Hanpumep, OcnabneHune AelCTBUSA MNIOKOKOPTUKONAO0B
deHnTonH, deHobapbutan, kapbamasenuH,
NpUMKUAOH, pudabyTuH, pudamMnuUnH) KUK

npenapaTos, NOBbILIAKLLNX
MeTabonmyeckmi KIMpEHC

rMIOKOKOPTUKOMA0B (acpenpuH n

aMUHOrnTeTMMNA)

NHrmbutopsl depmeHTa CYP3A4 YBenMyeHue KoHUeHTpaumn raioKOKOPTUKOMAOB B KPOBU
(KeTO)KOHaBOJ'I, MakKponuaHble aHTUOMOTUKM

v ap.

FMNOrMMKEMUYECKNE, aHTUTUMEPTEH3UBHbIE | [JIIOKOKOPTUKOMAbI YMEHbLUIAOT TepaneBTUYECKOe AEWCTBUE MeEPEeUYUCTIEHHbIX
npenaparsl, npasukBaHTeNb n npenapaTtos
KanuiBbIBOASILLME ANYPETUKN

lenapwH, anbeHpgason, kanuicbeperarowme MoBbileHne aKTUBHOCTW NepeYvnciieHHbIX NpenapaToB
ANYPETUKN

HenpsiMble aHTUKOAryNAHTbI MN3MeHeHs CBEPTbIBAEMOCTM KPOBMU

AHTaroHMCTbI B>-aapeHopeLENnTOpPOB, MNpuMeHeHMe BbICOKMX [A03 T[/IIOKOKOPTUKOWAOB YBEMUMBAET PUCK PpasBUTUSA
TMasuaHble ONYDPETUKN, dypocemuna, rMnoKaameMmm

3TaKkpuHoBas KUCnoTa, UHIMBUTOPbI

kapboaHrnapasbl, amboTepPULIMH

AHTauUMabI YMEeHbLUAOT BCacbiBaHWE MIOKOKOPTUKOMAOB NpW NpuUeMe BHYTPb
Canuuunatsl YBe/IMyeHne NoYeyHoro KanpeHca canmumnaTos
OpanbHble KOHTpaLenTuBbl, | YBenuueHue Ty, MIIOKOKOPTUKOUAOB

AHTUTUPpEONAHbIE NpenapaTbl

Tanngomupg, BO3MOXHO pa3BuUTUE TOKCMYECKOro 3nNMaepMasibHOro HeKpoansa

CepaeyHble rnvMKo3nabl [NOKOKOPTMKOMAbLI MOryT rMOBbIWATb PUCK BO3HUKHOBEHUSA apUTMUU UK
ANTUTANIMCHON MHTOKCUKaLMKU

ComaTponuH 3amepneHne abcopbunm comaTponuHa

3TaHo/, 3TaHoNCoAepXallune npenapaTbl YBenuyeHne 4acTtoTbl TMOSABAEHUS WAN WHTEHCMBHOCTM 3PO3UBHO-S3BEHHbIX
nopaxeHuin XXKT




MuHepanokopTukouabl. Mexanusm aeiictBus u papmakonornueckue 3¢ ¢eKrsl.

OcHoBHast (QYHKUMS MMHEpPaJTOKOPTUKOMUIOB — 3ajiepskka B OpraHmMsMe HATpUsl U
rnojaepskaHue (Qu3MoJOrMYeckoii OCMOJIIPHOCTM BHYTpPeHHel cpenbl. [71aBHBI OpraH-
MUIIIeHb 9TUX TOPMOHOB — I10UKa, IJle OHM YCUIMBAIOT aKTUBHYIO peabcopOIinio HAaTpus B
OUCTAJbHBIX M3BUTBIX KaHAJbIAX M COOMpATENbHBIX TPYOOUKAX, CTUMY/IUPYS IKCIIPECCUIO
reda Na'-K'-AT®a3pl. Kpome TOro, MyHepagOKOPTUKOWUAbI CIIOCOGCTBYIOT BbIIEI€HNIO
IMOYKaMM MOHOB Kajaus, BOAOpOma M aMMOHus. [Ijas 3aMeCTUTEeNbHON Tepanunu
MUHEPAIOKOPTUKOMUOHON HEOOCTaTOYHOCTM B HACTOSAIEee BpeMs IIPUMEHSETCS TOJIbKO
(QIynIpoKOpPTU30H.

@apmaxkokuHemuka. Ilocie TipuemMa BHYTPb QIyIAPOKOPTU30H OBICTPO U IMOJHOCTBIO
BcacbiBaeTcst U3 JKKT. Cpax QIympoKOpTM30HA B ILJIa3Me AOCTUTAETCS IPUOIM3UTETbHO

yepe3 2 u. CBsg3bpIBaHMe C Oenkamy Iu1asmbl — 42%. MeTtabonusupyeTcsi B II€UEHIN.
BbIBOAMTCS MOYKaMy B BUJle HEAKTMBHBIX MeTabonuToB. Ti, U3 miaasMbl — 3,5 4. Jlerko
MPOXOOUT TrucToremMatndeckue Oapbepbl. Tin — 18-36 Y. He3HauurtenbHas YacTb

SKCKpEeTUpyeTCsd MPpM JIaKTallum.

OcobenHocmu npumenenus. IlpemapaT 3(deKTBeH mpM MOpueMe BHYTPb U 0bOamaer
MOLIHBIM MMHEPATOKOPTUKOUIHBIM OeMCTBUEM, COMOCTABMMBIM C aJIbAOCTepoHOM. [Ipu
O6epeMeHHOCTM MOXeT IOTpPebOoBaThCsS yBelaudeHue O03bl (GIyAPOKOPTU30HA, MOCKOIbKY
3HAUUTEJIbHO TOBBILIAETCS YPOBEHb IIporecTepoHa — aHTaroHMUCTa
MMUHEPaJTOKOPTUKOUIHBIX pellenTOpoB. MHorma [no3y GayapoKOpTU30HA MPUXOIUTCS
yBeIMUMBATh B JieTHee BpeMs (0COOEHHO B YCJIOBMSIX KapKOTO KJIMMaTa) M3-3a OO0JbIINX
TOTephb C ITIOTOM HATPUSI U BOAbI (Tab. I'4).

ITob6ouHoe deticmaue.

Co cmopoHbl cepdeuro-cocyoucmoti cucmemol: AL, nmepudepudeckue oTeku, runeptTpodus
JIEBOTO Keaymouyka cepilia, HeJOCTaTOYHOCTh KpOBOOOpallleHMsl, TUIlepHATpueMusl,
TUIIOKA/IbLIIEMMSI, apUTMuUM, Opamukapausi, musameHeHusi Ha OKI, xapakTepHbie IS
TUITIOKA/IME MU, TUTIEPKOAT YIS, TPOMOO3bI, O0/IMTEe PUPYIOLINIT SHAAPTEPUNT.

Co cmopoHbl 0nopHo-0d8uzamesbH020 annapama: MbllIeuyHasi ¢JlaboCThb, CTEPOMUIHAST ITOTEepSI
MBIIIIEYHO MacCChl, OCTEOIIOPO3, KOMIIPECCUOHHBIN Iepe/ioM IT03BOHOYHMKA, aCeIITUYEeCKU
HEKpO3 TOJIOBOK OeIpeHHON U TIIe4eBOi KOCTel, MaToJoTMYecKyue IepeoMbl IIMHHBIX
TpyOUYaThIX KOCTEIA.

Co cmopousl JKKT. CrepoupHasi si3Ba C BO3MOXXHBIM ITPOOOAEHMEM ¥ KpPOBOTEUEHMEM,
MMaHKpPeaTUT; METeopu3M, SI3BeHHbIM 330¢haruT, HapylleHuUs] MNuIlleBapeHus, TOIIHOTA,
TIOBBIIIIEHNE WM CHVKeHME alllleTUTa, pBOTa, UKOTa, MoBbilieHne akTUBHOCTU AJIT, ACT n

.

Co CMOPOHbBL KOXuUu: yIrpu, 3aMeaJIeHHOE 3a’KMUBJIEHNME PdH; MCTOHUEHME KOXU; IIeTeXUN U
remMmaTombl, 3puUTeMa, IMOBbIIIIE€HHAasd IIOTIMBOCTD, aJIJIepI'I/I‘{eCKI/Iﬁ AJepMaTUT, KpaliMBHNMIIA,



aHI‘I/IOHeBpOTI/I"IeCKI/II;'I OTeK, SKXMMO3bI, TUIIED- WM TUIIOIINUTMEHTalld, CKJIOHHOCTb K
Pa3BUTUIO ITMOAEePMUN 1 KaHOM034a.

Co cmopouut I[HC: mnosBbiiieHue BY]I, roJIOBHast 0O0JIb,

CYIOpOTH, TOJIOBOKPYKEHMeE,

HapylmieHus CHa.

Co cmopoHbl 0p2aH08 IHOOKPUHHOLL cucmeMpl: BTOpUYHAsSI HAAIIOUEUHMKOBAsI ¥ TUIIOTaIaMO-
rurnoduszapHasi HeloCTaTOYHOCTb, CMHAPOM KyliinHra, HapyIlieHus MeHCTpyaabHOIO IIMKIIA;
HTT'; manudecranusi ngatreHTHoro CII ¥ TOBbIIIeHME IIOTPEOHOCTM B MHCYJIMHE WIN
TepopaabHbIX TUIIOITIMKEMMUYECKMX IIperapaTax y 601bHbIX ¢ CII; TMPCYTU3M.

Co CMOpPOHbL  Op2aHA 3aaHIs CY6K8.1'ICY]IHpHa$I YBeJIMUEHNE
BHYTPUIZIA3HOTO OaBJIeHUS, ITIayKOMa, BKBO(I)TELHI)M, CKJIIOHHOCTb K Pa3BUTUIO BTOPUUYHDbIX

3PpEHUA: KaTapaKTa,

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

Co cmopoHsl ncuxuueckoti cchepvl: MAaHUM UIIU OeIVPUO3HbIN CUHIPOM.

Memaboauueckue HapyuwleHusl: OTPUIIATENbHbIA a30TUCTBIN OajaHC;
TTIOKO3ypYsL, TIOBBILIeHHOe BhiBemeHue Ca?t, rumokaneMmdecKkyii CMHIPOM.

TUTIEePIrIINKeMUI

Hpouue: aHad)I/IHaKTI/I‘IECKI/Ie peakumnn; yBeJIMdeHne MacCChbl Tejla; MaCKMPOBKa CMMIITOMOB

MHQeKIMOHHbIX 3a0ojeBaHMiit; OOMOpPOKM; pasBuUTHME WIM obOoCcTpeHMe MHQEeKINi
(TIOSIBJIEHMIO 3TOM HeKelaTelbHOI 10604HOoi peakuuy (HIIP) crmoco6CTBYIOT COBMECTHO

MpYMeHsieMble UMMYHOZMPEeCCaHThI ¥ BaKIMHALMS); IEMKOLUTYPUS ; CUHAPOM «OTMEHBI».

Ta6muma TI2.4. BsaumopneiictBue GIYIPOKOPTU30HA € OPYTUMM JIeKapCTBEHHBIMU
cpencTBaMu

MpenapaTt

SddekTbl

CuncTeMHble KO- 1 MUHEPANOKOPTUKONAbI

MoBbiwaeT 3hPeKTUBHOCTb (M TOKCUYHOCTb)

AHabonunyeckne crepounabl, aHAPOreHbl

CHuxaeT 3pPeKTUBHOCTb, YBENMUYMBAET renaTOTOKCUYHOCTb, MOBLIWAET PUCK
pasBuUTUS Nepudepuyecknx oTekoB, yrpei (MPUMEHSITb OCTOPOXHO GOME3HsX
neyeHu n cepaua)

CepaeuHble
Bbl3blBaOLLNE
amdoTepmumH B)

rNKO3nabl n
rmnokKaameMmmnio

npenaparbl,
(anypetuku,

YcunusaeTt BeposaTHOCTb HIP

HaTpuiicogepxalive npenapartsi

BospacTaeT puck pa3BuTusi nepudepruyeckmx 0TEKOB U TMNepTEH3UN

AueTtuncanuumnoBas kucnota n apyrue HIMBIM

MOBLILIAETCA PUCK U3BSA3BIEHWUS CIM3UCTON 06010UKM XKenyaka

BapbuTypatsl, npoTMBO3MMUIENTUYECKUNE
cpeacTea (dbeHuTOUNH, kapbamasenuH),
pudamnuumH

YckopstT MeTabonm3Mm KOPTUKOCTEPOUAOB (MyTeM UHAYKUMN MUKPOCOMasbHbIX
depMeHTOB) 1 0CcNabnaoT ux gencTene

KOK, coaep>alime aCTporeHs.l

3amMeanatT MeTabonusm, nerncreue

dbnyapokopTM3oHa

yBenuumsaT Ty, W ycunusaloT

AHTUIMCTaMUHHbIE NpenapaTsl

OcnabnstoT gencremne bnyapoKopTU30Ha

AHTUKOArY AHTSI
WNHAAHAMNOH,
YPOKMHa3a

(NnpousBoAHble  KyMapwHa,
renapuH), CTpenToKMHaza,

B3bIBalOT CHUXEHWE, @ Y HEKOTOPbIX 60MbHbIX — MoBbIleHe 3DDEKTUBHOCTU
bNyApOKOPTM30HA




TpuumMKInyeckne aHTnaenpeccaHTbl MoryT ycunumBaTb MNCUXMYECKME HapyLeHUs, CBSi3aHHble C MNpUEMOM
GnynpokopTu3oHa (He cneayeT Ha3HayaTb WX  AN8  NleYeHUst  AaHHbIX
HapyLleHWi)

SdenpunH MoXeT ycKopsiTb MeETabonM3M KOPTUKOCTEPONAOB (BO3MOXHA KOpPpPEKLUsS 403bl
hNyapoKoOpTU30HaA)

MepopasnbHble rUNorankemMuyeckme cpeactsa U | OcnabnseT runorinkeMnuyeckoe AencTeme
MHCYNWH (BO3MOXHA  KOppekuus  A03bl
rUMOrNTIMKEMUYECKUX CPEACTB)

Kanuncbeperatowme OVNYPETUKM, Ocnabnsert gencreue
cnabuTenbHble cpeacTea

MMMyHoAenpeccaHThbl MoBbiwaeTcs puck pasBuTUS nHdeKkunn, nmMdom n Apyrux
nnmdonponndepaTnBHbIX 3aboneBaHum

CoBMeCTHOE MNpUMEHeHMe C AernosapuUsyroLWwmMMm ONyapOKOPTU3OH MOXET cnocobcTBoBaTh YCUNEHUIO 6nokagbl CUMHaNCoOB W
MUopenakcaHTamMm npMBOAUTb K YBEJIMHEHUIO NMPOAO/IDKUTENIbHOCTU HEPBHO-MbILLEYHOU 6nokazabl
3a CYET rmnokKanbueMnmn

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

BUPYCbI CHWXeHne  BblpaboTkm  aHTUTen  (OAHOBPEMEHHOE  MNpUMEHeHWe  He
pekoMeHayeTcs)

Opyruve BaKLMHbI B coyeTaHum C MoBbILWAT PUCK HEBPONONMYECKUX OCNIOXHEHUA W CHWXAKT BblpaboTky

bNyaApOKOPTU3OHOM aHTuTen

Tao6numa I'2.5. CxeMa KOppeKIuUM 3aMeCTUTeNIbHO Tepanuy ipyu BJIKH

Ycnosune [encrteune

Jlnxopapka YBenunyeHue o3bl rMapokopTn3oHa B 2 pasa npu t 38rpC, B 3
pasza npu t 39rpC go Hopmanmsaumum (06bl4HO 2-3 AHSA);
NMoBbILLIEHHOE ynoTtpebnexue 3/1EKTPOSIUT-CoAepPXKaLLMX
XUAKOCTEN

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

Xupypruyeckoe neyeHue  (HEC/IOXKHOE;  MaslOMHBa3UBHblE 'mapokopTnsoH B/M 50-75 Mr B CyTkM 06bl4HO 1 - 2 AHS
npoueaypesl, Hanpumep 330aroractpoAyoAeHOCKOoNus, (Hanpumep, 25-50 mr 3a 15 -30 MWHYT 40 BMewaTenbCcTBa U
3KCTpakums 3yba) 25 Mr nocne BMelwlaTenbCTBa)

Bonblwoe  Xxupypruyeckoe  BMellaTenbCTBO  noa  obwum MapokopTnsoH* 100 Mr B/B 60/7OCHO, Aanee HenpepbiBHOE
Hapko3oM, TpaBMa, poAabl unu 6one3Hb, KoOTopas TpebyeT BBeaeHune 200 mr B cyTku (Mnm no 50 mr kaxabie 6 4 B/B nnun
WHTEHCUBHOM Tepanuu B/M); HenpepbiBHOe BBeAeHWe xuakocteh (5% pekcrtposa u
0,9 unmn 0,45% NacCl)

Mocne poaos 6e3 0CNOXHEHUN — 06bIYHO NepeBOASAT Ha NpUEM
nepopanbHbiXx KC B 06bI4HbIX AN NauMeHTa A03ax.

[Mpu rnagkom TeyeHumn

nocneonepaunoHHOro nepnuoaa B nepsble

TPW AHSA BHYTPUMbILLIEYHO BBOAST

100-150 Mr rmapoKopTM30Ha B CYTKM,

3ateMm 3-5 gHen — 75-100 Mr B CyTKH,

nocsne 4yero naumMeHTa NepeBoAsT Ha

TabneTnpoBaHHble NpenapaTtbl N0 06bIYHOM CXeMe.

ALAVCOHNYECKNI KpU3 CM TekcT ganee

*2udpoKOpMU30HA CYKUUHAM HAMPUS

I'4 Anropurm jiedeHusI OCTPOI1 HAAIIOUEHUMKOBOM HEeJOCTATOYHOCTU
npu BAKH

JDKCTPEHHbIE MepPbl.

e YCTaHOBJIEHNME BHYTPUBEHHOI'O JOCTYIIA.
e B/B BBegenue 2-3 a1 0,9% pactBopa HaTpusi xjaopupa (CO CKOpOCTbO 1 J1 B d4ac).
O6s13aTeTbHO MOHUTOPUPOBATh IPU3HAKM TEPErpy3ku >KUIKOCTbIO (apTepuasbHOe




IlaBjieHue, IeHTpaJibHOe BEHO3HOEe [aBJjieHue, Auypes3, 3JIeKTPOJUTBI KPOBU, XPUIIbI B
JIETKUX).
e B/B BBenmeHMe ruapokoptusoHa (100-150 mr HeMeAieHHO U J1ajiee Kaxkabie 6 yac).

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

e [Ipomomkenue B/B BBemeHue 0,9% p-pa HaTpus xjopupa C yMeHbIIeHMEM oObema U
ckopoct wuHGY3UM (B TeueHue 24-48 wuac), mociae BoccraHoBiaeHusi OIIK -
IOTIOJIHUTEIbHOE BBemeHMe 5% p-pa mekctposs (0,5- 1 71).

e [locTerieHHOe YMeHbIIIeHE T03bI INIIOKOKOPTUKOUAOB ( B TeueHue 1-3 nHein).

e Hauajio 3aMeCTUTEe/IbHOI MMUHepPaTOKOPTUKOUAHONM Tepanuu (GayapokoptusoH 0,1 mr/
CyT.) TIIpU MapeHTepalbHON A03e TuApokopTu3zoHa MeHee 100 mr/cyT, IpekpalleHuun
BBenmeHns 0,9% p-pa Harpus XjIopuga WIM Tlepexofe Ha I[epopasbHbIil IIpueM
TUOPOKOPTU30HA.

e Tlouck u JieyeHMe 3TUOJIOTMUECKOTO (akTopa (BeposITHbIX MH@EeKIIMii), MpUBeaIInx K
OCTPOV HAZITIOUEUYHUKOBOM HEJOCTATOYHOCTMU.

HanbpHerliliee BegeHue

[Tocne crabmuam3auy COCTOSTHUSI TIallMeHTa M CHMKEHUSI CYTOUHOI J03bI TMIPOKOPTU30HA
MeHee 100 Mr B CYyTKM TIal[MeHTa TI€PEBOMSIT Ha T[IOCTOSHHYI0 3aMeCTUTE/IbHYIO
TOPMOHAJIbHYIO TePaNMIo TabJIeTUPOBAHHBIMM IIpeIiapaTaMy I'MIPOKOPTU30HA.

Ta6mmua I'2.6. 3amecTuTeNbHaAg Tepanus Py OCTPOI HAAIIOUEUYHMKOBOM HeLOCTATOUYHOCTU
nipu BAKH

Mpenapar NMpuMmeHeHne

[orocnutanbHbIX 3Tan

f'mapokopTn3oH BHYTPUBEHHO (r1MapOKOPTU30Ha CyKUMHAT HaTpus) VNN BHYTPUMBILLEYHO,
(npenapat Bbi6opa) 100-150 mr

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

npeaHN3010H BHyTpuBeHHO, 40 Mr CTpyMWHO Ha AOrocnuTasbHOM 3Tane

1 cytkmn

'MApoOKOPTM30H BHYTpMBEHHO WAM BHYTpUMbIWeEYHO, 100-150 wMr kaxable 6 u,
(npenapat Bbi6opa) MaKcuManbHas cytoyHas gosa — 800-1000 mr

2-5 cyTkm

MMApoKOpPTM30H Mpwn A 100 MM pT CT © Bblle NepeBos Ha BHYTPUMbILLEYHOE BBEAEHMUE ,

50-75 Mr kaxable 6-8 4, C mocneaylwmM CHUXEHMEM [A03bl KaxAable
cyTkm (25-50 mMr 2-4 pasa B cytku). lpu pose meHee 100 mr -
nobasnenue pnyapokoptnsoHa 0,05-0,2 mr/cyT

Mocneayrowme aHU

MepeBoa Ha nepopasbHbIl NpUeM

TMApoOKOPTM30H + -BHyTpb, 40 Mr yTpom 1 20 mr B 18:00, nocTeneHHOe CHWXeHWe A03bl A0
CTaHAapTHon 3amectutenbHoW (Ao 40 ™Mr ruapokoptmsoHa (10 Mr
npeaHn30s10Ha) B CYTKW)

bNyapoKOpTU3OH - BHyTpb, 0,05-0,2 Mr B cyTku (06b14HO 0,1 Mr /cyT)




