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CHucok coKpalneHuu

170HP —17-rnagpokcunporectepoH

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

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

Al — ApTepuanbHas rmnepTeH3us

AKTI— AApeHOKOPTUKOTPOMHbIA FOPMOH

APIT — PeHnHOBasa aKTUBHOCTb MJ1a3Mbl KPOBU

BOKH — BpoxaeHHas ANCHYHKUNSA KOPbl HaAMOYeuYHMKOB

K— ntokokopTMKOMAbI

r® BAKH — N'mneptoHnyeckas dopma BAKH

OOK — [1e30KCUKOPTUKOCTEPOH

XKKT — XKenyaouHo-KuULeYHbIA TpakT

NMT — NHgekc mMacchl Tena

KOK — KoMbuHMpoOBaHHble opasibHble KOHTPaLEenTMBbI

NNBMN — JlIunonpoTtenabl BbICOKOW MAOTHOCTU

MK — MuHepanokopTukonasl

HBOKH — Heknaccuuyeckas dopMa BpOXAEHHOW ANCHYHKUMM KOpbI
HaAnoO4Ye4YHNKOB

HMNO — Hapy>Hble nonoBble OpraHbl

HTI — HapyweHne TonepaHTHOCTU K r1loKo3e

0O — OpanbHblli MOKO30TONIEPaHTHbIA TeCcT

OXC — Obwmit xonectepuH

CA — CaxapHblit anabet




TepMuHBI U onIpeaeICHUS

CCKBEHHPOB&HI/IC = OmInpcAcaCcHUC IIOCICAOBATCIIbBHOCT HYKJICOTHUIOB B MOJICKYIIC HHK NI

MMOCJICAOBATCIIbHOCTH aMUHOKHUCIIOT B MOJICKYJIC Ocnka.

KOMl'[ayH)I-FeTepOSI/IFOTHOCTb - COCTOAHHEC OpraHui3Ma, IIpU KOTOPOM OJWH U TOT KC JIOKYC Ha

TOMOJIOTHYHBIX XpOMOCOMax IMPCACTABJICH PA3HBIMHU MYTAHTHBIMU AJUICIISIMU.

MyTtanusi (MaToreHHbIi BApPMAHT) - W3MEHEHWE B HacieACTBeHHBIX cTpykTypax ([AHK, ren,

XpoMocoma, FGHOM):

* CO CIBUIOM PaMKH - NPUBOASAIIASA K HAPYLICHUIO HOPMAJIBHOTO OTCUETA KOAWPYIOWIMX TPUILIETOB
(meneuuu Wi BCTaBKU yyacTkoB Mousiekyibl [JTHK, pasmepsl KOTOPBIX HE KpaTHbI TPEM OCHOBAHUSIM);

OOBIYHO MMpUBOAUT K H3MCHCHUIO AMUHOKHCJIOTHOM IHOCJIICAOBATCIIBHOCTHU 66.111(3;

* CIUIAMICMHIOBAs - 3aTparvBarollas CalT CIUIAWCHHIAa M MPUBOMASIIAS K HEMPABWIBHOMY BBIPE3aHUIO
uHTpoHAa JmbOO K yhaneHwro w3 Moiekyiasl PHK undopmammonHo 3HaunMol 9SK30HHOU

IMOCJICA0OBATCIIbHOCTH.

Heonaranbupiii ckpuHuHr Ha 170HP - mo3BojsieT AMAarHOCTUPOBATH KiaccH4eckue (Hopmbl
nedunura 21-runpokcuiassl. Ha BropoMm 3Tane CKkpuHUHIra (peTeCTUPOBAaHUE) MPEANOYTHUTEIIBHO

onpcACIICHUC MYJIBTUCTCPOUIHOI'O CIICKTPpa MCTOI0OM TaHILeMHOfI MacCC-CIICKTPOMCTPHH.

B P® HeoHnaranbHbIi CKPUHHUHT Ha BbISBICHHUE AePUIMTA 21-TUAPOKCUIA3bl MPOBOJUTCS COINIACHO
npukasy Munszapasconpazsutus PO or 22.03.2006 N 185. CkpuHUHT HAUMHAETCS B POAUIBHOM JIOME:
y KaXJI0ro HOBOPOXK/JIEHHOIO Oepercss HECKOJbKO Kalelb KPOBU Ha CIEUUaIbHBIA TecT-OJaHK,
KOTOpBIM HAIpaBIIETCA B CIELHUAIU3MPOBAHHYIO J1a0OpAaTOpUIO AJISl MPOBEIACHUS HCCIeIO0BaHUSA. Y
JIOHOIIIEHHBIX JIETe KPOBb Ui HCclenoBaHus OepyT Ha 4 JE€Hb JKM3HH, Y HEJOHONIEHHbIX — Ha 7
JeHb KU3HU. Mcnonb3yroTes pazHsie moporoseie ypoBHu 17OHP B 3aBUCHMOCTH OT Macchl Tena npu
POXJIEHNH, KOTOPbIE OINpeeeHbl A Kax 101 n1aboparopuu. CBeieHUs O MOJIOKUTEIBHOM pe3yabTare
CKPUHHMHTA COOOLIAIOTCS B MOJMKJIMHUKY MO MECTY KHUTEIhCTBA pEOCHKA, MOCIE Yero MPOUCXOAUT

HOBTOPHBIN 3a00p KPOBHU ISl pETECTUPOBAHUS.

HNurpoutoniacruka - GopMupoBaHue IpeIIBEpHs BX0/1a BO BIarajiuiile.


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. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Bpoxnennas qnuchynkuns kopbl Hagnodeunnkos (BJIAKH) — 3To rpymnmna ayTocOMHO-pEIieCCUBHBIX
3a00JI€BaHM, XapaKTEPU3YIOMUXCS AeHEKTOM OTHOTO M3 (DEPMEHTOB WJIM TPAHCIOPTHHIX OEITKOB,

MNPUHUMAKIUX Y4aCTUC B CUHTC3C KOPTHU30JI1a B KOPC HAAIIOYCTYHHUKOB.



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

[Ipuunnoii pa3sutus no6oi Gopmel BIKH sBistoTcs naroreHHble BApuaHThl TEHOB, OTBEYAIOLIUX 32

CUHTE3 (DEpMEHTOB WJIM TPAHCTIOPTHBIX OENKOB, YYACTBYIOIIUX B OMOCHHTE3€ KOPTU30JIA.

BJAKH BcnenctBue nedunura 21-rugpokcuiazbl 0O0yCIOBJI€HA MAaTOTEHHBIMU BapUaHTaMH B TEHE
CYP21 (CYP21A2), naxonsmemcs B HLA-komIiekce Ha KOpOTKOM Tuiede 6-if xpoMmocomel (6p21.3).
Omnucano 6onee 200 matoreHHbIX BapuantoB CYP21A2. bonbmuHCcTBO (75-80%) U3 HUX TMPUXOAUTCS
Ha TOYEYHBIE MUKPOKOHBEpCHH Mexay reHoM CYP2] u romMosioruyHbiM eMmy niceBgoreHom CYPZ2IP
(CYP21AI1P, CYP21A), B T0o Bpems Kak Bcero 20-25% mpuxoauTcsi Ha KpyIHbIE MyTalluU — JEJIECLUN U
KOHBepCHH, MpuBosAIne K 6onee TsokensiMm popmam BJIKH. Kpome Toro, cymecTBytoT Oonee peakue

CIIOpaIM4YCCKUEC MaTOICHHBbIC BAPUAHTHI.

B OonbmmHcTBE ciiywaeB  gedunuta  21-TUapoKcuiiazbl  OTMedaeTcs — Haiuuue  (PeHoTun-
TeHOTUTTMYECKON KOppessiiiy. Tak MaToreHHbIE BapUAHTHI, COMPOBOXKIAIOIINECS COXpaHEeHUEM Ooliee
5% axtuBHOCTH (hepMeHTa, MPUBOIAT K HEKJIacCHUeckoil ¢opme 3a0oseBaHMsl; KPYITHBIE JIEIeUN U
CIUTAMCUHI-MYTAallui, MPU KOTOPBIX AKTUBHOCTH (hepmeHTa cHMXEHa 10 0-2% - K KIaCCUYECKUM
dopmam. OgHako HEOOXOIMMO TTIOMHUTD, YTO OJTHU U T€ K€ MAaTOr€HHbIEC BAPUAHTHI MOTYT HPUBOAUTH K

pa3HbIM (EHOTHIHYECKUM TposiBneHusM (Tabmn. 1)[1,2,3,4].

Tabnuya 1. @enomunuueckasn Koppenrayus Haubonee yacmvlXx namozennvix eapuanmos 2ena CYP2I
npu paznuunsix popmax B/IKH.

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

- I2spl - P30L - P30L

I1172N -1172N P453S

- R356W P105L

- Q318X R339H

- Knacrep E6 V304M

- V237E G3755

B cmnydae kommayHA-T€TEpPO3UTOTHBIX COCTOSHUM KIWHUYECKas KapTUHA OMpeaensieTcs Oosee
«JIETKMM» TaTOT€HHBIM BapUAHTOM. B OTJIMuMEe OT JIETCKOro BO3pacTa, y B3POCIBIX HECKOJBKO Oojiee
BBICOKA YYBCTBUTEJIBHOCTh MUHEPATOKOPTUKOUIHBIX PELENTOPOB, IOATOMY TE€ MaTOI€HHBI BAPUAHTBHI,
YTO B JIETCTBE Hallle JaBajll KIMHUYECKYIO KApTUHY, XapaKTEPHYIO Uil COJBTEPSIONIe (opMbl, Yy

B3POCJIBIX MOTYT MPOSIBIATHCS B BUJIE IPOCTON BUPHIbHOM (popMbI (Tab. 2).

Tabnuya 2. Denomunuueckue nNposAGIeHUs PA3IUYHLIX 2EHOMUNO8 Y B63POCIAbIX NAYUEHMO8 C
oepuyumom 2 1-euopoxcunazot 6 PO [4].

MaTtoreHHbli BapuaHT KnunHunuyeckmne npusHaku 3a6onesanusa (%)

I2spl/I2spl ConbTepsowasa 85%
BupunbHas 15%

I172N/I1172N ConbTepsatowasn 21%
BupunbHasa 78%

E3del/E3del ConbTepstowan 100%

R356W/R356W ConbTepstowas 100%




l'unepronnyeckas popma BJIKH pasBuBaercs BciencTBue maroreHHbIX BapuaHToB reHa CYPIIB,
JIOKanu30BaHHOM Ha 8 xpoMocome (8q21-q22). B oprannsme uenoBeka PyHKIMOHUPYIOT 2 U30(OPMBI
depmenta, oOmaparomme 93% uwpentuuHocteio. l1P-ruapokcunaza 1 tuma (CYPIIBI)
BbIpa0aThIBACTCSI B MYYKOBOM 30HE KOPBHI HAAMOYCYHUKOB, OTBEUaeT 3a OMOCHHTE3 KOpTH30ja U
perynmupyercs AKTI mo mexanusmy oTpuiiareiabHoil oOparHoi cBsizu. MimMenHo aeduiut gepMmeHTta
11B-ruapokcunaspl 1 TUma mpuUBOAUT K pa3BuTuio runepronundeckor ¢opmel BJIKH. Hawubonee

YacThIi NaTOreHHbI BapuanT B rene CYPIIB1 — R448H.

N3onupoBanubiil nedext BTopoit nzodopmbl 11B-ruapokcuiiasel (anbaoctepon-cunteTasbl) kK BJIKH

HC OTHOCHUTCA.

Hapyuienue cunTe3a KOpTH30J1a BCIEACTBUE HEIOCTAaTOYHOCTU (pepMmeHTa 21-ruppokcuiiasbl BeleT K
TOMY, YTO MO0 MEXaHHU3MY OTpHUUATENbHON 00paTHOM cBA3u U30bITOK AKTI cTUMYIMpPyeT KOPKOBBIi
CIIOM HAANOYEYHUKOB, YTO BbI3BIBACT €€ Tunepruiazuro. Ilpm 3ToM wH3-3a  CyIIECTBYIOLIETO
dbepmeHTaTUBHOTO OJ0Ka Ha MYyTH CTEPOMJIOTCHE3a HAKAIUIMBAIOTCS MPEANISCTBEHHUKH KOPTHU30Ja U

aHJPOreHOB, MyTH 00pa30BaHUsl KOTOPBIX HE 3a0J0KkupoBankl (puc.la, 10, 1B). [1,2,4]

P450scc + P450c17 +
STaR P450c17 170H- b5 17BHSD5
XonectepuH » [lperHeHonoH *| nperHeHosnoH > AOraA » AHOpOCTEHAMON
3BHSD2 3BHSD2 3BHSD2 3BHSD2
\d \J \J \d
P450c17 17OH_ 17BHSD5
o IR » >
MNporectepoH nporecTepon AHApoCTeHANOH TectocTtepoH
Fe0e2] . P450c21 P450c11B 5aR2
11-pe3oKkcn- Y A Y
KOPTHMKOCTEPOH 11-pezokcu- 110H- Aurnagpo-
KopTL30M aHAPOCTEHAWOH TeCTOCTEPOH
P450c11p P ap A P
Y
P450c11p 11BHSD2
KopTrnkocTepoH { {
11-keTo
P450c11AS \ KopTtumzon AHPOCTEHAVIOH
18-rngpokcn-
KOPTUKOCTEPOH 17BHSD5
\4
P450c11AS
v 11-keTO
TeCTOCTEPOH
AnbaocTepoH

Pucynok 1a. Cxema crepousiorenesa

IMpumeuanusi. P450scc (CYP11Al) — 20,22-necmonasa, Ui «PEpMEHT, paCHICTUISIONUNA OOKOBYIO
nenp xonectepuHa» (scc - or anmi. side chain cleavage); StAR — crepoumoreHHbI OCTpBIN
perynsaropubiii 6enok; P450cl7 (CYP17A1) — 170-trumpokcunasa; P450cl7 + b5 — 17,20-nmaza
(CYP17A1) + cytochrome b5; 3HSD2 — 3-6eta-runpokcucrepouaeruaporenasa, tum 2; 17pHSDS —
17-6eta-ruapokcuctepouaaeruaporetasa, tum 5; P450c21 (CYP21A2) — 21-runpokcunaza; P450c11p3
(CYPI11B1) — 11B -runmpoxcunaza; 11BHSD2 — 11-0era-ruapokcucTepouaaeruIporeHas3a, THIl 2;
P450c11AS (CYP11B2) — anpnocteponcunTasa; JAI'DA — neruaposnuangpocrepos; SaR2 — S-anbda-
penykrasza 2.



P450scc + P450c17 +
X STaR . P450c17 170H- ks A 17BHSD5 A
onectepuH » [lperHeHonoH | nperHeHonoH » i} > AHApOCTEHAWON
3BHSD2 3BHSD2 3pHSD2 3BHSD2
Y Y P450c17 + Y Y
P450c17 17OH_ b5 T?BHSDS T\
MporectepoH nporectepoH » AHOpoOCTeHAWOH » TecToCcTepoH
P450c21X P450c21)L 5aR1 P450c11p 5aR2
¥ i 4 ¥ ¥
11-ge3oKcu- | 1-nesokcn-| | Sa-nperHan-17a- 110H- Durugpo-
KOPTUKOCTEPOH | | KOpTU30N on-3,20-anoH AHOpOCTEHAWOH TeCTOCTEPOH
A
3aHsSD
P450 AS 50c11p J {pE,quTa3aJ ‘|.|ﬁH502
v ¥ Y
AnbpgocTepoH KopTnzon 170H-anno- 11-keto 3aH5D
' nperHaHonoH aHAPOCTEHANOH {okcnpaza)
P450c17 17BHSDS
Y L
11-ketO
AHApOCTepoH TeCTOCTEPOH AHApocTeHaWon
A
17BHSDS

Pucynox 16. Ilamoeenes B/[KH scnredocmeue oegpuyuma 2 1-euopokcunazot (P450c21).

Mpumeuanusi. P450scc (CYP11A1l) — 20,22-necmonasa, uian «PEpMEHT, paCIICTUISIONUNA OOKOBYIO
1enp xonectepuHa» (scc - oT anmi. side chain cleavage); StAR — crTepoumoreHHbI OCTpBIN
perynstopubsiii 6enox; P450c17 (CYP17Al) — 17a-rugpokcunasa; P450cl7 + bS5 — 17,20-nuaza
(CYP17A1) + cytochrome b5; 3BHSD2 — 3-Gera-ruapokcucrepouaaeruaporesasza, tun 2; 3a0HSD —
3-anpda-ruapokcucrepougaeruaporenasa; 17pHSDS — 17-0eTa-THAPOKCHCTEPOUIACTHAPOTCHA3A,
tun 5; P450c21 (CYP21A2) — 2I1-rugpokcunaza; P450cl11B (CYPI11B1) — 11B -rumpokcuinasa;
11BHSD2 P450c11AS (CYP11B2)
anpaocTeporcunTasa; JII'DA — meruaposmmanapoctepoH; SaR1 — S-aneda-penykraza 1; SaR2 — 5-

11-6eTa-ruIpOKCUCTEPOUIICTUIPOTEHA3a, THUIT 2

anbda-penykrasa 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
Koptukocrtepon
l v
AnbrocTepon | Koptusoux |

Pucynok 1e. [lamoecenez BI{KH scnieocmsue oecpuyuma 2 1-eudpoxcunasvl (8 COKpaujeHHOM 8uoe).

IIpu I'd BJAKH (nedunmr 11B-ruapokcunasei, P450c11P) matoreHes anamoruyeH aeduiuty 21-
rUAPOKCUIa3bl. [TTaBHBIM OTIIMUMEM SIBIsieTCs TO, YTO npu ['® Onok pacmonaraercs HUXKE, IPU STOM
HapymraeTcsi Koupepcus ne3okcukopturoctepona (JIOK) B kopruxoctepon. UmernHo uzbpitox JJOK,
o0J1aatoero MUHEPATOKOPTUKOUAHON aKTUBHOCTBIO, CUUTAETCSI OCHOBHOM MPUYMHOMN MOBBIIICHHUS
aprepuanbHoro nasienus npu BJAKH (puc. 2). Takxke o0cyxaercsa Bo3MOxHas poib 18- ruapokcu- u

19-oxco- metabonutoB JIOK, koTopsie Toxke 001a1al0T MUHEPATOKOPTUKOUIHBIMU CBOMCTBAMHU.



v

XonecTtepuH

|
i |

wiry l

Jle30KcHKOPTH- 11-ne30KcHKOPTH30. |
KOCTEpPOH 1

i( 11B-ruapoxcniaza | X

Koptukoctepon
l v
ATBIOCTEPOH Koprusou |

Pucynox 2. Ilamoeenez BI{KH ecnedocmesue oepuyuma 11p-euopoxcunasol.

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

l

[Iporectepor — 17-OH-miporectepoH — > AHIPOCTEHIHOH

v

Tectoctepon 7



1.3 Dnuaemuosorus 3a60J1§BaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

PacnpocTpanenHocts kiaccuueckux ¢opm aepunura 21-ruapokcunassl coctasiser ot 1:14000 no
1:18000 XuBBIX HOBOPOXIECHHBIX B Mupe. I[lo JaHHBIM HEOHATaJbHOrO CKpUHHHra B PO
pacmpoCTpaHEHHOCTh 3a00JIeBaHMsI B OTACIBHBIX perumoHax cocrammser oT 1:5000 mo 1:12000, B
nesnoM no crpane — 1:9638 xuBbix HOoBOpoXIeHHBIX. Heknaccuueckas ¢popma BJIKH BcTpeuaercs
game —ot 1:500 g0 1:1000 cpenu obiei momyasiuy, a B HEKOTOPBIX M30JIMPOBAHHBIX STHUYECKHUX
rpynmnax, XapakKTepu3yIOIUXCsS BHICOKUM MPOIIEHTOM OJIM3KOPOJCTBEHHBIX OpakoB (HarpuMmep, eBpeu

AllIKeHa31), pacCIpOCTPaHEHHOCTh MOXET A0XoauTh a0 1:50 mo 1:100 [2,3,5].

Ha Bropom mecte Haxomutcs rumnepronmdeckas (opma BJAKH (I'd BJKH) — nedunmr 11B-
TUAPOKCHUIIAa3bl, KOTOpas BCTPEYAETCA IO JaHHBbIM JuTeparypel npumepno y 1 na 100000
HOBOPOXJIECHHBIX, a cpeau eBpeeB Mapokko - 1 Ha 5000-7000 HOBOpoxkneHHbix. B Poccumn

pacrpoctpaneHHocTh '@ B/IKH He n3zyuena.

OcTanpHBIC (1)OpMI>I OIMKMCAaHbI JIMIIb B BUAC OTACIBHBIX KIMHHYCCKHX Ha6J'IIOI[eHI/II71 N HC IMOIJICIKAT

CHUCTEMAaTU3AIMHU VISl BBIPAOOTKHU KIMHUYECKUX PEKOMEHIAIIHi.



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNnbI 3200J1eBAHUN MJIU COCTOSAHUN) MO
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

Aopenozenumanshuie paccmpoiicmea (E25):
E25.0 - BpoxxaeHHbIE aipeHOT€HUTAIbHbIE HAPYILIEHUs, CBSI3aHHbIE C 1e(PUIUTOM (DEPMEHTOB;
E25.8 Jlpyrue anpeHOreHuTajabHbIe HapyILICHHUS;

E25.9 AnpeHoreHuTanbHOE HapyLLIEHHE HEYTOYHEHHOE.



1.5 Knaccudpukanust 3a001€BaHusI MM COCTOTHHSA
(rpynnbl 320071€BAHUMA UJIA COCTOSTHUI)

B nacrosmee Bpems onucano 7 ¢gopm BJIKH:

e JIMIOWAHAS THUIEPIUIa3Us KOPBI HAAMOYCUHUKOB (eduiut StAR-npoTteprHa);
o nedunut 20,22-1ecMomasbl;

o nedurut 170-ruapokcunassl/17,20-mmassr;

o neduruT 3B-rUAPOKCUCTEPOU ST HAPOTCHASHI;

o nedunuT 21-rugpoKcuiassl;

e neduuut 11B-ruapokcunassl;

o JeMUITUT OKCUAOPETYKTA3HI.

HanbGonee wacras ¢opma BJIKH, BcTpewatomasica OGonmee yem B 90% ciywaeB, oOycioBiieHa
nedurutom depmenta 21-ruapokcunasel. B cBoto odepenb, BJIKH BciaeactBue nedunura 21-

TMIPOKCUIIA3bl MOAPA3/EIAETCS Ha HEKJIACCUUECKYI0 M KJIACCUUYECKUE (BUPHJIbHASL U COJIBTEPSIOLIast)
(dopMBI.



1.6 Kiimanyeckas KApTHHA 3a§0J1eBaHnﬂ W _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

Knunnueckass xapruna paepuuura 21-ruapokcuiasbl — CKIaAbIBa€TCS M3  JBYX OCHOBHBIX
COCTABJISIIOIIUX: HAMOYEYHUKOBON HEIOCTATOYHOCTH, BO3HUKAIOIICH BCIEACTBUE NePUIIMTA CUHTE3a
KOPTU30JIa W aJIbJIOCTEPOHA, W THUIEPAHAPOTEHUU, BO3HUKAIOIIEH H3-32 HM30BITOYHOW MPOTYKIIUU
HE3a0JI0KMPOBAHHBIX MOJOBBIX CTEPOUAOB. B 3aBUCMMOCTH OT CTENEHU COXPAHHOCTU AKTUBHOCTHU
depmenta 21-rugpokcunasbl BbACHAIOT JaBe kiaccuueckue (opmbl BJIKH: conbrepsitomryo u

BUPWIBHYIO.

[Ipu conprepsromieit popme nmeercs 1ePUINT KaK MUHEPATOKOPTUKOUIOB, TaK U INIIOKOKOPTUKOUIOB.
[Ipuuem nedunut mocneaHuX, MPU OTCYTCTBUHM KOMIICHCAIIMH, MIPUBOIUT K PAa3BUTHUIO CMEPTEIHHO-
OIaCHOTO COCTOSTHUSI — COJIBTEPSIONIET0 Kpu3a, 00yCIOBICHHOIO CHIKEHHEM peabcopOIuu HATpHsl B
KaHaJblaX MOYEK, CHIDKEHHEM 00BbEM LIUPKYIUPYIOLIEH KPOBH, apT€PUAIbHOTO JABICHUS, Pa3BUTHEM
BBIPAXKEHHOTO 00e3BokuBaHus. Hamboniee TsHKENO CONBTEPSIIONINE KPHU3bl MPOTEKAIOT B JETCKOM
BO3pacTe, C BO3PACTOM HMX YACTOTA CHIIKAETCS, OJHAKO B CTPECCOBBIX CHUTYyaIlUsX, HAIpUMEp, MpHU
oreparnusx, TpaBMax, HHTEPKYPPEHTHBIX 3a00JIeBaHUSX, OHU MOTYT OCJIIO)KHUThH T€UEeHUE 3a00JIeBaHMUs

U Yy B3pOCJBIX.

[Ipu BupuibHON (GopMe OTMEUaeTCs TOJBKO ASHUIUT KOPTHU30Ja, YTO MPHU OTCYTCTBUU JICUCHUS
IPOSIBIISIETCS MBIIEYHON CIAa0O0CThIO, YTOMIISIEMOCTBIO, TIOTEMHEHUEM KOKHBIX MOKPOBOB Ha (pOHE

CUMIITOMOB T'HIICPAHAPOTCHU M.

HpI/I HEKJIaCCHYECKOM q)OpMC 3a00JIeBaHUS BCAYyIINUMU »KaioOamu MNAaIUCHTOK SBJISAIOTCSI M30BITOYHOE

OBOJIOCCHHUC, HAPYHMICHUSA MCHCTPYAJBHOI'O IIHKIJIA, 6CCHJIOI[I/I€ NN HCBbIHAIIIMBAHUEC 6epCMCHHOCTI/I
[1’2’476]'



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Kpurepuu ycTtaHoBjIeHUs1 1MarHo3a kjaaccuveckux ¢popm nepuunura 21-rugpokcuiiabl: TUarHos3
yCTaHABIMBAETCS C POXKIEHUS HAa OCHOBAHWU PE3YyJIbTAaTOB J1abOPaTOPHBIX HCCIEIOBAHUM:
HEOHATAJIbHOTO CKpPUHHMHTra (ompenenacHue 17-TuApOKCUIIPOTECTEpOHa Y HOBOPOXKIEHHBIX), B
MOCJIEAYIOLEM TOATBEPKIEHHOIO MOBTOPHBIM JIA0OPaTOPHBIM 00CIeI0BaHUE C OMNpPEJCICHUEM B
KpOBU TMOBBIIIEHHOTO ypoBHA 17 OHP, nomonHuTenbHO TECTOCTEpOHA, AHAPOCTEHAMOHA, MpHU
conpTepAonie (opme 3a00/IeBaHUS — TMOBBIIICHHBIM YPOBHEM PEHUHA U PEHMHOBOM AKTUBHOCTHU
Ma3Mbl KPOBH, THUIEPKATUEMHUU, TUIOHATPUEMHH; pEe3yJIbTaTaMU TE€HETUYECKOTO OO0CIeI0BaHuUs
(BeisiBIeHMe MyTanuii B reHe CYP21A2); nanHbIMH (U3UKAIBLHOTO OOCIEIOBaHUS: HapyIIECHUE
(opMUpOBaHMS HapyXHBIX IOJOBBIX OPraHOB y HOBOPOXKJIEHHBIX JKEHCKOrO T10ja, MpPU3HAKOB
MPEXKJIEBPEMEHHOI'0 TOJIOBOTO Pa3BUTHUS Y AETe 00OMX MOJOB. B HeAMarHOCTUPOBAHHBIX CITydasx
knaccuyecknx (opm BJIKH manueHTKH ¢ JKEHCKMM KapUOTHUIIOM UMEIOT MYKCKOW (eHOTHT,
IPUHLMIBI JAOOPATOPHOW M T€HETUYECKOM AMArHOCTUKM 3a00JI€BaHUs Y B3pPOCIBIX TaKHE K€, KaK B
nerckoM Bo3pacre [1,2,4-15].

YpoBeHb yOequTEJIbHOCTH peKOMeH Al A (YPOBEHb J0CTOBEPHOCTH 10KA3ATEJIbCTB — 2)

Kputepuu ycraHoB/ieHHsI AUAarHo3a HekJaccudyeckoii ¢opmbl gepuumura 21-rugpoKcuiiabi:
JMarHO3 YCTAHABIMBACTCS HAa OCHOBAaHWM AHAMHECTHYCCKUX JAHHBIX: IMAIMCHTKH MPETbIBISIOT
XKajgo0bl Ha HApyUIEHUS MEHCTPYaJbHOIO IMKJIA, MPUBBIYHOE HEBBIHAIIMBAHUE WM OECIUIONUE,
U30BITOYHBI POCT BOJIOC B aHJPOTECH3aBUCHMBIX 30HAX; JAHHBIX (U3UKAIBHOTO OOCIEIOBAaHUS: Y
KCHIIMH BBIABISAIOTCS TMPU3HAKU  2UpCYmuU3Mda, axkHe; J1AOOPAMOPHO20 U  2eHEeMUYECKO20
oocnedosanuii: nosviwerus yposws 170HP, evisasnenue mymayuti 6 cene CYP2IA2. 'V myoscuun
npuyenbHas OUacHOCMuUKAa 3a00/1e6aHUs He HPOBOOUMCS, 6C1e0Cmeue OMCYMCMEUs KIUHUYECKUX
nposienenut. WCK/IIOUEHHE COCTABJIAKT NamueHTbl ¢ OecmiogueM, TART, onyxoasamu
HAQAMOYEYHUKOB H C pe3yJbTaTaMH TeHeTHYeCKOro o0cJjieloBaHusl, KOTOpble SABJSIIOTCS
NMPOMEKYTOUHBIMHA MEXKAY KJIACCMYECKMMH M Hekjaccuyeckumu (enorunamm [17,19, 21,24-
31,45,81,82].

YpoBeHb yOeqUTEJIbHOCTH peKOMeHAalui A (YPOBEHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

Kpurepuu ycranoBjienusi Auarto3a runeprouundeckoii ¢opmsl BAKH Bcaencreue neduuura
11p-ruapokcuia3pl: IUAarHo3 YCTAHABIMBAETCS C POXKACHUS HA OCHOBAaHUM ompeaesncHus [1-
0E30KCUKOPMU30A, 2eHemuUyeckoeo obciedosanus: ucciedoganue mymayuil 6 eene CYPIIBI. Kak
npasuno, npu smou Qopme 3abonesanuss onpeoensemcs noegviuenue 170HP, nosmomy no
pe3ynomamam —HeoOHAmaibHo20 CKPUHUHSA U  Nocaeoyioujeco 1abopamoprHo2o  006c1e008aHus
nayueHmam YCmaHaeiueaemcs, NepeoHaAYdIbHO OUAcHO3 BUpPUTbHOU  Gopmel  Odepuyuma 21
2UOPOKCUNLA3bI, OOHAKO 8 NOCAe0VIoueM, YUUmvléas KIUHUYECKYIO KapmuHy 3a001e8aHusl. Gbli6/eHUs]
apmepuanbHol 2Unepmen3ul y nayueHmos, HU3KOM YpoGHe Kaaus U AKMUGHOCMU DEeHUHA NaAa3Mbl

(APIl) e6ne npuema  munepanokopmuxouowviti npenapamos (MK) umu  nepedosuposéxu



enoxokopmuxououvimu  (I'K), nposooumcs 6onee yenyonennoe ob6ciedosanue ¢ onpeoeienuem

6bIULEYKA3ARHbIX Jla60pam0prlx napamempoes u ycmaHaeiueaemcs OuUacHo3 eunemeHuquKoﬂ

¢opwer BIIKH [1,4,6].

YpoBennb yoenureabHocTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4)



2.1 /Kaa100bI 1 aHAMHE3

XKanobpl mamMeHTOB  ompenenstorcss  Gopmol  3a0oneBaHHs  (BHpHANbHAsg, COJBTEPSIONIasi,

Hekmaccudeckas) [1,2,4,6].

Kayio0b1 ManMeHToB ONpPEeNAIoTCA KIMHUYECKON KapTuHOU Aeunurta 21-rugpokcunassl (cm 1 1.5).



2.2 Ou3uKaAJIbHOE 00CTeI0BAHUE

o @uzuKaIbHOE 00CIIEOBAHNE TAIUEHTOB PEKOMEHA0BAHO MTPOBOAUTH IO CTAHAAPTHBIM IMPUHIIUIIAM
nporneneBTuku. HeoOXoaumo mNpoBeCTH OLEHKY aHTPOIOMETPUYECKUX MapaMeTpoB, CTENEHU
TUPCYyTU3Ma Yy JKCHIIMH, OLEHUTh HAJW4YME KIWMHUYECKUX MNPU3HAKOB HAJAIOYEYHUKOBON

HenocrarouHoct [1,2,4,6].
VYposenb yoenutenbHOCTH pekomeHaanuii C (ypoBEeHb I0CTOBEPHOCTH JI0KA3aTECIIbCTB — 5)

Kommenrapuu: /lpusnaxu eunepanopozeruu y dceHwun ¢ Kiaccuveckumu gopmamu oedpuyuma 21-
2UOPOKCUNA3BbL OOLIYHO APKO BbIPANCEHb U NPU OMCYMCMEUU Je4eHUs NPOAGIAIOMCSA GUPUTU3AYUET
HAPYJICHBIX ~ NOJIOGLIX  OP2AHOB, aMeHOpeell, BbIPAJICEHHOU — anoneyueu U  2upcymusmom. B
HeduacHocmupoganHvlx cayyasx BIKH nayuenmxu ¢ JHCEHCKUM KApUOMUNOM UMEIOM MYHCCKOU
Gpenomun. Y mydsicuun npusHaku HAONOYeYHUKOBOU 2UNepanopoceHUuUU HNpOSGIAIOMC 6 MeHbulel

cmeneHu, uem 6 0emcKkom eozpacme, K HUM MOJICHO OmHecmu dKHe U becnnooue.

Hepeoko y nayuenmos ommeuaemcs HU3KUL KOHEUHbIU POCHL, YMO MOJMCEM ANAMbCI C1e0Cmauem KakK
Hedocmamouno2o (u3-3a  u3bblmKa aHOpo2eHos), maxk u u3bblmouHo2o (uz-3a  u3bvImMKa

2NIIOKOKOPMUKOUO08) TeueHUs. 8 Oenmcmae.

Hexnaccuueckas  ¢opma  BIHKH  He  conposodxcoaemcsi — NpusHaAKamu  HAONOYEUHUKOBOU
He0oCmamo4HOCmuy U NPOABAAEMCsl 0080IbHO NO30HO — 0DbIYHO nocie nybepmamuo2o eospacma. Y
MYACUUH MO 3a001e8anue NpaKkmuidecku HUKo20a He OUAHOCMUPYemcs U He mpeoyem JieueHus 8
CBA3U C OMCYMCMEUeM XAPAKMepPHuIX NPUSHAKOS. Y JHCeHuwjun ommedaromcsi NpusHaKu ymepeHHou
2UNepanopoceHUU. aKHe, 2UPCYmu3M, aloneyus; Yyacmo Habnooaemcs HapyuieHue MeHCmpyaibHO20

Yukaia, becniooue u He@blHAUUBAHUE DepeMeHHOCMU.

Y nayuenmos c oepuyumom 11[-eudpoxcunasei, kax u npu eupuivHou ¢opme 21-2udpoxcunaswi,
pPa3euealomces KiuHudecKkue npusHaKy, CesA3anHvle ¢ oeticmeuem uzbblmka aHopo2eHos u deuyuma
kopmu3zona. Ilosmomy 6 Oemckom 6o3pacme HepeoKo NAYUEHMAM OWUOOYHO YCMAHABIUBAENHICS]
ouaeno3 oegpuyuma 2 1-eudpoxcunazvl, mem 6onee umo ypogeuw 17-OH-npocecmepona (170HP) y nux
00bIYHO NOBbIULEH, KAK U NPU SUPUTLHOU ¢hopme. 3ano0o3pums SUNepmoHUyecKyro hopmy MON*CHO 6
CYUAAX NOBbIUEHUS APMEPUATbHO20 OAGNIeHUsl Y NAYUEHMO8 HA 2NIOKOKOPMUKOUOHOU mepanuu 6
omcymcemeaue npusHakos nepedo3uposku mepanuu. Al, komopas ecmpeuaemcs y 2/3 nayuenmos c
oepuyumom 11-eudpokcunasvi, HauuHaem nposAGIsIMbCSA 8 PA3HOM 603pacme, uauje 8 Oemcmee,
MOJCEem HOCUMb KAK YMEPEHHbll, MAaK U GblPANCEHHbIL XAPAKMep ¢ PAa3eUumuem OCHONCHEHUIL:

aunepmpopust 1e6020 Hcery0ouUKa, pemuHONAmusl, MaKposackyisapHvle ocioxcuenus [1,2,4,6].



2.3 JIabopaTopHblie JMATHOCTHYECKHE MCCIeI0BAHUS

JAnarnocTuka kiaaccudeckux popm nepunura 21-rugpoxcusiasbl

e B KauecTBe OCHOBHOTO METOAA BBISBICHUS Kiaccuueckux ¢GopMm aeduimra 21-ruapokuciasbl
PEKOMEHYETCSI TIPOBOAUTH BCEM HOBOPOXKICHHBIM HEOHATAJIbHBIM CKPUHUHT C HMCCIIEIOBAHHEM
ypoBHs 170OHP B xpoBwu [5,7-15].

YpoBeHb yOeIUTEILHOCTH PeKOMEeHAalil A (YPOBEeHb 10CTOBEPHOCTH J10KA3aTeJIbCTB — 2)

KommenTapuu: brazooaps momy, umo BIAKH sensemcs cenemuyueckum, noOmeHyuaibHo 1emaibHblM
U UMerWUM YemKull OUazHOCMUYeCKUll Mapkep 3a001e8anuem, ONMUMalbHbIM MenoooM 6blAGNIeHUS
B/IKH 60 6cem mupe 6 Hacmosiwee 8pems cuumaemcs npogedeHue HeoHamanvHo2o ckpuruuea. C
cepeounvt 2006 2. on 6wl enedpen u 6 Poccuu, umo noszsonsem nocmasumev OUAeHO3 U HAYAMb
nieueHue euje 8 panHem demckom gospacme. lloamomy ouazHocmuxa Kiaccuieckux ¢oopm 60 63pociom
so3pacme 00bIuHO Yoice He mpebyemcs. QOHako uHo20a 3abonesanue He QUASHOCMUPYEemcs 808peMsl, U
ycmawnosienue ouazHoza mpeoyemcs ¢ cmapuiem gospacme. ObvbiuHO dma cumyayus 603HUKAem )
83POCIbIX NPU COYEMAHUU HEeCOOMBEMCMBUS NACNOPMHO20 U 2eHEMUYECKO20 NOAA UU NPU OJIUMENbHO

cywecmsyroweu maxcenou supuruzayuu [5,7,8,9,10,11,12,13,14,15].

o PexkomeHyeTcs NCIOIb30BaTh UCCIIEIOBAHUE YPOBHS 1 7-THIPOKCUIIPOTECTEPOHA B KPOBU B PAHHUE
YTPEHHUE 4Yachl KaK INIAaBHOro auarHoctudeckoro mapkepa B/IKH B Tex cimydasx, korma guarsHos

paHee He ObLT YCTaHOBIICH B X0JI¢ HEOHATAILHOTO CKpUHHHTA [16-19,21-28].
YpoBeHb YOeAUTEIbHOCTH PeKOMEHAauni A (YPOBEeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB — 2)

KommenTapuu: /[uacnocmuxa Oeguyuma 21-2udpokcunazvl 0CHO8AHA HA ONpedenleHuu YpoGHs
170HP — npeowecmgenHuka KOpmu3oia, Haxooauje2ocs HenocpeoCmeeHHo HA0 hepmMenmamueHbim
onokom. Ilpu knaccuueckux gpopmax e2o yposeHvb 00bLIYHO 3HAUUMENLHO npesbluier — bonee 300 Hmonb/
1 umu oonee 100 wue/mn. Kpome moeo, ommeuaemcsi 3HAUUMENbHOE NOBbIUICHUE VDPOBHEl
mecmocmepora, aHOPOCMEHOUOHA U OpPYeUX NpeouecCmeeHHUKO8 NON08bIX cmepoudos. lIpu maxux
noxazamensix OUAcHO3 He Bbl3bledent COMHEHULl, OONOTHUMENIbHO20 NOOMBEPHCOCHUS He Mpedyemcs.
IIpeonoumumenvusiii  1aO0PAMOPHLILL  MeMOO  ONpedelleHUss 20PMOHANIbHBIX — NoKasameneu —
AHCUOKOCMHASL MAaHOeMHAs maccnekmpomempust, memoo MDA Oaem Oonvuiee YUCIO JIONHCHO-
nonodcumensvuslx pezyromamos [16,17,18,19,21,22,23,24,25,26,27,28].

JIMarHocTuka Hekjaccudeckoii popmbl 21-rugporcusiasbl

o Jlmarnoctuky HBJ/IKH pexoMmennmyercs NpoBOAWTH Yy JKEHIUMH C IIPU3HAKAMHM THUPCYTU3MA,
aJoNelry, aKHe, HapyUICHUSIMH MEHCTPYaJbHOTO LHMKIA, OCECIJIOJUEM W/MIW TNPUBBIYHBIM

HEBBIHAIIMBaHUEM OepemeHHocTH [16-19,21,29-31].
YpoBeHb yOeAUTEJIbHOCTH peKOMeHAal Uil A (YPOBEHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 3)

Kommentapuu: /Juacnocmuka nexnaccuueckou ¢popmol B/IKH siensemcs 6onee uacmoti 3adauetl u

pPYMUHHO 6cmpedaemcs 6 Nnpakmuke BHOOKpuHOJZOZOG u AaAKyulepoe-cuHexKoloco6, mdaxK KAk no



KIUHUYECKUM NPOABIEHUAM 3MO 3abonesanue cxoodce ¢ CMHOp0MOM NOJTUKUCMO3HbIX AUYHUKOSE.

HUmenno c smum 3abonesanuem u npogooumcs yawje 6ce2o oupgepenyuanvras ouasnocmurxa HB/[KH.
[16,17,18,19,21,29,30,31]

e Jlna nuarnoctuku HBJIKH pexomenmyercst uccienoBats ypoBeHb 170HP B kpoBH y >KEHIIMH B
paHHIO QOUHKYISIpHYIO (pa3y B yTpeHHue yackl [16-19,21,29-31].

YpoBeHb yOoequTeJIbHOCTH peKoMeHAanuil A (YPOBEeHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 2)

Kommentapuu: /[na ouaenocmuxu nexaaccuueckou gopmwi 3a60p kposu na 170HP nposooam paro
ympom 8 onnuxynsapuyio gazy yukia (e nozonee 5-7 OHs), npu ameHopee — 6 n000lU 0eHb, CMpPoco
eHe bepemennocmu. Hopmou cuumaromcs nokazamenu mernee 6 HMOAb/1 UIU MeHee 2 He/MI, HUudlce
omux ypoeueti HBJIKH npaxmuuecku mne ecmpeuaemcs. Cnedyem nOMHUMb, 4mo pegepencHvle
3HAYeHUs, KOmopwvle NPUBOOAMCA PAIUYHLIMU 1AO0PAMOPUAMU, OOLIYHO OMAUYAIOMC U MO2YM
ObIMb 3HAUUMENbHO HUNCE YKA3AHHBIX «OMPE3HbIX MoYeK» 0l OuasHocmuku Hekaaccuyeckou B/IKH.
B cnyuae 3nauenuii 6azanvrnoco 170HP 6onee 30 umonv/n unu 10 ne/mn, ouaenos BAKH cuumaemcs

NOOMBEPHCOEHHBIM, U OONOTHUMENLHOU OUACHOCMUKU He mpebyemcs.

IIpu noepanuunvix 3nauenusx 170HP (6-30 umonv/n unu 2-10 me/mn — max Hazvleaemas «cepas
30HA»), BbIAGIEHHLIX MUHUMYM HPU OBYKPAMHOM ONPEOENeHUU, 8 MUpe PeKoMeHOYemcs nposoouniv
oononnumenvuslil. cmumyaupyrowutl mecm ¢ npenapamamu uz ATX-epynnor AKTI" (HO1AA02), umo
s6si.emcs 3010muim cmanoapmom ouacrocmuxu B/IKH 6 mupe. [16,17,18,19,21,29,30,31].

o Ilpu comuHuTENBHBIX pe3ynbrarax onpeneneHus 170HP, a Takxke B LEISIX T€HETUYECKOTO
KOHCYJIETUPOBAHUS Jlajiee PEKOMEHIYeTCsl TPOBOAUThL TeHETUUeCKoe ucciienopanue rena CYP21A2
[1-4,32-40, 177].

Aneopumm ouaenocmuxu nexknaccuyeckou B/JIKH ¢ P® npeocmaenen ¢ maon. 3

Tabnuya 3. Aneopumm ouacnocmuxu HBIKH 6 P® sciedcmsue oegpuyuma 2 1-eudpoxcunasvl

BasanbHbiii ypoBeHb 170HP

< 6 HMONb/N 6-30 HMONb/N > 30 HMONb/N

(< 2 Hr/mn) (2-10 Hr/mn) (> 10 Hr/mn)
Oedwvunt 21- PekoMmeHpyeTcs reHeTnyeckoe Dedvunt 21-
rmapokcunasbl uccneposaHue reHa CYP21A2 rmapokcunasbl
UCKJIloyaeTca

YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

Kommenmapuu: B cryuasx, kocoa nposedenue cmMuMyiupyloue2o mecma ¢ mempaKo3aKxmuoom
HeBO3MOJICHO, JUO0 6 YeNsX 2eHemu4ecKkoeo KOHCYIbMUPOBAHUS NPOBOOUMCS  2eHemUudecKoe
uccnedoganue Ha Haauyue NamoeHHvlX eapuanmos 6 cene 2I1-eudpoxcunaser — CYP21A2. [lpu
unmepnpemayuyu NOIYYEHHbIX Pe3yIbmamos HeoOX00UMO Y4umvléams HeCKOAbKo Gakmopos. Bo-
nepewvix, Hekomopwvle nabopamopuu 6 PD npoeodsm ouaznocmuky auwib 2-3 Haubonee Mmadicensix
Namo2eHHbIX 8APUAHMA, XAPAKMEPHbIX 015 Klaccuyeckux ¢opm 21-cudpoxcunazvl. Ilosmomy nepeo

Hanpaejlenuem Ha uccneoosanue HeodxoouUmo YMOYHAND, npoeodumc;i JIU UCCTIe008aHUEe NAMOSEHHbIX



sapuanmos, cneyuuunvix 015 Hekaaccuueckou gopmol (cm. maon. 1). Credyem npogooums anaiu3s
MAKCUMATLHO 803MONCHBIX OJIsL KAX*COOU aabopamopuu namozenusix eapuanmos ¢ cene CYP21A2 npu
nt0boil hopme 3abonesanus. Tax, npu nexnaccuueckux ¢gpopmax BIKH 6o3mooicna udenmugpuxayus
KaK Namo2eHHbIX GapUaHmos, NPUBOOAUWUX K HEe3HAYUMENbHOU nomepu @yHKyuu Oenxa, max u
8apUAHMO8, OMBEMCMBEHHBIX 3a NOIHYIO UHaAKmusayuro oOenxka. OmmeueHo, YmMo Npu HATUYUU Y
nayuenma ¢ H® 00H020 «mAMCENO20» U OOHO20 «NE€2KO20» NAMO2EHHO20 8aAPUAHMA HAONI00Aemcs
Ooee 8viCOKAsL cMenenb 2UpCymu3ma U yeeruyeHnvle sHavenus 17-2udpokcunpozecmepona, yem npu
uoenmuuxayuu 08yx «nézkuxy eapuanmos. Ocobennocmu cmpoenus cena CYP2IA2, a umenwno
Hanuyue 8 Henocpeocmeennol oauzocmu ncesoozena CYP21AI, npueoosam k momy, umo okono 90%
MYMAHMHBIX ajlfesell A8NAI0mMcs cle0Cmeuem peKoOMOUHayuu mexcoy dMuMu 2eHamu u Hecym 6 cebe
OOUH UNIU HECKOILKO 4aCMbIX NAMO2eHHbIX apuanmos. C 00HOU CMOPOHbI, HATUYUE YACMbIX MyMayuil
ycKopsiem u yoeuiegnsaem 2eHemuueckyio ouaznocmuxy. C opyeoti cmopoHbl, CLONHCHblE PEeKOMOUHAYUU
MexHcOy 2eHamu NpUBoOsiIm K MOMY, YMO HA OOHOM ajiele MOodcem Oblmb HECKONbKO NAMO2eHHbIX
sapuanmos, u onpeoeiums, HAX00AMCSA JU OHU 6 PA3HbIX allenax Ulu 6 npeoenax O00HO20,
HeBO3MOMNCHO 6e3 2eHomunupoganus pooumenei. llomumo 3moeo, cywecmeyem 6eposmHOCHb
HaIu4us y nayueHma HOBblLX HEONUCAHHBIX MYMAYUll UIU 2emepo3ucomubulil HOCUmelb «Hauboniee
yacmou Mymayuuy Moxcem umemsv He ONUCAHHLIL NAMO2EHHbIL 6apuaHm 6 Opyeom ajjele.
l'enemuueckas ouacnocmuka npu BIAKH sensemcsa 6ajdcuvimM 3manom 8 npoyecce NOCMAHOBKU
0uazHo3a U Npu NIAHUPOBAHUU OEPEMEHHOCMU 8 ceMbaX, umeruwux pedénka, bononozo B/IKH unu 6
CeMbsX, GKIIOYAIOWUX 2emepo- UMY 2COMO3USOMHBIX HOCUmenel NAmMO2eHHbIX 6aAPUAHMO8 & 2eHe

CYP21A2. Ho, sasicho ommemums, ymo HesbvissleHue Mymayuli 8 OAHHOM 2eHe He CLYHCUM NPUYUHOL
ons cusamus ouaenosa B/IKH [1,2,4,5,32,33,34,35,36,37,38,39 ,40].

JAnarnocruka nedpunura 11p-ruapoxcusiasbi

e V¥V mnanuentoB ¢ HeTUnu4yHbIM TedyeHueM BJIKH wnm paszButuem Al' pekOMEHIyeTCsi MPOBOAUTH
nuarHoctuky ['@ BJIKH mnyreM KOMIUIEKCHOTO OIpEIENeHUE KOHUEHTPAIMA CTEPOUJIHBIX
TOPMOHOB  METOJOM TaHAEMHOM MAacC-CHEKTPOMETPUM C  HCCIEIOBaHHEM ypoBHSA  11-

JIe30KCUKOpTU30J1a B KpoBH [1,4,6,178].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 4)

Kommentapuu: Ocnosnvim mapxepom oOuaenocmuku ['®@ B/[KH senaemcs onpedenenue 11-
0€30KCUKOPMU30IA ~ —  OCHOBHO20  NPEOWEeCMBeHHUKA  KOPMU30idd,  HAX00Auje2ocsi  Hao
Gepmenmamuenvim O10KOM, KOMOPbLUL NPU KIACCUHLECKOM 8apuanme 3a001e6aHus npegvlulaem HOPMY
bonee uem 6 5-10 paz. OOHAKO 6 PYMUHHOU NPAKMUKE MO B03MONCHO COELAMb MOILKO 8 X00e
npPoBedeHUs. MYTbmUucmepouono2o ananuza. Illoosmomy npu nooospenuu na I'® B/[KH, nanpumep, npu
HU3KOM YPOGHe Kanusi U akmusHocmu penuna niaasmel (APIl) eéne npuema mumnepaiokopmukouoHbwl
npenapamog (MK) unu nepedozupoexu enoxokopmuxououvimu (I'K), npu nosviwenuu apmepuaibHo2o
o0asienuss y NAyueHmos ¢ pamee BblAGIEeHHOU BUPUTILHOLU (QOopMOU 3a00onesanus, a maxxice npu
omcymcemeuyu  MunudHblx namoceHuvlx eapuarnmos 6 eewe CYP2Il-euopoxcunasel, nayuenma
HeoOX00UMO HANpasumsv 6 CNeyudaIu3UpoOBaHHbvle YeHmpovl O YMOUHEHUs OudeHo3a U nooobopa

mepanuu.



Uccneoosanue mymayuii 6 ecene CYPIIBI nposooumcsa «paiine pedko, nosmomy 6 Poccuu
2EHeMU4ecKyio OUACHOCMUKY MOJNCHO NPOBeCmU MOIbKO C NOMOUWbIO CEeKBeHUpPOB8aHusi 2end. B
HeKxomopwvlx cmpauax (Hanp. 6 M3paune) ucciedoéanue 00HO20 U3 Haubonee 4acmvlX NAMO2eHHbIX

sapuanmos - His R448H - npumensiemcs 6 pymuHHOU npakmuxe.

B numepamype onucanvl cayuau Hekaaccuyeckou gopmol  Odegpuyuma 11f-e2uopokcunasvl. B
KIUHUYECKOU KapmuHe OOMUHUPYIOM NPUSHAKU SUNEPAHOPO2EHUU U HAPYUIeHUS MEHCMPYAIbHO20
yukia y olceHwun, npu omom A’ npu omou Gopme 3abonesanus Hem, auUOO0 OHA HOCUM
He3HauumenvbHulil xapakmep. /[uacnocmupogams Hexiaccuyeckyio opmy 11f-eudpoxcunazovl MoXICHO
Ha  ocHoGaHuu  nosvluweHus  11-0e30Kcukopmu3ona  npu  NpPoseoeHuu  MAaHOeMHOU  Macc-
cnekmpomempuu. [1,4,6]



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UccJIe0BAHUSA

o C nenpro muarHoctuku ocinoxHeHud BJIKH u mmmrensHOM 3amecturensHod Tepanuu ['KC y
MAalMEHTOB PEKOMEHYETCSl MCIIOIb30BATh TAKWE METO/Abl MHCTPYMEHTAJIBHOW JUAarHOCTHUKH, KaK:
PEHTTEHOICHCUTOMETPUS BCEM TAIlMEHTAM BHE 3aBHCHMOCTH OT CTEMEeHU KommeHcaruu, Y3/
MCKT wmu MPT HanmoyeyHukoB MpU 3MU30[ax IMTENBHOM KommeHcauuu, Y3W opraHoB
MOIIIOHKH BCeM MykuuHaMm, Y3U manoro Ttaza Bcem >keHmuHaMm (mipu nogo3penun Ha OAPT —

nononHuTenbHOo npoeAaeHue MPT manoro Taza [1,4].
Yposenn yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KomenrTapun: Mucmpymenmanvhas ouaznocmuxa y 63pociavix nayuenmos ¢ BIKH nanpaeénena na
BbIAGNICHUE BMOPUUHBIX 00PA308AHUL 6 HAONOYEUHUKAX, OCOOEHHO NpU dNU300ax OJUMENIbHOU
Ooexomnencayuu 6 anamuesze (Y3U, KT naonoueunuxos). Heobxooumuvlti sman — oyeHka coOCmosHus
PEenpOOYKMUBHOU CUCMEMbL, UCNONb3YeMble CKPUHUH208ble Memoouxku — Y3U opeanos manozo masa y
HCEHWUH, OpP2AHO8 MOUWIOHKU Y Mmyxcyun. Ilpu nepeuunom obpaweHuu nayueHma npoBoOUmMcs
UHCIMPYMEHMANbHASL OYEeHKA COCMOSHUS MUHEPAIbHOU NIOMHOCMU KOCMHOU MKAHU (nposedeHue
PEHM2EeHOOEeHCUMOMempUY  MUHUMYM 2 0mOeno8 — MNOACHUYHO20 omoend NO360HOYHUKA U
NPOKCUMANbHO20 omoena bedpenHoll kocmu). bonee noopobHo 006 uHCMPYMEeHMATbHOU OUACHOCIUKE

npu B/{KH uznoowceno 6 pasoene «/{ucnancepnoe nabnooenuer [1,4,41-63].



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

OTCyTCTBYIOT.



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 TepalluH, JTUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1 KoncepBaruBHOe JieueHH e

JleyeHne MalMEHTOB € KIaccuYecKUMH (popmamu gepuuuta 21-rupoKcuiasbl

o PexoMeHIOBaHO JIEYUTh B3POCHBIX MAIMEHTOB ¢  Kjaccuueckumu  ¢opmamu  BJIKH

TUAPOKOPTU3OHOM WJIM JIUTENbHO aeuctByrommumu 'K [1-6,64-75].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5)

KommenTapuu: Jleuenue xnaccuueckux ¢hopm BIKH ceooumcsa K noxcusneHHOMY NpUMeHeHUlo
2NIIOKOKOPMUKOUOO8 U MUHEPAIOKOPMUKOUO08 (npu conbmepstoweti gopme). OCHOBHASL CLOHCHOCTb
nevenuss BJ[KH 3axnrouaemcs 6 mom, umo 6 Hacmosiuee 8pems He pazpabomamnvl npenapaml,
NOJHOCMbIO UMUMUPYIOUWUe COOCMBEHHYIO CeKpeyuio KOPMmu3oia U CHOCOOHble 8 (DU3U0N02UHeCKUX
003axX NOTHOCMbIO NOOABUMb U3DLIMOYHBIN CUHME3 HAONOYEYHUKOBLIX AHOPO2EHO8, NOIMOMY Be0eHuUe
nayueHmos  c800UMcsa K  OQIAHCUPOBAHUIO — MeXCOY — NPUSHAKAMU — SUNEPKOPMUYUIMA U

2UNepaHopoeHUlU.

B omauuue om Oemckozo 6o3pacma, Ko20a peKOMeHOYemcs 6ecmu NAyueHmos moabKo Ha
2NIOKOKOPMUKOUOHBIX NPenapamax KOpoOmKo20 Oelcmeus, ) 63pOCIblX NAYUEHMOE B03MONCHO
UCNONIb306AHUE KAK NPenapamos KOPOMmKo20 (2uopoxopmu3on™*), max u OaumenbHo2o Oeucmeust
(npedHuzonon™**, oexcamemason™*, memunrnpeonusonon™*). Omo 6 psade cayyaes npueooum K
VIYUUEHUIO KOMnaaenmHocmu nayuenmos. Haubonee uacmo ucnonvzyemcs cneoyrowas cxema
nepesooa ¢ 00HO20 2IOKOKOPMUKOUOHO20 npenapama Ha opyeou. 20 me eudpoxopmuzona™* = 5 me

npeoHu3onona™* = 4 me memuanpeonusonona™** = (,375-0,5 me oexcamemaszona™*,

Bpems nasnauenus 2niokokopmukouousix npenapamos npu BIIKH ocmaemcs 6 mupe ouckymupyemvim
sonpocom. Ecmb cmoporHHuku HasHaweHus OOnbuiux 003 Ympom, KOmopbsle CUumaronm maxou pexicum
bonee Qu3UONIOCUUHBIM, MAK KAK OH Jyuule UMUMUPYem YUPKAOUAHHBIUL PUMM 8blpAOOMKU
Kopmusona. [pyeue sice ommeuarom O0ocmudicenue jiyyuleli KOMNeHCcayuu npu npumeHeHuu O0nbuux
003 HA HOYb 3a cuem noodaesieHus Houno2o eviopoca AKTI. B Poccuu wawe npumensemcs 6mopoul
8apuanm, 0OHAKO CMPO2UX PEKOMEHOayull N0 OAHHOMY 60NPOCY Hem, U peuleHue Modcem oCmamvCs

3a newawyum epadom [1-6,64-75].

e [Ipu comprepsiomeit popme nedunurta 21-TuapoKcUIassl peKOMeHIyeTcs nomnonHuTenbHo K ['K

npumeHsaTe MK (dnynpoxopruzon™*) [1-6,64-75].

YpoBenn yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)



Kommenrapuu:  Jlin  kowmnencayuu — MUHEPATOKOPMUKOUOHOU — (DYHKYUU — UCHOIb3YEMC sl
@yopoxopmuzon. Cpeonue 003uposKU U cXxembl NPUMEHEHUsT NPenapamos OJis 1edeHusi KIACCU4ecKux
¢opm BIIKH npeocmaenenvt 6 maon. 4.[1-6,64-75]

Ta6ﬂuua 4. Hpenapambl 2HIOKO- U MMH@pClJZOKOpmuKOuaOG, ucnojibsyemsle 6 JeUeHUulu KiacCu4eckux

¢opm BIIKH y e3pocnvix, ** -npenapamul, éxoosawue 6 cnucoxk KHBJIIT

M'mapokopTnsoH**, ATX kog HO2AB09 15-25 w™r/cyt (MakcumanbHO o 40 Mr/cyT) pasgenutb Ha 2-3
npuema

MpeaHnsonon**, ATX koa HO2ABO6 5-7,5 mr/cyT (MakcuManbHo Ao 10 Mr/cyT) Ha 2 npuema

OexkcameTtasoH**, ATX koa: HO2AB02 0,25-0,5 mr/cyT (MakcMManbHO A0 1 Mr/cyT) Ha HOYb

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

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

o PexkomennoBano yBennueHnue n03bl 'K mim nepexon Ha nmapentepanbHoe BBeAeHue 'K B ocTphix
CUTyallusX, TakKuxX Kak ¢ebpunpHas Temmeparypa (>38,5°C), racTpo’HTEpUT C JeTHapaTaIueH,

orepalyu moJ o01Ie anecTe3uen 1 MacCUBHBIE TpaBMbI [ 1-6,76-80].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5)

KommenTapuu: V nayuenmoe c rnaccuueckumu popmamu BIAKH 6 opeanuzme ne npoucxooum
a0eKeamHoll 8blpaboOmMKU KOPMU301a 6 0meem Ha Qu3udecKuti cmpecc, Hanpumep, npu 3a0071e6aHUX,
CONPOBOAHCOAIOUWUXCSL BbICOKOU MeMnepamypou, 2acmpodnmepume ¢ Odecuopamayuetl, onepayusx u
mpasemax. Hmenno nosmomy ecem nayuenmam c¢ BIKH pexomendyemcsa nocums npu cebe
uoeHmuguKrayuonHvle OOKyMeHmbvl Ul Opaciemvl, YKA3blearowue, 4mo y HUX UMeemcs OaHHOe
3aboneeanue, U 8 Cayyae YPeHMHbLIX CUMYaAyuii UM HeobX00UMO He3aMeONUmenbHoe 68edeHUe
euopoxkopmusona. Tak kax 3aboneseanue A61sAemcsi peOKUM U He 3HAKOMO MHOSUM CHReyuaiucmam
NepeuuYHO20 36€HA, NPeONlONCEHO YKA3bleamb V MAKuXx NAyueHmos Haludue XpOHU4ecKou

HAONOYEYHUKOBO He()ocmamquocmu, umo obnecuaem npuriAmue peueHusl 6 OAHHbBIX cumyayusix.

B cnyuae unmepkyppenmuuix 3a001e8aHull, npu KOMOPbIX COXPAHEHA 603MONCHOCHb NPOOOIHCEHUS
nepopanvhoco npuema 'K, Heobxooumo yseenuueHue 003bl 2NOKOKOpMUKouooé 6 2-3 pasa. llpu
Heagdexkmusnocmu 8600UMCS  2UOPOKOPMU3OH  (2UOPOKOpmMuU30H cykyunam nampus) 50-100 me
BHYMPUMbBILUEYUHO, Oalee NPU HeooX00uMocmu 66edeHue nosmopsemcs no 50 me kaxcovie 4-6 yacos. B
cayuae OMCYMCMBUs  VIVUUEHUs camouyecmeus 6 meyeHue 24-48 uacoe pekomenoyemcs
20CNUMANU3aYUsl 8 CMAYUoOHap, 20e NPOBOOUMCs HYMPUBEHHASL UHDY3Us 2UOPOKOPMU3OHA HA (hone
pecuopamayuonnol mepanuu. Ilpu npumeneHuu napeHmepanbHOZO0  2UOPOKOPMU3ZOHA, 0034
@yopoxopmuzona He mensemcs, a1ubo daxce MK ommensiomes nonnocmoio. Kak monvko cocmosnue
nayueHma cmaounusupyemcs, ciedyem noCmeneHHo 8epHymbCs K 00bIUHbIM 003am npenapamos|l-
6,76-80].

° HpI/I OMOINMOHAJIBHOM W HCPBHOM HAIIPSDKCHHUMW, IIPpU JICTKHX BHPYCHBIX 3a00JI€BaHUSAX H

npencrosien pusndyeckoi Harpyske yBenuunBath 103y ['K ne pexomenayercs [1-6, 76-80].

YpoBennb yoenureabHOcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)



KommenTapuu: /Ilpu ¢usuueckux Haepyskax u HnCUXON02U4eCKOM cmpecce HeoOXo0uMocmu 8
yeenuueruu 0o3zvl I'K nem [1-6, 76-80].

JleyeHue ManUeHTOB ¢ HeKJIaccuuyecKUMU Gpopmamu aepuunrta 21-ruipoKcuiiasbl

o Jleuenne mnanmentok ¢ HBJIKH c¢ momompro 'K pexomMeHZOBaHO NPOBOAWTH NPU BBIABICHUU

BBIPAKEHHOM TUIEepaHAPOreHNH, OSCIUIOANS WIIM HEeBbIHAIIMBaHUS OepeMenHoctu [17,75,81-89].
YpoBensb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

KommenrTapuu: V owenwun ¢ 8bipasxcenHHbiMu  CUMRMOMAMU — 2UNEPAHOPOSEHUU  BO3MONCHO
Hasnavenue I'K (mabn. 5). Ilomumo 3mozco mepanuio MONMCHO NPOBOOUMb KOMOUHUPOBAHHO C
CUPMOHANbHBIMU ~ KOHMpayenmugamu 01a cucmemno2o npumernenus (ATX koo GO03A4) w/unu

anmuanopoeenamu (ATX koo GO3H), a makoice pekomeHO08amMb HCEHWUHAM DPA3IUYHbIE MEMOObl
snunayuu [17,75,81,82,83,84,85,86].

Tabnuya 5. llpenapamut I'K, ucnonv3zyemvie 6 neuenuu Hekiaccuieckou gopmor BIIKH

'mapokopTusoH**, ATX kog HO2AB0O9 10-15 Mr Ha 2-3 npueMa B AeHb
MpeaHnsonon**, ATX kog HO2AB06 2,5-7,5 Mr Ha 1-2 npuema
[JekcameTasoH** (Tonbko BHE 6epeMeHHOCTH), ATX 0,25-0,5 Mr Ha Ho4ub

koa: HO2AB02

MeTtunnpegHusonon**, ATX koa: HO2AB04 2-6 MI Ha HOYb

Hecmomps na mo, umo y 68% ocenwun ¢ nexnaccuuecxoti B/JKH camonpoussonvrvle bepemenHocmu
Mo2ym Hacmynumos u 0e3 NpUMeHeHUsl 2TIOKOKOPMUKOUOOS, CHOHMAHHbIe GbIKUObIUU HA PAHHUX
CPOKAX Npu OMCYymcmeuu jedenus ecmpedaromes oocmamoyuno yacmo. Iloasmomy paccmampueams
sonpoc o I'K mepanuu neobxooumo, npexcoe 6ce2o, Ha 3mane WIAHUPOBAHUS OepeMeHHOCmU,
0CODEHHO Y JHCeHWUH ¢ Decnioouem Uil NPUBbIYHLIM HesblHawuearnuem bepemennocmu. Heobxooumo
ommemums, Ymo 8 ciyuae, Ko20a peutaemcs 60onpoc 6 noawsy I'K mepanuu ouensb 8axiCHO HaUUHaAmMy ee
C omana NIAHUpoB8anus bepemeHHoCmu, a He Ko20a OepeMeHHOCb Yice HACMYNuid, makK KaKk UMeHHO

oman umniarmayuu Ha qbone I'K naubonee sasicen 0ns YAYHYUEeHUA NPOCHO306 6bIHAUWUBAHRUAL.

Bepemennvie ocenwunvt ¢ BIKH 0onoicnbl Habmo0amvcst 8paiom-9H00KPUHOLOZOM, UMEIOUUM ONbIN
8e0eHUsl NAYUEHMO8 C OAHHbLIM 3a00le8aHueM, U HA3HAYeHUe 2IHOKOKOPMUKOUOOB OONHNCHO
npPoOBOOUMbBCSL NOCIE OYEHKU BePOSMHO20 NON0NCUMENbHO20 hdhekma npenapama 6 CPAGHEHUU C
NOMEHYUATbHBIM  PUCKOM, C UHMOPMUPOBAHHO20 000POBOILHO20 co2nacusi nayuenmku. Jleuenue
MOJICem NPOBOOUMBCS C NOMOWBIO 1100020 2NIOKOKOPMUKOUOHO20 Npenapamd, 3d UCKII0YeHuem
Oekcamemasona. J{o3vl npenapamoeé ¢ nacmynieHuem OepemMeHHOCmU 00bIYHO He MEHSIOMCSl, ledeHue
nposooumcs: aubo 8 nepeomM-6mopoM MpPUMECmpax ¢ Nociedyrujell. OmmeHou, aubo 00 pooos 8

3asucumocmu ont med4eHuA 6€p€M€HHOCWlu.

Kax npaeuno, npu nexnaccuveckou BIAKH omcymcmeyrom oeguyum xopmu3zona u convmepsioujue
Kpusvl, nodmomy Hem HeoOXooumocmu nosviuiams 003y I'K 60 epems cmpeccopuvix cocmosanuil,

onepaniueHsvlx emewamelbCme ujiu ocmpblx 6GUPYCHbLX sabonesanull. HMcknouenuem se6asemcs



8bls18IeHUE HeOOCTNAMOYHOU 8bIPAOOMKU KOPMU3OILA 80 8peMs cmumyaupyrouje2o mecma (meree 500
Hmonv/n) [1,87,88,89].

e V JKEHIIMH C YMEPEHHOW TUIEpPaHIAPOTeHHEeW U AUCHYHKIMEH SUYHUKOB BHE IJIAHUPOBAHUS
OepeMEHHOCTH peKoMeHAyeTcsa mnpuMeHeHue BMecto ['K  cumnToMarnueckoid — Tepamnuu:
nporecTareHbl M 3CTporeHnl ((pukcupoBaHHble KkoMmOuHauuu), kox ATX GO3AA w/unum
antuanaporensl, kog ATX GO3H [17,75,83,84].

YpoBeHb yoeauTeJbHOCTH pekoMenaanuil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3)

Kommenrapuu: Hecmomps na mo, umo namozenemuyeckoe nedenue Hekaaccuueckou gopmor BAKH
OO0JIJHCHO NPOBOOUMBCSL NO MeM Jce NPUHYUNAM, Ymo U Npu Klaccuyeckux gopmax (nymem
s03meujeHus depuyuma Kopmuzona), Heobxooumocms HazHauenus I'K mepanuu abconromuo ecem
orcenuunam ¢ Heknaccuueckou B/IIKH evizvieaem Oonvuiue cnopvl y Cneyuarucmos 80 6cem Mupe.
Ieno 6 mom, umo 0osvl I'K, neobxooumvie 0151 nooasierus uzOblmMoYHOU NPOOYKYUU AHOPO2SEHO8,
HEpPeoKo ABNAIOMCSL CYNPAPUIUOIOSUYECKUMU, YMO, C VYEMOM MASKO20 MeYyeHUus OaHHOU GopMul
3ab0ne6anusl, 6vl3bl6aen OnpeoeseHHble COMHEHUs 8 HeOOXOOUMOCMU UX NOJMCUIHEHHO20 NpueMd.
Iloomomy 6ce bonvuie cneyuanucmos 60 8pem Mupe Npuxoosam K MHEHUI0, Ymo 6He NIAHUPOBAHUS]
bepemenHocmu u vipadxcenHou cuneparopozenuu npumenenue 'K ne sensemcsa obazamenbHuiM U
Mooicem Ovblmb 3aMeHeHo cumnmomamuyeckor mepanuei 6 eude KOK u/unu anmuanopozenog
[17,75,83,84].

o Jleunts 6eccumnromubie popmer HB/IKH y sxenmun He pekomenayercs [17,45,81,82].
YpoBenn yoenureabHOCcTH pekoMmeHaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)
o Jleunts myxuuH ¢ HBJIKH nHe pexomennyercs [17,45,81,82].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

KommenTtapuu: B ciyuae Oeccumnmomnozo meuenusn 3a00/1€6aHus y IHCCHWUH mepanus He
npoeooumcs. J/leuenue nB/[KH y myxycuun 6 donrvuiuncmee ciayuaes ne npoeooumcs. Ucknrouenue
cocmaenaom nayuenmol ¢ decnioouem, TART, onyxonamu HadnoyeyHuxKos u c pe3yibmamamu
2eHEeMUYeCcKo20 00C1e008aHUsL, KOMOPbLE ACIAIOMCA NPOMEHCYMOUHBIMU MENHCOY KAACCUYECKUMU U
HeKnaccuyeckumu penomunamu [17,45,81,82].

Jleyenne I'® BJIKH

o Jleuenne I'® BJIKH pekomeHayeTcst MPOBOIUTH MO TEM K€ MPHUHIUIIAM, YTO U JICUEHHE BUPUIBHOMN
dbopmbl, oOycnoBieHHON AedunuToMm 21-ruapokcunazpl. B Tepanum moryT mpumensThes ['K

npenaparsl KOPOTKOTO U JJIUTENIbHOTO JiencTBus [1,4,6,90-92].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5)

KommenTapuu: llayuenmur ¢ xnaccuueckou ¢hopmoii oepuyuma 11[-euopoxcunasvl, Kax u npu

opyeux ¢opmax B/KH, nooswcusnenno nonyuarom npenapamul I'K ¢ yenvio Koppexyuu cumnmomos



HAONOYEYHUKOBOU HeOOCMAmMOYHOCMY, 2UNEPAHOPO2EHUU U apmepualvHol 2unepmensuu. Ecau
npenapamom 6vloopa y Oemell S611emcsi 2UOPOKOPMU3OH, ) 83DOCIbIX MOICHO UCHONb308AMb U
npenapamsl 0aumenvHo2o oevcmeus. Heooxooumocmu 6 nasnauenuu MK y makux nayuenmog nem,

MAaxK KaxK HedoCcmamoyHOCms aib00Cmepora ¢ uzovimkos eosmewaemes /JOK[1,4,6,90,91,92].

e [Tauentam ¢ I'® BJIKH B kadecTBe AOMOJHUTENBHOW TEpaAllUM PEKOMEHAYETCS Ha3Ha4yaTh
anturunepreHsuBHble mpenapatel (ATX kom C02), mnpeamodTuTensHO —Kanuiicoeperaromnue
muypetukn (ATX xox CO03D) m muruaponupuIuHOBBIE MPOU3BOAHBIE CEIEKTUBHBIX OJOKAaTOPOB
KasbieBbix kaHaioB (ATX kox CO8CA) [1,4,6, 90-92].

YpoBenb yoeauTeabHoCTH pekoMenaamnuii C (ypoBeHb T10CTOBEPHOCTH JI0KA3aTeIbCTB —5)

KommenrTapuu: Eciu na ¢one monomepanuu I'K ne yodaemcs crxoppecupoeamov Al, moowcho
OONONHUMENLHO UCNONIL3068AMb aHmu2unepmeH3UeHbvle npenapambi, u3 KOMOopbix
npeonoumumenvHulMy  AenAomcea  Kanuiicoeperawomme  auypetuku  (ATX koo  C03D) u

OUSUOPONUPUOUHOBbIE NPOU3BOOHbBIE CELeKMUBHBIX O10Kamopos Kaavyuesvix kaumanos (ATX koo
C08CA) (nugheounun, ATX koo: CO8CAOS) [1,4,6, 90,91,92].

3.2 Xupypruueckoe JjiedeHue

e PexomeHnyercs TpOBOOUTH MEPBBIA 3Tan (PEeMUHU3HPYIOIIEH IUIACTHKU HAPYKHBIX IOJOBBIX
OpraHoB B NEpPBBIE TOJbl XKU3HU peOCHKAa M 3aBepIlaTh BCE ATalbl XUPYPrUYECKOTO JICUEHUS Y

nanueHTok ¢ BJIKH B myGeprarHom Bo3pacte [93-98].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4)

KommenTapuu: Ha cecoonawnuii OeHb He NpoBe0eHO pPAHOOMUBUPOBAHHBIX KOHMPOIUPYEMBIX
UCc1e008anUll, NO360NANUUX CIIAHOAPMUZUPOBATNL NOOX00bl K XUPYPSULECKOMY J1edeHUuio NAYyUeHmox
¢ B/IKH. Omotui npobneme 0ondicHo Ovimb yoeieHo 0coboe SHUMAHUE. CB0e8PEMEHHOCU NPOBEOeHUs
Gemunusupyrowel NIACMUKU  HAPYICHBIX 2eHUMANUL, OYeHKe COCMOAMENbHOCMU ONepamueHo20
eMeuamenbCmea U OmMcymcemeus: pa3zeumusi NOCMoOnepayuoOHHbIX OCLONCHEHUU (DYOybl, CMPUKMYPbL U
m.0.) Bupunuzayus cenumanuii nabnooaemcs y nayueHmox ¢ poxcoenus. Ilpu evicokoii cmenenu
BUPpUIUZAYUU PEeMUHUSUPYIOWA NIACIMUKA NPOBOOUMCS 8 084 IMANA. NEpP8blll IMan, GKIIOYAIOWUL
KIUMOPONIACIMUKY U paccedenue YpoceHUmMaibHo20 CUHYCd, NPOBOOUMCS 8 Nepable 200bl HCUZHU
pebenka, 8mopot 3man — UHMPOUMONIACIUKY — DEKOMEHOYemcs nposooums nocie HACMYNJIeHUs]
MeHapxe U OOCMUdCEeHUs OO0CMAMOYHOU ICMpoceHu3ayuy 2enumaniui. B npakmuke uacmo
8CcmMpedaomes  cayyau, Ko20a 6mopou 3man NidCmMuKu He NPOBOOUMCS 6NIOmMb 00 B3POCI020
sozpacma. Takux dcenujurn HeobXo0UMoO HANPasIams 8 (hedepanvHbvle CNeYUaIU3UpPOBaAHHble YeHmpbl
CUHEKONI02UYeCK020 NPoghuis, 20e umMeencs Onvlm MmaKux onepayut, a maxice KOMaHoa IKCNepmos 8

Mot obnacmu: Xupypeu, aHecme3zuoaiocu, ncuxoio2u u dHookpunonocu [93,94,95,96,97,98].

3.3 UHoe JicueHUuEe



JIBYyCTOpPOHHSSI aApeHATIKTOMHUA.

e B penkux ciyyasx y DAUOMEHTOB C HEKOHTPOJIHUPYEMOW THUIIEPAHAPOTCHUEN IIPU YCIOBUHU
JIOCTATOYHOM TPHUBEPKEHHOCTH K JICYCHUIO MOXET OBITh PEKOMEHJOBAHO IMPOBEICHUE

JIByCTOpOHHEHN afpeHatdkromuu [99-101].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

KomMmentapuu: Hebonvuwioii npoyenm nayuenmos c masadicenou corvmepsowei gopmoti BIKH c
NpaKmu4ecku NOIHbIM omcymcmeuem akmusHocmu 2 1-euopoxcunasvl e noodaromcs nevenuro I'K:
oasxce npu UCNONL30BAHUU BbICOKUX 003 NPenapamos He CHUNCAeMCs 8blpaOOmMKA AHOPO2EHO8 U
ocmaiomces  npusHaxku  eupuauzayuu. (OcobeHHO MO  AKmMyaaibHO NpU peuleHuu B8onpoca o
goccmanosienuss — epmuibHocmu. B maxux  cayuwasax  psadom  asmopog  npeonazaemcs
anbmepHamueuviii Memoo nedenuss BJJKH - 0sycmopounnsa adpenansxkmomus. QOHako smom memoo
nieyeHus gvizvieaenm MHo2o 60npocos. C 00HOU CMOpPOHbL, ee NpogedeHue YMeHbulaem SUpUIU3AYUIo U
noseonsem npumensmo meuvuue 003vl I'K. C Opyeoll — umeromess unmpaonepayuontvie pucku, puck
aopeHanosvix  Kpu3os nocmonepayuouHo. Illpomueonokazano  npoooumsv  08YCMOPOHHION
AOPEHANIKMOMUIO HEKOMNIIAEHMHbIM NAYUEHMAM, M.K. 8 NOCe0NePayUOHHOM Nepuooe HepecyisApHblil
npuem npenapamog 3amecmumenvrou mepanuu 'K moocem oxazamvca ¢amanvuvim. Hmenno
NOMOMY peuleHue 0 NPo8edeHUul Cmosb PAOUKANbHO2O JleUeHUsl He OOINCHO NPOBOOUMBCS PYMUHHO 8
obweu ambynamopuou npaxmuxe. Ilpu 603HUKHOB8eHUU NOOOOHBIX cumyayuil, K020a NayueHmvl He
oocmuearom KoMneHcayuu oaxce npu npumeneruu cynpagusuonocudeckux 003 I'K u paseumuu
AMPOLEHHO20 2UNEPKOPMUYUSMA, OHU OO0JNCHbL OblMb HANPABIEeHbl 6 ((hedepatvHblil YeHmp
9HOOKPUHONI02UYECKO20 Npohuis Ol peuleHus 68onpoca 06 ONMUMAIbHOM Memooe JjledeHus
[99,100,101].

IIpenarajnbHas Tepanus

e He PEKOMCHAYCTCA IPOBOAUTL JICHCHHUC 6ep€MeHHBIX npernaparaMmM ACKCAMETa30Ha C ICJIbIO
YMCHBIICHUS CTCIICHUAU BUPpHIIN3alIUN Iioga (HpeHaTaHBHYIO TepaHHIO). OHa JOJI’KHaA
paCCManI/IBaTBCH KaK 3KCHepI/IMeHTaJ'H)Ha$I METOAHUKA, HpOBOI[I/IMaﬂ NCKIKUYUTCIIBHO B
CHe]_[I/IaJ'H/I3I/IpOBaHHBIX HeHTan, NMCHOIINX COOTBeTCTBy}OH_[I/Iﬁ HpOTOKOJ'I JICUCHUS U KOMUTCT IIO
stuke [10,103-113].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb JOCTOBEPHOCTH J10KA3aTeJIbCTB — 2)

KommenTapuu: llpenamanvnas mepanus — smo neuyenue off label dexcamemaszonom 6epemenmvix
HCEHWJUH, Y KOMOPBLIX NO Pe3yIbmamam 2eHemuiecko20 KOHCYIbMUPOBAHU UMEEMCsl 8blCOKUL PUCK
podicOerus: pebenka ¢ Kaaccudeckol gopmoti oepuyuma 21-eudpoxcunasvl (Hanpumep, 8 ciyiae yice
umerowyuxcsi demeii ¢ B/IJKH 6 cembe u noomeepicoOeHHbiM HOCUMENbCMEOM MYmayuu y 000ux
pooumerneu, Ko20a pUck podxcoeHus nociedyrouieco 601vHo2o pedenka cocmasnsiem 25%). Tax kak
oexcamemaszon — eouncmeennviti 'K npenapam, nponuxarowuii uepes HNIAYEHMY U CHOCOOHbILL
nooasums npoOYKYuio aHOpo2eHo8 HAONOYEYHUKAMU N100d, NPU €20 HA3HAYEeHUU C CAMbIX PAHHUX
CPOKO8 2ecmayuu  Cyujecmeyem 603MONMCHOCMb  CHU3UMb cmenendb  supunuzayuu HIIO y

HO80podicOeHHbIX Oegouek ¢ BIKH. Pexomedyemvle 6 mupogotl iumepamype 003vl #oekcamemazona 2()



MKe/Ke 8eca OepeMeHHOU MCeHWuHsl, maxkucmaivio 1,5 me/Oenv. Ha @omne neuenus, yposews

2]1]0KOK0pmu01<’u006 na00a Modicem npeessvluiams cpe@nue 3Havenus nokazameinei 6 60 pas.

OcHoenas npobiema 3aKa0O4aemcs 8 mom, 4mo 01 O0CMUdICeHUs 3Pgdexma HauuHams mepanuio
HeobX00UMO KAaK MOJNCHO paHvuie — He no3oHee 6 Hedenu cecmayuu. B mo owce epems npoeedenue
npeHamaibHou OuazHoCmuKy 0l ymouHenus nona u Hanuvus B/JJKH y nnooa 6o3modcrno monvko Ha 9-
10 neoene 6epemennocmu. Iloomomy neuenue 6bICOKUMU O03AMU OEKCAMEMA30HA HA IMANax
3aK1a0KU op2ano8 HanpacHo 6yoym noryyams 7 uz 8 oemeil. B nacmoswee épems na kommepueckoti
OCHOBe O00CmYNeH Memoo oOnpedeleHusi 8 Kposu OepemenHol ceHwunvl yuacmxa J[HK nnooa,
Xapakmeproz2o Osi Y-Xxpomocomvl ¢ bonee pamHux CpOKO8 cecmayui, HO NOKA 9Mda Memoouxa He

s6eoena 6 noecemecniryro npakmukKy.

Brusinue oexcamemasona Ha 6HympuympooHoe u oanvheluee pazeumue pebeHka 00 cux nop 00 KOHYd
He U3yueHo, HO npeononazaromcs e2o HecamugHvle 3¢gpexmor na LIHC, pacnpedenenue dicuposoti
KIemuamKky, @QYHKYu0 HAONOYEUYHUKO8 U NOOMCETYOOUHOU Jicelle3bl 6 pAMKax emanbHo20
npoepammuposarnus. Kpome mozco, ouesuonvl Hecamugnvie 3¢ppexmuvl Ha OpeaHuzmM mMamepu no muny

AMPOCEHHO2O cunepropmuyusmdad.

Heobxooumo ommemums, umo 6 Poccuu cywecmeyem mHenue, wmo OeKkcamemason CHOCOOEH
npedomepamums  supunuzayuio HIIO 'y Oesouex 6 pesyibmame HUBEIUPOBAHUS OeUCMBUs
MAMePUHCKUX AHOPO2EHO8, NOIMOMY HepeOKO OeKCaMema3oH HA3ZHAYAemcs: OepeMeHHbIM HCeHWUHAM
¢ Heknaccuweckou BJ/KH. Oonaxko oOaunvie ucciedos8aHuti He NOOMBEPHCOAOm BO3IMONCHOCHb
NPOXOHCOCHUSL MAMEPUHCKUX AHOPOSEHO8 Yepe3 NIAYEHMY U UX He2amueHoe GlIusiHue Ha MNioo.
Ilosmomy Oexcamemason OONyCmuM K NPUMEHEHUI0 y OePeMeHHbIX HCeHWUH TUb Ol mexX PeoKux
cyuaes, K020a nNo003pedaemcs Haaudue mscenvix kiaccuveckux ¢popm BIKH y camoeo pebenka.
Umenno nosmomy 6 macmosiyjee 8pemsi He PEeKOMEHOYemcsi Nposooums NPEeHAmAaIbHyl0 Mmepanuio
0EeKCAMemaszoHoM 6 DPYMUHHOU Npakmuke, a OeKCaAMemasoHn OMHOCUMCS K HelCelamelbHbLM

npenapamam 0Jis 1edernus atooou popmel BIIKH 6o epems 6epemennocmu [103-113].



4. MeaquuMHCKAA peadUIuTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE NOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIbL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

o Ilpemmaraercs mnammentam c¢ BJIKH, wumeromuM mncuxoconuanbHbie MPOOJIEMBbl BCIIEICTBUE
MaTOJIOTHH TIOJIOBOTO Pa3BUTHsI, OOpaIarbCsd K IKCIEpTaM, CHEMUATA3UPYIOMIMMCS Ha JaHHOMN

Ho3ojioruu [114-140].
YpoBeHb yOeIUTEILHOCTH PeKOMeHAaunil A (YPOBeHb JOCTOBEPHOCTH 0KA3aTEIbCTB — 3)

Kommentapuu: OcnogHoti eonpoc peadbunumayuu 63pocavix nayuenmoe ¢ B/JKH ceazan ¢ ux
NCUXOCOYUATbHBIMU NPODIeMamu, KaK npu 1iooom 3a001e6aHuu, CA3aHHOM C NAMONI02uell No108020
pazeumus. B uodeane, koncyremupoeanue OONHCHO NPOBOOUMBCS ONBIMHLIMU 6 OAHHOU 001ACmU

cneyuaiucmamul.

46 XX nayuenmam ¢ BAKH u ux cemvsam moocem nompebo8amvcsi NOMOWb 6 peuleHuu MmaxKux
cneyuhuyHbIX 051 NAMOoNo2ULU NOL0B020 PA38UmMus npoodnem, Kak: 1) meouyurckoe obyuenue cemol,
KOHCYTbMUPOBAHUe NO BONPOCAM HNCUXOCOYUAILHO20 NPOSHO3d, 2) YCMAHOGIeHUe Noid 8 clyyae
BLIPANCEHHOU BUpUIUZAYUU, 3) NPUHAMUE peuleHUs No NPo8edeHuro Gemunuzupyrouiell niacmuKu
2eHUmMaull 6 pamHem oOemcmee; 4) ncuxocoyuanvHas IKcnepmu3a Oas YCMAHOGIEHUs NoAd U
KOHCYTbIMUPOBAHUE NO 80NPOCY CMEHbL NOJA 8 II0OOM 803pacme Npu HATUYUU HCeNaHusi NAYueHma Kax

C JHCEHCKO20 HA My.?fCCKOIZ, makKk u ¢ Myt CCKo2co Ha DfC’eHCKMZZ, Xoniid maxkue cumyayuu Kpaﬁnepedku.

[ononnumenvhvie 6onpocwl, cneyuguuHvle O NAMONO2UU NOJLOBO20 PA3BUMUS,  GKIHOYAIOM
nO020MOBKY K ONepayuu, OYEeHKY He MUNUYHO20 O OAHHO20 NONAd NOBEOEHUs, COYUANbHYIO
aoanmayuio, Ou- U 20MOCEKCYANbHYI0 HANPABIEHHOCMb (KOMOpAs HECKONbKO 8ble ) IHCEHWUH C
B/[KH, Ho 6ce pasHo écmpeuaemcsi pedKo), 80NPOCHl CEKCYANbHOU (QYHKYyuu u obujeco Kavecmed
JHCUBHU, MaKdce, KAK U NOMOWb 6 aoanmayuu NAyueHmos npu npossieHuu aroO0NbIMCmed Cco
CMOPOHbL POOCMBEHHUKOS, CE8EPCMHUKO8 UNU NOJNO0BbIX NAPMHEPOS U3-3d HEeMUNUYHO20 CMPOEHUs

meinda.

Hat;ueHmw C BﬂKH Moeym makKoice umenib nCUXocoyudjilbHvle u ncuxuampuqecmte np06]l€./l/lbl, He
CBA3AHHbIE C OCHOBHbBIM 36160]16661HM€M, K0m0pbl€ Moeym pemambc;l 6 O6LI/{€M nopﬂdke ncuxuampaMu
[114-140].



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

5.1 IlpodpuiiakTuka U JTUCHIAHCEPHOE HAOJIIOIEHUE Y B3POCJbIX NAUEHTOB €
KjaccuyeckumMu popmamu aepuuura 21-rugpoxkcusiasol

o Pexomenmyercst He pexxe 1 paza B roj BCeM MalMeHTaM MPOBOIUTH 00CIIEIOBAHUE ISl YTOUHECHUS

CTEIICHU KOMITeHcanuu 3aboneBanus [1,2,42,43,71].
Yposenn yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

e C 1enbl0 OUEHKU CTENEHH KOMIICHCAIlMM PEKOMEHAYETCS MNPOBOAUTH HCCIEAOBAHUE YpPOBHEHN
aHAPOCTEHANOHA, |7-rUAPOKCUIIPOreCTEPOHA, TECTOCTEPOHA B KPOBU BCEM HallMEHTaM C
BUpWIbHOW U conbrepsitomielt popmamu BJIKH, a Takke akTUBHOCTM pEHMHA IUIa3Mbl (TOJIBKO

MaIMeHTaM ¢ coJIbTepstonieit popmoii) [1,2,42,43,71,141-143].
YpoBensb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

Kommentapuu: /[n1a oyenxu sgpgpekmusnocmu enoxoxopmuxouonot mepanuu BIAKH 6 nacmoswee
8pemsi Haubolee yacmo 6 Mupe UCHONL3VIOMCA mpu nokazamens. amopocmenouon, 170HP u
mMecmocmepoH, Komopbie HeoOX00UMO UCCLe008AMb PAHO YIMPOM HAMOWAK, 00 npuema npenapamos.
Lonycmumo makowce npogedenue ananusa yepes 2 4 nocie npuema npenapamos. llpeonoumumensvubiii
1aO0pamMoOpHbIL  MemoO ONnpeoeleHUss 20PMOHANbHBIX NOKA3ameneli — JAHCUOKOCMHASL MAaHOeMHas
maccnekmpomempusi, memoo HPA oaem 6onvuie UYUCIO JIOHCHO-NOLONCUMENBHBIX Pe3VIbMAMmOs.
Hsmepenue AKTI ne asnsiemcs HeobX00umbim Ol onpedenenusi OUASHOCIMUYECKOU UlU 1e4eOHOU

maxkmuxu y nayueumos ¢ B/[KH.

YV owcenwun ¢ coxpameHHbIM MEHCMPYANbHLIM YUKIOM UCCIe008aHUE MHCeNamenbHO NPOo8OOUMb 6
PAHHIO QONTUKYIAPHYIO a3y, npu npueme KOMOUHUPOBAHHBIX OpabHbIX KoHmpayenmusos (KOK) —
Ha 3-4 Oenv yuxaa (0o nHauana nosou ynaxkosku KOK 0ns uckiouenus nepekpecmuou peaxkyuu), Ha

¢one amenopeu — 6 11060u dens [1,2].

V' myowcuun ounamuveckoe HabnooeHue OCI0NHCHAEMCS mMeM, YMO YPOBEHb MeCmOoCmepond, 6
OCHOBHOM, OmMpaxMcaem 20HAOHYIO, A He HAONOYEYHUKOBYIO NPOOYKYUI U NOIMOMY He N036075em
A0eK8aAmMHO OYeHUMb KoMneHcayuro 3abonesanus. Myxcuunvl ¢ OIuUmMenbHOU OekoMneHcayuell uiu
00beMHbIMU 00PA308AHUAMU 8 AUYKAX U3 OCMAamouHou HaonodeuHuxosou mxanu (TART), moeym
umMems HU3KULL YPOBEHb MeCMOCmepoHa U3-3a CHudcenus @yukyuu kiemox Jleuouea. Ilosmomy
2NIABHLIMU MAPKepamu Cmanoeamcs yposuu amopocmenouona u I70HP, a maxoice coomuowenue
yposhell anopocmerHouona u mecmocmepona. Omuouenue anopocmenouon/mecmocmepon meuee 0,5
XapakmepHo OJisk 300POBbIX MYJHCUUH, COOMHOUIeHUe Oonee 2 2080pum O HEYO0B81emBOpUMENbHOU
komnencayuu  BJKH u  ecunepnpooykyuu  HAONOYEYHUKOBbIX  aHOpoceHnos  [42,43,141].

ﬂOl’lO]lHumefleblM Memooom 00c1e008anUsl ABIAEMC onpe()e/zeHue 20HadomponuH06. \%4 MYIAHCUUH



CHUICEHHbILL YpO6€EHb ZOHCIOOI’I’lpOI’lMHOG Modicem ceudemenbcmeosams o 0ecnioouu Yy nayuernmoe,

nosviuennulil ypogenv OCI 2o6opum o nedocmamoynocmu QyHKYuU Audex, 0CO6eHHO Npu HATUYUU
TART.

Ilo muenuo OONLUUUHCMBO CHEYUATUCMO8 8 MUpe 8 HACmosujee 8pems OMCYMCMEYIOm YemKue
nabopamopHvle Kpumepuu KomneHcayuu 3aoonesanus. Cuumaemcs HeyenecooOpasHvlM NOIHOE
nooaesnenue ypoeus 170HP, m.x. Ona smozo mpebyemcs npuem Cynpa@uauoiocUdeckKux 0o03
2TIIOKOKOPMUKOUOHBIX NPenapamos, Komopbwvie 8vl3vléaiom nobounvie s¢pgpekmol. Komnencuposanuvle
nayuenmol ¢ BJIKH o6viuno umeiom ypoeenv 170HP na eepxmeil epanuye HOpMbl Uil YMepPEeHHO
NOBbIUEHHOE 3HaYeHue. Yposenb aHOPOCMEHUOUOHA OO0NJCeH Oblmb 6 npedenax pe@epeHCHbIX
3HaueHUull 0J1s noa u 8o3pacma. B omoenvhvix ciyuasx (Hanpumep, npu nIAHUpOSaHUU bepemeHHOCmu
unu 6 cnyvae Hamuyusi TART y myocuun) evlouparomcs uHOusuoyaivHovle yenesvle noxazamenu. /s
acenwurn ¢ B/[KH, xomopvle nnanupyiom OepemenHOCmb, HA (QOHe NpOo8OOUMOl mepanuu

YenecooopasHo docmudicerue YposHs Npoeecmepora 6 Gontukyisapuyio ¢asy yukia mernee 0,6 ne/mn
(menee 2 nmonv/n) [73,142,143].

IIpu HeobxoOoumocmu npumeHeHus: MUHEPALIOKOPMUKOUO08 npu colbmepsaowel gopme 3a601e6aHus
Heobx00umo nododepoicusams yposeuv APII, penuna na eepxueti epanuye HOpmbl UIU NOBLIULEHHBIM, HO
He Oonee yem 6 2 paza. Ilpu smom, noxazamenu Kaius, Hampus Kpoeu OOJJICHbI OblMb 8 npeoenax
pegeprcrnozo unmepsana. Cnedyem nomHums, ymo ¢ ozpacmom nompeonocmo 6 MK cnuscaemcs, u

003a npenapama modicem Koppekmuposamocs (maon.8) [73,142,143].

e [Ipu BbIsSIBIEHHWU JEKOMIIEHCAMu wuinM Tnepenao3upoBku ['K, momMuMo Koppekuuu Tepanum,
PEKOMEHIyeTCsl TakKe MPOBECTU J1000CTEIOBaHME HA MPEIMET OCIOKHEHUM, XapaKTepHBIX s
TUNEpaHgpOreHuy uiu runepkopruuusma [18,73,74,144-153].

Yposenn yoenureabHOCTH pekoMenaanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)
Kommenrtapuu: cv pazoen /[ucnanceproe nabnrooenue u MOHUMOPUHS OCTIOHCHEHU

Tabnuya 8. Jlabopamopnvle nokazamenu, UCHOAb3YeMble Ol OUHAMUYECKO20 HAOM00eHUs 3a
nayuenmamu ¢ B/{KH.

MauwneHTsl ¢ BAKH JNlabopaTopHble MeToAbl MCCNefoBaHNA LleneBble ypoBHU

Ob6a nona OnpegeneHune pEHMHOBOM MoBblWeHNe MeHee 2-X HOpM
aKTMBHOCTWM Ma3Mbl KpPOBU
A09.05.120.001

MccneposaHue YPOBHS PU
Kkanus B kposn A09.05.031

WccneposaHue YPOBHS PU
HaTpusa B kpoBm A09.05.030

MccneposaHue YPOBHS PU
oblilero  TectocTepoHa B
kposn A09.05.078

MccneposaHue YPOBHS PU

aHApPOCTEHAMOHA B KpOBU

A09.05.146

WccnepoBaHue YPOBHS Heobxoaum ans pacyérta cBob6oAHONM ppakummn TeECTOCTEPOHA

FJ'IO6yJ'IVIHa, CBsA3blBakoLlero



MoJsIoBblé FTOPMOHbI, B KPOBMU
A09.05.160

MccneposaHne yposHA 17- [Moka3aTtenb B P, Kak npaBuno, CBUAETENLCTBYET O Mepefo3npoBKe
rmapokcunporectepoHa B FKC
kposn A09.05.139

My>XUMHbI MccnepoBaHue YPOBHS Mpn 3HadyeHnsX BHe PU uenecoobpasHa oLeHKa COBMECTHO C YPOBHSAMU
obuwero  TecTroctepoHa B nr, ®Cr, aHgpocTeHAMOHa
kposu A09.05.078

WccneposaHue YPOBHSA BHe PU cBMAeTenbCTBYIOT O MNJIOXOM KOHTpone 3aboneBaHms
NIOTENHU3NPYIOLLEro
ropMoHa B CbIBOPOTKE KPOBU
A09.05.131 WccnenosaHue
YpPOBHS
HONANKYNOCTUMYNNPYOLWLErO
rOpMOHa B CbIBOPOTKE KPOBMU
A09.05.132

CooTHoLWeHne YPOBHEM >2 - gekomneHcaumsa 3aboneBaHus
aHAPOCTEHAMOH/TeCTOCTEPOH

Cnepmorpamma B03.053.002 MokasaTenn Ao/MkHbl 6bITh B Npeaenax PU ans 340poBbIX MY>X4YMH

XKeHWwnHbI WccnepoBaHue YPOBHS LeneBonn ypoBeHb < 0,6 Hr/mn (2 HMOMb/N) NpU NAAHMPOBAHUMN
nporecrepoHa B KpOBM 6epeMeHHOCTH
(dbonnunkynspHas daza)
A09.05.153

5.2 lucniancepHoe HAOII0AeHHe U MOHUTOPHUHI OCJI0KHEHUI

Benenne mamumentoB ¢ knaccmdeckumu  popmamm  nedurnura 2 1-THapokcuiasel - Tpedyer
HETIPEPBIBHOTO TOJICPKAHUS PAaBHOBECHS MEXKTy H30BITKOM aHAPOTCHOB M HM30BITKOM JK30TCHHBIX
I'K, 1obuTthbcst KOTOPOTO B KIIMHMUYECKON MPaKTUKE OBIBAET JOBOJIBHO HempocTo. [ToaTomy Heobxomum

TH_[aTeJIBHBIfI MOHUTOPHHI OCJIO)KHCHUH U HOCJIG,Z[CTBHI;'I KakK caMoro 3a6OJ'IeBaHI/IH, TakK 1 €10 JICYCHUA.

e PexoMeHyeTcsi MPOBOAUTH CO BCEMH MAIIMEHTAMH C KJacCHYecKuMH Qopmamu aeduiurta 21-
TUIPOKCUIIAa3bl Npo(dUiIakTUYECKe Oeceibl O 310pOBOM 00pa3e KU3HU, C LENbI0 MOTUBHUPOBKHU
NOJJIEp>)KaHusd HOPMAJIbHOTO MHJIEKCA MacChl Tela, BO M30€kKaHUE Pa3BUTHUS METAOO0IMYECKOrO

CHUHJIpOMA U CBSI3aHHBIX C HUM OCJOkHeHul [18,73,74,144-148].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

Kommentapuu: Kowmnnexc memabonuueckux napywienuit npu B/[KH eecoema wupok. Ilomumo
OCHOBHBIX NOOOYHBIX AGIEHUIl, 603HUKauwux npu nepeoosuposeke I'K, maxkux kax oxcupenue,
apmepuanvHas 2Unepmen3us, OUCITURUOEMUA, UHCYIUHOPE3UCMEHMHOCIb U  HAPYUWEHUA
y2ne600noz2o0 oomena, npu B/IKH na opzanuzm nayuenma auaiom makdxyice u 0ONOIHUMENbHblE
ghakmopui: cunepandpozenus, 2Un020HAOU3M, A MAKHCE AOPEHOMEOYINAPHAA HEOOCHAMOYHOCHb
(puc. 4). Ilosmomy 6 pamkax ex3#cec00H020 OUCHAHCEPHO20 00CNe006AHUs 6Ce NAUUEeHHbl
HYJcOawomcesa 6 O00yYeHUU NPUHUUNAM 300P06020 NUMAHUA U 300pP06020 00paA3Q MHCUHU C
Kaaccuueckumu popmamu oepuyuma 2 1-czudpoxcunaszot, konmpone A/l u maccot mena (puc. 3)[18,
73,74,144,145,146,147,148].



Pucynox 3. Ilamocenez memabonuueckux HapyweHuti npu kiaccuyeckux gopmax oepuyuma 21-

2UOPOKCUNLA3DI.
AnpeHomenynnapHas
He[JOCTaTOYHOCTb
[MnoroHaausm fMnNepKopTULM3M FMHEpaCHl_ﬂ?F?reH na
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OxunpeHme = VHCYNTMHOPE3UCTEHTHOCTb
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JHAoTeNnManbHan
Mnepannugemuma HIH/HTT/CO 2 Tna AMCHYHKLNS

e PexomeHzyeTcs MpPOBOAWTHL PEHTTEHOJCHCUTOMETPUIO BCEM MAalMEHTaM C KIACCHYECKUMHU
dbopmamu neduimurTa 21-rUAPOKCHIIA3bl BHE 3aBUCUMOCTH OT CTENEHU KOMIICHCAIIMM TIpU
MEPBUYHOM OOpallleHuu, 00s3aTebHO €€ MPOBEICHHWE — MPU AHAMHECTHUYECKHX [aHHBIX O
nepuonax nepeno3upoBku ['KC uiam nepeHeceHHbIX arpaBMaTHdeckux mepenomax [4,73,74,149-
153].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

KommenTapuu: /lposedennvie pempocnekmusHvle U KO2OPMHble UCCIE008AHUA 8 MUpe NOKaA3au,
ymo y e3pocivix nayuenmos ¢ B/[KH no pesynomamam OeHcumomempuu BbIAGIANUCL CHUNMCCHUE
MIIK, & ocnognom, 00 cmeneHu OCmeoneHuu u, 6 MeHbWel uYacmome Ccayyaes, 00 CmeneHu
ocmeonopo3a. B uacmu pabom 6wi10 nokazano, umo cmenenb nomepu KOCMHOU MAccbl 3A8UCUM OM
cymmaproti 0o3vl ' KC 6 meuenuu scusznu. Ilo oannvim @I'BY SHI] 6vino nokazano, umo passumue
OCMEeoNneHu4ecko2o0 CUHOpPOMA He 3a8Uceo Om CmeneHu KOMneHcayuu 3abonesamus u 003
npunumaemvix 'K npenapamos, nosmomy penmzeno0encumomempuio HceiamenbHo nposooums 6cem
nayueHmam ¢ kaiaccuveckumu gopmamu oeuyuma 2 1-euopoxcunasvl 6He 3a8UCUMOCIU OM CMEeneHu
KOMHeHcayuy npu nepeuyHomM oopawjenuu, eciu pamee oHa He nposooUldch, a 0aiee peuams 60npoc
0 uacmome MOHUMOPUH2A KOCMHOU NJIOMHOCMU 8 3A8UCUMOCMU OM NOJYYEHHbIX pe3ylbmamos (He
pedxce 1 paza 6 5-7 nem npu omcymemeuu chudxcerus MIIK u uwawe npu 8vla61eHuu 0CmeoneHu4ecko20
cunopoma) [4,73,74, 149,150,151, 152,153].



o PexoMeHyeTcsi MPOBOAUTH MHCTPYMEHTANIbHBIE BU3yanusupytonme oocnenoBanus (Y31, MCKT
wii MPT) HaalmOuYeYHUKOB C LENbI0 UCKIIOUEHNS HOBOOOPA30BaHUM MAllMEHTaM C KJIaCCUUYECKUMU
dbopmamu pedunuta 21-ruapokcunasbl, y KOTOPBIX HE YAAeTCsl JOCTHYb IENEBBIX MOKa3aTesen
aHJAPOTEHOB Ha (oHEe perynsipHoro mpuema tepamneBTHueckux 103 ['KC, a Takke y mamueHToB ¢
JUINTEIbHBIMU  AMHU30JaMH  OTMEHBI TEpaluu WIM HEYAOBICTBOPUTEIBHOW KOMIIEHCALEH
3aboneBanus [4,154-157].

YpoBennb yoenureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: V e3pocavix nayuenmos ¢ kiaccuveckumu gopmamu oepuyuma 2 1-euopoxkcunasvi no
oannvim KT Oocmamouno uacmo 6vla8iaiomcsi 00OHO- UIU 08YCMOPOHHUE 000POKAueCmeeHHble
obpazoeanusi Haonoueunuxos. llenenanpasnenuviii  CKpuHuHe NOOOOHBIX 00PA308aHUL  OOBIYHO
mpebyemcst MmonbKo Npu HAAUYUU OAUMENbHOU OEeKOMNEeHCAyUul, Maxk Kak OHU MO2ym O00Cmucamo
3HauumenvbHuIX pasmepos. Ipu nasnauvenuu adexsamuvix 003 I'K ommeuaemes ymeHvuieHue pasmepos
onyxoneil, xupypauyeckoe nedenue 00biuHo He nposooumcsi. Ilpu yoosiemsopumenbHoU KoMnencayuu
8 Npo6edeHuUU CKPUHUHed Hem HeobXOOUMOCmU, MAK KaK 00pa308anus HeOOIbUUX PA3MEPO8 He

umerom KauHuieckozo 3nadenus[4,154, 155,156, 157].

e Pexomennyercs mnpoBonuTh Y3UW OpraHoB MOILIOHKM Yy MYXUYUH C KJIACCHYECKUMHU (PopMamu

neduura 21- THUAPOKCHIA3bl C I1ETBI0O BBISIBJICHUS OOpa3oBaHUsA SUYEK M3 OCTATOYHOMN
HajanouyeuHukoBoit Tkanu TART [42,46,48-52,141,158,159].

YpoBeHnsb yoeaurenbHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 4)

Kommenrtapuu: /[obpokauecmeennvie 0bpasosanus Audex U3 oCmamounol Ha0no4e4HuUKO8oOU mKaHu
(TART, testicular adrenal rest tumors) ecmpeuaromea y 21-28% myxcuun ¢ kiaccudeckumu gopmamu
depuyuma 2 1-eudpoxcunasvl, npu OIUMENbHOU 0eKOMNEHCayuu 3a001e6anusi OHU MO2Ym 00CMUSAmMb
OONbUWUX pazmMepos, COasIUBAMb MKAHb AUYEK U NPUBOOUMb K 2UN020HAou3mMy u bOecnioouro. B
KIUHUYECKOU NPAKMUKe B03MONCHA OUWUOOYHASI NOCMAHOBKA OUA2HO3Ad pPAKA SAUYEK U NpoGedeHuUe
HeobOCHOBAHHBIX Onepayull y makux nayueHmos. B omauuue om paxa suuex, kax npasuno, TART -
Mo 08YCMOPOHHUE 00PA308aHUL, UMeIOWjUe MEHOEHYUI0 K YMEHbUEeHUI0 HA (one unmencugpurayuu
I'K mepanuu. Buviaensromesa TART nubo narvnamopno npu ocmompe, aubo na Y3U. Eciu na gone
oocmudicenust  Komnencayuu 3aboneeanus, pasmepvl TART ne usmensaiomcs, pexomeHoyemcs
nposeoenue KpuokoHcepsayuu cnepmvl. OyeHka penpooyKmueHou QYHKYUU Y MY*CUUH HeoOXo0umMa 6

cayuasx oopawienus no nogoody becnioous 1ubo npu OIUMeNbHOU dekomnencayuu 3abonesanus [42,
46, 48,49,50,51,52,141,158,159].

e PexoMeHnayercs xkeHiuHaM ¢ kinaccuueckumu popmamu BJIKH nposoauts Y3U opranos manoro
Ta3a C LEJIbIO BBISIBICHUS MATOJIOTUU SMYHUKOB, TpHU nono3pennu Ha OART- MPT opranos masioro
ta3a. [52,53,160,161,163-165].

YpoBeHb yoenuTeabHOCTH pekoMeHaannili C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 4)

Kommenrtapuu: V owenwun ¢ xnaccuveckumu gpopmamu oegpuyuma 21-eudpoxcunaszvl npu aro6ot

cmeneHu KoMneHcayuu Habnooaromces HapyueHus MeHcCmpyaioho2o yukia - y 64-68% owcenwun npu



conomepsaowen u 'y 55-75% - npu supunvroti ghopme. Hepeoko npu obcredosanuu maxux HeHujum
BBIABIAIOMCS  VIbIMPA38YKOBblEe NPUSHAKU HOAUKUCMO3HBIX AuuHukos. I[lpu BJ/IKH 6 namocenesze
Gdopmupoanus NOIUKUCTMOZHBIX AUYHUKOE YUACMEYIOM UHCYIUHOPEIUCTEHMHOCb, OXCUpeHue, a
makdice 8blCOKAs ceKpeyus aHopo2eHos. B psode criyuaes yoaemcs 00cmuecHyms HOpMAIU3AYUU YUKILA C
nomowwto unmencuguxayuu 'K mepanuu, oonaxo npu ee HedpgexmueHocmu uiu noseieHuu
NPU3HAKOB SAMPO2EHHO20 2UNEPKOPMUYUIMA K MePanuu pekoMeHOyemcs 000asums npocecmazetuvl U

acmpozensl (puxkcuposarHvle KOMOUHAYULL).

B numepamype onucanvl ciyuau 8vlasieHus 00pA308AHUN 6 AUYHUKAX U3 OCMAMOYHOU MKAHU
naonoyenuxos (OART, ovarian adrenal rest tumors), aumanocuunvim no cmpoenuro ¢ TART. Ux
yacmoma menee 0,1 % cpeou ecex obpazosanuii sauunuxos. Ilpeononazaemcs, umo OART uawe
B03HUKaem y nayueHmox ¢ oaumenvHou oexomnencayueu BJ/KH. MPT manoco masza saensemcs
3010MbIM CMAHOAPMOM OJis1 VIMOYHEHUST PA3ZMePO8 U JOKAIU3AYUU 0ObEMHBIX 00pA308aHULL AUYHUKOS.
B muposoii numepamype onucanvi eounuunvle cayuau cowemanus OART u B/KH, paunss ux
OUaecHOCMUKa y yYacmu NAyueHmox No3607sen Npo8ooumv Op2aHOCOXPAHAIOWUe onepayuu, 4mo,

0e3yCc06HO, 8ANCHO OJIsL UX KAYECMBA HCUSHU U COXPAHEHUSL MEHCMPYALbHOU U 0emOopOOHOU (hyHKYUU
[52,53,160, 161,163,164,165].

Ha pucynke 4 mnpencraBiieH CXeMAaTHYHBIN IJIaH OOCIENOBAaHUS M AMHAMUYECKOTO HAONIOCHHS
B3pOCJBIX MAIMEHTOB C KiaccuueckuMu (opmamu neduiura 21-rugpokcuiia3bl B 3aBUCUMOCTH OT
creneHu kommeHcanuu. Kak BumHO W3 ykazaHHOM cxembl, psn uccienoBanuid (KT wmum MPT
HaJMo4YeuyHUKoB, Y3 sudex) HeoOX0uMO IPOBOAUTH TOJIBKO TIPH ACKOMIIEHCAIIMY 3a00IeBaHus, B TO
BpEMsl KAaK AKTUBHOE BBISBICHHE METAOONIMUYECKUX HapyIICHWM, OLEHKAa MHHEpPaJbHON KOCTHOU
IUIOTHOCTH, a TaKXKe PEeNpOAYKTUBHOW (YHKUIMH Yy KEHIIMH HEOOXOAMMBbI HpHU JHO0O0M cTerneHu
KOMITEHCAIIUH 3a00JI€BaHNUS.

PucyHOK 4. ,ZZMHCIMMV€CKO€ HaOnooenue 3a 63POCHbIMU nayueHmamu C KiaaccuvecKkumu @OpMClMU

Ooepuyuma 2 1-euopoxcunazvi

Mepepgosnposka lk KomneHcaynsa JekomneHcayunsa
A A
+ Metabonuueckune HapyleHun . O6bemHble 06pa3oBaHms
» PenpoayKTrBHas GYHKLMA Y XKeHLNH B HaAnoueHWkax
. PeHTreHogeHCcUTOMETpHS + PenpoayktnBHan GyHKUMA Y MYKUYUH

IIpopuiaakTuka M AucnaHcepHoe Hal/K0AeHHEe Yy B3POCJBIX NMANMEHTOB € HEKJIACCHYECKUMU
(popmamu gepuumnra 21-rugporcuiasbl

o PexoMmeHmyercss mamueHTKaM ¢ Hekiaaccudeckoi Qopmoit BJIKH B ciywae BbIpakeHHOU
runepasporeHuu npu npueme tepanuu 'K npoBoauTs aucnaHcepHoe HAOIIOAEHHE aHAJIOTMYHO
nanueHTKaM ¢ kimaccuaeckumu popmamu BJIKH [17,29,81,82,84-86].



YpoBenn yoenureabHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommentapuu: B omauuue om xaaccudeckux ¢opm Oegpuyuma 21-euopoxcunasvi, npu
HEeKIAcCu4ecKkoll @gopme He cywecmsyem oOWenpuHImvlX peKoOMeHOayull Nno OUHAMUYECKOM)

HAOII00eHUIo U OYEHKEe cCmeneHu Komnencayuu 3a001e8aHU.

Bhe naanuposanus 6epemennocmu u npu ymepenHou unepanopo2enuu, Ko2oa 8 Kauecmee 0CHOBHO20
memooa nevenus svloupaemcs KOK u/unu anmuanopozennas mepanus, maxue nayueHmky 00bl4Ho He
Habn00amces IHOOKPUHONIO2AMU, A OdlbHelulee HaON0OeHUue U KOPpeKyuro mepanuu npoeooum

CUHEKOJIOoZ.

YV b6onvHuix ¢ masxcenou eunepanopoeenueil u gvloope 6 noawv3y oaumenvrou I’ K mepanuu nabrodenue
OOJICHO  NPOBOOUMBCS  AHANLOSUYHO — Kaaccudeckum gopmam BIKH. QOyenxka komnencayuu
3a601e6aHus NPOBOOUMCS KIUHUYECKU (Yellesble 3HaAUeHUs 1a00pamopHblX nokasamesnel, makux Kax
170HP, mecmocmeporn u anopocmenHOuon, 00 cux nop He paspabomansvl). llpu noserenuu
KIUHUYECKUX NPUSHAKO8 SAMPO2EHHO20 SUNEPKOPMUYUIMA HeoOX00UMO npogedeHue 0000C1e008aHUs

0J151 8blAGIeHUsT Memabonrudeckux Hapyuenu u chudxcenus MIIK [17,29,81,82,84,85,86].

IIpodpunakTuka M AUCHAHCEPHOEe HAOJIOIEHHME Yy B3POCJIbIX NANMEeHTOB ¢ aedumurom 11pB-

IT'HAPOKCHJIA3BI

o Jlnsg OLIGHKHM KOMIIEHCAlMKW 3a0ojieBaHus Yy TanueHToB ¢ jAedunutoM |1B-ruapokcunassl
PEKOMEHIyeTCsl MPOBOJIUTH KOMIUIEKCHOE OIpeesicHHe KOHILIEHTPAIMU CTEPOHUIHBIX TOPMOHOB

METO/IOM TaHJIEMHOM MaccC-CIEKTPOMETPUU C MCCIIEIOBAaHUEM YPOBHS 11-1€30KCUKOPTUKOCTEPOHA
B kpoBu (A09.05.141) [166-169].

Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

Kommentapuu: Tax oice, kax u npu xiaccudeckux gpopmax oegpuyuma 2 1-eudpokcunasvl, HabnooeHnue
nayuenmos ¢ deguyumom 11f-eudpoxcunasvl nanpasieHo Ha noooop adexsamuou 003wl I'K, oyenky
KOMNEHCAyuu U BblagleHUe OCIONCHEHUl nodxcusneHHou samecmumenvhou I'K mepanuu. Oouaxo 6
cesa3u ¢ peoxoti ecmpeuaemocmoio 1'®@ B/IKH ounamuueckoe nabnooenue u oyeHka KOMHEHCAyuu
npeocmasisiem CiodiCHYI0 3a0avy. Jleno 6 mom, 4mo cO2NaCHO MeNCOYHAPOOHBIM DEeKOMEHOAYUSIM,
KOHMPOIb HEe0OX0OUMO Nposooums no ypoeHio 11-0ezokcukopmuszonda, 6 mo epems Kaxk 5mom mapkep
He uccinedyemcs 6 pYmMuHHOU npaxmuxe. Iloosmomy npu HeobXooumocmu Koppekyuu mepanuu u
VIMOUHEHUsl CMenenu KOMNEHCAYUU PeKoMeHOYemcs Hanpasiams makux nayueHmos 6 gedepaivhovie
YEeHmMPbL IHOOKPUHOTOSUHECKO20 NPOPUIIS, 20€ B03MONCHO NPOBEOCHUE KOMNIEKCHO20 OnpedesleHus

KOHYeHmpayuy cmepouUoHblX 20pMOHO8 MeMoOOM MAHOEMHOU MACC-CREeKMPOMEMPUL.

Cyoumv o wxomnencayuu I'® BIKH moxcno no Koceenwvim OaunbiMm. Ilpu Haznavenuu
Hedocmamounou 003l I'K ommeyaemcs nosvlulenue yposHs aHOpOCMeEeHOUOHA U mecmocmepona (y
MYJHCUUH OYEHKA NPOBOOUMCSL MONbKO NO YPOBHIO AHOPOCMEHOUOHA), cHudicaemcs yposenv APII
(penuna), Kanus. B KiuHuweckou Kapmume pe2ucmpupyemcs nosviuenue AJl, pazeumue
MAKpOCOCYOUCMbBIX — OCNONCHEHUU, a MakKdce NposAGIAIOMCa NPUSHAKU — 2UNEPAHOPO2eHUU U

cunoxkopmuyusmda.



IIpusnaxkamu u30LImouHOl mepanuu  AGIAOMCA  KIACCUYECKUe NPUSHAKU —2UNEPKOPMUYUIMA.
yeenuueHue 6ecd, aOOOMUHANbHBIL MUN  ONCUPEHUs, NOsGIeHUe CMpUll, «KIUMAKMEPU4ecKo2o
eopboukay. JlabopamopHno ypoenu mecmocmepoHa U aHOPOCMEHOUOHA CHUMCEHbl, OMMeUaAlomcsl
NPU3HAKU  OUCTUNUOeMUU, HapYuleHuss yenesooHo2o oomena. Ilo Oanuvim  Oencumomempuu
nosensgiomcs npusnaxu cHuxcenus MIIK. Ilosviwenus AJ] npu smom modicem u He ObImMb, 0OHAKO Y

pﬂda oonvrvix AI" moocem COXPAHANBCA 6 PAMKAX AMPOCEHHO20 CUNEPKOPMUUUIMA.

llayuenmam ¢ I'® BJKH, xax munumym, exceco00HO He0OX0OUMO NpOo8oOums 00ciedosanue y
Kapouonoza, no nokazanusim nposooums IKI, sxokapouoepaguio, cymouroe monumopuposarue A/ u

OKI' ona ceoespemerHOl OUACHOCMUKU U KOPPEKYuu MAaKpocoCcyOucmulx ocaodcHenui Al
[166,167,168,169].



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

IToxa3zanus A5 JIaHOBOM IOCIIUTAIU3ALMU

1) mpoBeaeHHE XUPYpPrHUECKOro JeueHUs (Kak MpaBUJIO, IJIACTUYECKHE ONEpaly Ha HapyKHbBIX
IOJIOBBIX OpPraHax y EHIIMH, pexe oneparuBHoe JieueHne TART y myuMH, ynaneHue BTOPUUYHBIX

HOB006p330BaHI/Iﬁ Ha,Z[l'IOqCUIHI/IKOB);

2) ¢ UeJIbI0 KOPPEKIMU Teparuu, KOMIUIEKCHOTO CKPUHUHTA OCJIOXKHEHUM, B Cllydyae HEBO3MOKHOCTH
OKa3aHUsl CIELHUATU3UPOBAHHON SHJOKPUHOIOTUYECKOW MEIUIIMHCKOW TOMOIIM B amOyJaTOPHOM

MOPSIKE;
[Toxazanus mJist SKCTPEHHOM TOCIUTAIN3AINHN:

1) agnucoHnyeckuil Kpus;

[TokazaHus K BBINMCKE MAMEHTA U3 CTAallMOHApa:

1) mocTkeHue 1eeBbIX YPOBHEH aHAPOTECHOB, OMPEICICHNE TAKTUKH JICUCHUS OCIOKHCHUM;

2) CTaOMJIILHOE COCTOSIHHE 300POBbA IMTAUCHTA U €TI0 I'CMOJWMHAMHUYCCKUX rokKasareyiei B ciIy4dac

ADKCTPEHHOU I'OCHUTAIU3ALNY;



7. JlonoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSITHUSA)

bepemennocts npu B/IKH

Hao0Juironenue 3a 0epeMeHHBIMH € KJIacCHYeCKUMH (popmamu aepuuuta 21-rupoKcuiasbl

o PexoMeHyeTcs mpu HacTyIuieHHH OepeMeHHOCTH npoaonkuTh Tepanuio ['K u MK B Tex xe mo3ax,
YTO MPUMEHSJIUCh 10 OepeMeHHOCTH. YBenuueHue 103bl ['K Mmoka3aHo TOJNBKO MpH pPa3BUTHUU

MPU3HAKOB HAJIIOYEUHUKOBOM HemocTatouHocTH. [80,142,170-174].
YpoBenn yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommenrapuu: Yacmoma Oepemennocmeil u po0o8 HU3KA Y HCEHWUH C KIACCUYecKumu gopmamu
Odepuyuma 21-eudpoxcunasvl, ocobeHHo npu corvmepsouiell opme, HeCMOmMps HA NPOBOOUMOE
nevenue, HANpasieHHoe Ha eoccmanosienue epmuavnocmu. OCHOBHYIO POTb NPU IMOM UMEIOM
ACUXOCOYUATIbHbIE  (DaKMOpbl, NI0XAs. KOMNeHcayusi 3a0o0ne6anus, da maxdice NocieoCmeust
HeaodexsamHo npoeedennol niacmuxu HIIO. B pside ciyuaes oadice npu adexeammuotl mepanuu B/[KH
0151 HACMYNIeHUsT OepeMeHHOCMU He0OX00UMO UCNONb308AHUE BCNOMOSAMENbHBIX PenpOOYKMUGHBIX

MexHoNI02UU.

OcHogHas cnodxicHoCmb 6edeHus bepemennvlx ¢ Kiaccudeckumu gopmamu BIKH 3axnouaemcs 6 mom,
umo 80 8pemsl bepemMeHHOCU YPOSHU AHOPO2EHO8 NOCMENEHHO NOBLIUAIOMCL 8C1e0CMEUe VEeTUYeHUs
VPOBHSL CEKC-CBA3bl8AIOULe20 U KOPMU3OI-CEA3bI8AIOWec0 2100YIUHA, NOIMOMY He Cyujecmeyem
Kpumepues oyeHku adekgamuocmu mepanuu. Pad aemopoe npeonacaem ucnonvzoéams noxazamenu
170HP, mecmocmepona u anopocmenouona ¢ wacmomoti 1 pas 6 6-8 nedenv u oyenusamv He ux
abcontommubvle 3HAYeHUs, a OUHAMUKY UMeHeHus. J[pyaue npeoniazarom opueHmuposamspcs moabko Ha
KIUHUYECKU NPOAGIEeHUS. NUSHAKU VePO3bl HEeBbIHAWUBAHUA, 2UNO- UIU 2UNEPKOPMUYUIMA  UTU

usmenenus AJ1.

ObbiuHO nayueHmKu NOaAYy4am me dce 003bl 2NHOKOKOPMUKOUOOS, YUMo U 00 OepeMeHHOCmU, 003d
2NIOKO- U MUHEPAIOKOPMUKOUO08 Modicem Ovimb  yeeauuwena Ha 20-40% 6o 2 unu 3 mpumecmpe
bepemerHHOCMU NPU paA3BUMUU OPMOCMAMUYECKOU 2UNOMEH3UU UL NPUSHAKO8 HAONOYEHUKOBOUL
Hedocmamounocmu. Kenwunot ¢ BIKH naxoosmcs 6 epynne pucka no pazsumuio 2ecmayuoHHO20
ouabema, nosmomy 60 6pems OepeMeHHOCMU HeoOXOOUMO NpPOBOOUMb MULAMENbHBIN KOHMPOIb
2NUKeMUU U NPU HOPMATbHBIX NOKA3AMENAX (2IUKeMUsi 6eHO3HOU Naa3mvl mMeHee 5,1 mmonv/n) - mecm

MONePAHMHOCMU K 27I0K03€e Ha cpoke 24-28 nedens.

Bo epems pooos pexomenoyemcsi 8600umv 2UOPOKOPMU3ZOH (SUOPOKOPMUZOH CYKYUHAM HAMPUL)
napernmepaibrHo 50 Mme 8HYMPUMbBIULEYHO UTU BHYMPUBEHHO, Odjlee Npu HeoOX0OUMOCMU 68e0eHUe
nosmopsemcs no 50 me kadxcovie 4-6 uacos, ¢ NOCIEOVIOWUM 8038PAULCHUEM HA NEPOPATbHBIU NpUem
npenapamog 6 medenue 1-2 cymok. Ecau scenwune npogoounace niacmuxa HIIO, pexomendyemcs
pooopaspeuilerue nymem Kecapesa cedenus Oas YMeHbulenus mpasmamuzayuu 8 pooax [80,142,
170,171,172, 173,174].



o [Ipu GepemenHoCTH HE pexoMeHayeTcs npumenenune ['K mpemapaToB, KOTOpbie MPOXOAST Yepes

MJIAIEHTY, TaKUX Kak AexkcamertasoH [1,3,80,170, 172].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 5)

KommenTapuu: /[exkcamemason ne 00ndceH NPUMEHAMbCA 80 8peMsi DepeMeHHOCmU MAK KAK OH He
uHaxkmusupyemcs goepmeHmom niayermoli 3f-eudpoKkcucmepouodecuopoceHasoll U 8 HeU3SMeHHOM 8ude
npoxooum 8 kpossb niodda. Ocmanvhvie 2MHOKOKOPMUKOUObL OONYCMUMbL K UCNONb308AHUI0 NPU OYEHKE
NOMEHYUATLHOU NOAb3bL U PUCKOS, 8 COOMBEMCMEUU C MPEOOBAHUAMU OPUYUATLHBIX UHCMPYKYUILL
[1,3,80,170, 172].

Hao0uronenue 3a 6epeMeHHBIMU ¢ HeKJIaccuyeckumMu popmamu aepunura 21-ruIpokcuiiaspl

e Pexomennyercs maumentkam ¢ HB/IKH, momywarommm 'K, npu Hactymienuun OepeMeHHOCTH

MPOJIOJKUTH TEPAIHIO B NpexHuX ao3ax [1,3,29,85,175, 176].
Yposennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

KommenTapuu: nayuenmxu ¢ ucmopueii He8bIHAUUBAHUSA, UTU OECNIOOUs, UlU NpU HedPHeKMusHOU
Koppekyuu eunepanopozenusma nepesoosimes ¢ KOK na I'K u ocnHosHbiM Kpumepuem Komnencayuu
A6/15emcsl B0CCMAHOBIeHUe CNOHMAHHOU 08YIAYUL U HacmynieHue bepemennocmu. Tak e, kak u npu
Kknaccuveckux ¢opmax B/[KH, x npumenenuro npomusonokasan oexcamemason. Heobxooumo
NOMHUMb O NOBGLIUEHHOM pUCKe pazeumusi y OepeMeHHbIX ¢ HeKIAcCudecKumu gopmamu
2eCMAYUOHHO20 CAXAPHO2O0 Oduabema U nposooums 00C1e008aHue CO2NACHO NpuHAmbviM 6 Pd

PEKOMEHOAYUSIM.

YV ocenwun ¢ nB/{KH ne pexomenoyemcs npumeHenue 2noKOKOPMUKoOUO08 npu bepemenHocmu, eciu

OHA Hacmynuia 0e3 uUx UCNnoIb308aHUS

Pooopaspeutenue nposooumcsi no 0o0wum axKyuepckum nokasanusim. B oenv poooe sicenwunam, y
KOMOpbIX 6 pe3yibmame mecma ¢ MmMempaKo3aKmuoom GblAGIAI0Ch Hea0eK8amHoe NosbluleHUe
kopmuzona (mernee 500 HMONb/1), HEOOXOOUMO BGedeHUe UOPOKOPMU3OHA napermepanvHo. llocne
pP0008 8 NIAHOBOM NOPSAOKE IHOOKPUHONO020M NPUHUMAEMCS peuleHue 0 HeoOXo0uMocmu OalbHelue20
nedenuss nayuenmku ¢ nomowwto IK  unu  603MOXNCHOCMU — NOCMENEHHOU €20  OMMEHbL
[1,3,29,85,175,176].



Kpurepun onieHKH KayecTBa MEIUIIUHCKOU MOMOLIH

Ne

Kputepuii kayecta

YpoBeHb [OCTOBEPHOCTHU
[loKa3aTenbCTB

YpoBeHb y6eauTtenbHocTHn
pekoMeHcaaumni

BbINONHEHO MCCNEAOBAHWE YPOBHA AHAPOCTEHAMOHA
KpOBW BCEM MauMeHTaM C BUPWIIbHOW WU cofbTepsitoLei
¢dopmor BOAKH

A

BbinosHeHo uccnegosaHue YPOBHSA 17-
rMAPOKCUMMNPOrecTepoHa (17-0OHP) KpOBU BCEM
nauneHTam C BUPWIbHOM U conbTepsowen dopmon
BAKH

BbinonHeHO nccnenoBaHMe YPOBHS TECTOCTEPOHA KPOBMU
BCEM MauMeHTaM C BWPWIbHOW W CONbTepsitoLLen
¢dopmor BOAKH

BbINOSIHEHO UCCef0BaHME aKTUBHOCTM PEHMHA MJ1asMmbl
KpOBM Npu conbTepstowein popme BAKH

BbinosiHeHa MyJSibTUCNIMpPasibHas KOMMblOTEPHAs
TOMOrpadums nnu MPT HaAMno4YeyHUKoB ans
onpeaeneHnss BTOPUYHbIX 06bEMHbIX 06pasoBaHui Yy
nauueHToB C Knaccuyeckmumm dopmamm BAKH, vy
KOTOpbIX He yAaeTcs AOCTUYb LeneBblX noKasaTenewu
aHApPOreHoB, a TaKxe npu 3nu30Aax AJAvTeNbHOM
AeKOoMMeHcauum B aHaMHese y nauneHToB

BbinosIHEHO YyNbTpa3BYKOBOE WCCeA0BaHWE OpraHoB
MOLWOHKWN MY>XYUH

BbIMOSIHEHO yNIbTPa3BYKOBOE WCC/Ie[0BaHWE OpraHos
Manoro Tasa, npu nogo3peHmn Ha OART - MPT opraHoB
Masioro Tasa

BbimONHEHO Has3HayeHwe W/MnuM  KOppekuums  A03bl
rMIOKOKOPTUKOMAO0B MpU Knaccuyecknx gopmax BAKH,
rno nokasaHusamun - HBAKH

BbinoONHEHO Ha3HayeHwe W/UAM  Koppekuus  A03bl
MWHEPaNIOKOPTUKOMAOB Npu  conbTepsilowen dopme
BOKH

BbinonHeHa AEHCUTOMETpUSA npwu nepBnYHOM
obpaweHun, nmbo nNpu aHaMHEeCTUYEeCKUX A[aHHbIX O
nepuogax nepenosnmpoBkn [KC uAnM nepeHeceHHbIX
aTpaBMaTUYECKMX nepenomax
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Kapesa Mapusi AHapeeBHa, J.M.H., 3aBEAYIOIIasi OTACJICHUEM ONMYXOJEW SHIOKPUHHBIA CHCTEMBI

OI'bY «<HMULI snpoxpunonorun» Munzapasa Poccun, Mockaa.
Kongnuxm unmepecoe omcymcmeyem.

Kanunuenko Haranbs IOpbeBHa, K.M.H., BCA.H.C. OTACJIICHUA TUPCOUJTOJOINU, PEIPOAYKTUBHOI'O U

comarnyeckoro pazsutus PI'bY «HMMULL sunokpunonorun» Munsapasa Poccun, Mocksa.

Kongpnuxm unmepecoe omcymcmeyem.

HIupman bopuc MmuxaijioBud., acnupant HHcTUTyTa KiMHMYeCKOM 3HAOKpuHONoruu PI'bY

«HMMUL] sHnokpunonorun» Munzapasa Poccuu, Mockaa.
Kongnuxkm unmepecos omcymcmeyem.

®daneeB Basentun BuktopoBu4, 1.M.H., mpodeccop, 3aBeayromuid Kadeapod 3HIOKPUHOIOTUU
I'bOY BIIO «llepBpiit MOCKOBCKMH TOCYAapCTBEHHBIM MEIMIMHCKHM yHUBEpcUTeT uMeHu HM.M.

CeuenoBa», Mockaa.


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

Kongnuxkm unmepecoe omcymcmeyem.

buprokoBa Esena BanepbeBHa, A.M.H., podeccop kadeapbl dHIOKPUHOIOTUU U AHAOETOIOTUU
MI'MCY um. A.. EBnokumoBa, MockBa

Konghnukm unmepecose omcymcmeyem.

AHnudgepoB  Muxana  BopucoBuu, JI.M.H., mpodeccop, maBHeli  Bpau  ['BY3
«JHJIOKPUHOJIOTUYECKUN Aucnancep» Jlemapramenrta 3apaBooxpaHeHUs ropojia MOCKBBI, TJIaBHbBIN

SHAOKPUHOJIOT roposia MOCKBbI
Kongpnuxm unmepecoe omcymcmeyem.

CynaoroBa JI.A., a.m.H. mnpodeccop kadeapbl Tepanmuu C KypcaMd DHJIOKPUHOJIOTHH,
(GYHKIIMOHAIBHOW M yIbTPa3ByKoBoW auarHocTuku uHCTUTyTa HITP ®I'BOY BO Tromenckoro I'MY

Mun3znpasa Poccun, maBHBIN SHIOKPUHOJIOT TroMeHCKOM 00macT, TIoMeHb.
Kongpnuxkm unmepecoe omcymcmeyem.

Kucenésa T.I1., 1.M.H., npodeccop kadeapbl BHyTPEHHUX 00JIE3HEN U IHAOKPUHOJIOTHH YPaIbCKOTO
lT'ocymapctBeHHOr0  MEIMIMHCKOTO  YHUBEPCHUTETA, IJIABHBIA  SHAOKPHUHOJIOT  YPaJIbCKOTO

denepanbpHOTO OKpyra, ExaTrepuHOYpr.
Kongpnuxm unmepecoe omcymcmeyem.

Apmonunckasa M.U., 10KTOp MEAUIIMHCKUX HAyK, mpodeccop Kadeapsl akyepcTBa U THHEKOJIOTHH
OI'bOY BO C3I'MY umenn HN. N. MeunukoBa MunznpaBa Poccun, pykoBOOWUTENbL OTAENA
sHnokpuHosniorun penpoaykuuun DOI'BY «HUUM axymepctBa u runekonoruu umenu J[.O.Otray,

aBisgeTcs yieHoM Poccuiickoro o01ecTBa aKyepoB-rTuHEKOIOTOB.
Kongpnuxm unmepecoe omcymcmeyem.

Cyrypuna JL.B., n.m.H., mnpodeccop, pyKOBOAUTENb OTIENA OXpaHbl PENpPOIYyKTUBHOTO
3n0poBbst OI'BHY «Hayunblii neHTp mnpoOsieM 370pOBbsi CEMbU U PENPOAYKIMH YeIOBEKa» (T
WpkyTck), sBasercs wWieHOM AccOolUMaldd TUHEKOJOTOB-3HJIOKpUHOIOroB Poccum, uieHoM

Poccuiickoro o0miecTBa aKymepoB-ruHEKOJIOTOB.

Konghnukm unmepecose omcymcmeyem.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

1. PHAOKPUHOIOTH;
2. aKyuIep-ruHEeKOJIOT H;

3. TepaneBThI.

B OCHOBYy KIMHMYECKHMX PEKOMEHJALNN TMOJIOKEHbl CUCTEMaTHuecKue OO030pbl, METa-aHAJIU3bl U
OpUTHHANBbHBIC CTAaThU, a TaKKe Hay4dHble pabOThl MO JaHHOW mpoOmeMatuke B Poccuiickoit

®denepanuu U Apyrux CTpaHaX.
Metoabl, HCTIOIb30BAHHBIE /ISl OLEHKH Ka4eCTBA M CHJIbI /I0KA3aTe/IbCTB:

» KoHceHcyc 3kcnepToB
e OneHka 3HAYMMOCTH B COOTBETCTBUU C YPOBHSIMH JI0Ka3aT€IbHOCTH M KJIaCCAMH PEKOMEHJAlUl

(mpuitararoTcs).

Tabmuua II1 YpoBHH [J0CTOBEPHOCTH A0KA3aTENbCTB € YKAa3aHHEM MCIOJIb30BAHHOM

KJIaccu(PUKALMU YPOBHEH 10CTOBepHOCTH J0Ka3aTeabeTB (Y1)

yan WUepapxusa pAuM3aHOB KJIMHUYECKUX WUCCNeAOBaHUM MNo Yy6biBaHMIO YPOBHS [OCTOBEPHOCTHU
AokKa3satenbcTB OT 1 0 5

1 CuctemaTtmyeckuit 063op PKU c npumeHeHneM MeTa-aHanmsa

2 OtaenbHble PKW 1 cuctematnyeckmne o63opbl MccrienoBaHuin noboro gmsariHa (nommumo PKW) ¢ npuMmeHeHuem
MeTa-aHanusa

3 HepaHooOMU3MpOBaHHbIE CPAaBHUTENbHbIE UCCNIEA0BAHUSA, B T.4. KOrOPTHbIE UCCef0BaHUS

4 HecpaBHUTeNbHbIE WUCCEA0BaHUSA, OMUCAHUE KIIMHUYECKOro cfiyyasd WM Cepum CcrydaeB, UCccnefoBaHUs
LCNTYHan-KOHTPOJIb>»

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

Ta6muua I12. Hlkana onpenesienusi ypoBHel yoennteabHocTH pekoMenaanuii (YYP)

YYP Pacwudcdposka

A OAHO3HayHaa (cunbHasi) pekoMeHaauus (Bce WUCCNefoBaHUS WMEKT BbICOKOE WU YAOBETBOPUTENbHOE
METOA0J/I0rMYeckoe KayecTB, UX BbIBOAbI MO MHTEPECYIOWMM UCXOAAM SIBSIOTCS COr/laCoOBaHHbIMU)

B HeonHoO3Ha4vHasa (YCJ'IOBHaH) pekomMeHgauuna (He BCe nccneaoBaHuA MMEKT BbICOKOE nnun
YOOBNETBOPUTENBHOE METOA0JI0NMYEeCKOoe Ka4yecCcTBO n/Mnn ux BbIBOAbI MO UHTEPECYHOWMM UCXoAaM He
ABNAKOTCA COFJ'IaCOBaHHbIMVI)

C Huskas (cnabasi) pekomMeHaaums — OTCYTCTBME AOKA3aTEeNbCTB HaAsexallero kadyecTsa (Bce UccienoBaHus
MMEKT HU3KOEe MEeToAO0SIorMYeckoe KayecTBO M WX BbIBOAbl MO WMHTEPECYILWMM WUCXOAaM He SABASTCS
COrnacoBaHHbIMM)

Taoauua I13. Komounamun YIJI u YYP na je4eOHbIX, NPOPUIAKTHYECKUX BMENIATEILCTB U

peadMINTAIMOHHBIX MePONPUATHI (0€3 Yy4éTa Ba:KHOCTH MCXOI0B)

yaa Kputepuu onpeaeneHus YYP UToroebii YYP
1=Hawnbonee [OCTOBEpHble OAHOBpPEMEHHOE BbINOJIHEHWNE ABYX YC/IOBUM: A
AoKa3aTenbCTBa: 1. Bce wuccnenoBaHuMsi WMMEKOT BbICOKOE WAW  YAOBAETBOPUTENbHOE
cucrematmdeckne o63opbl PKN ¢ MeTOoA0/10rM4ecKkoe KayecTBo;
npUMeHeHneM MeTa-aHanusa 2. BbIBOAbI WCCNefOBaHM MO WMHTEPECYHLWMM UCXoAaM SIBASOTCS

corflacoBaHHbIMm*




yaa Kputepuun onpeaneneHuna YYP UtoroBbiii YYP

BbinosHeHMe X0Ts 6bl 0O4HOMO U3 YC/TOBUNA: B
1. He Bce uvccnenoBaHusi MMEKT BbICOKOE WU YAOBNETBOpPUTENbHOE
MeTOA0/I0rMyeckoe KayecTBo;

2. BblBOAbI MCCNefOBaHUI MO MHTEPECYIOWMM UCXOAaM He SIBISTCA
cornacoBaHHbIMU*

BbinonHeHMe XoTs 6bl 04HOrO U3 YC/IOBUNA: C
1. Bce nccnenoBaHnst UMEKT HU3KOE METOL0NOrMYecKoe KayecTso;

2. BbiBOAbI UCCNeAOBaHUM MO MHTEPECYOWNM MCXOAaM He ABNSAITCA
COrnacoBaHHbIMU

2=0TAeNbHble PKN " OAHOBpPEMEHHOE BbINMOSIHEHWNE ABYX YCOBWUN: A
cucremaTuyeckmne 0630pbI 1. Bce wuccnenoBaHWsl WMMelOT BbICOKOE WM  yAOBAETBOPUTENbHOE
nccnenoBaHun  nwboro aAusanHa METOA0/1I0rMMYecKoe KauyecTBo;

(nommmo PKW) ¢ npuMmeHeHueMm 2. BbiBOAbl WCCNeAOBaHWN MO WMHTEPECcYyLWUM UCXoAaM SBASKOTCH
MeTa-aHanusa cornacoBaHHbIMU*

BbinosiHeHMe x0Tst 6bl 0AHOMO U3 YC/IOBUN: B
1. He Bce vccnenoBaHUsi MMET BbICOKOE WU YAOBJETBOPUTENbHOE
MeToA0JI0rMYeckoe KayecTBo;

2. BblBOAblI MCCNefoOBaHUI MO MHTEPECYIOWMM UCXOAAM He SIBISHTCS
cornacoBaHHbIMU*

BbinosHeHMe XoTs 6bl 04HOro U3 YC/IOBUNA: C
1. Bce nccnenoBaHns UMEKT HU3KOE METOA00MrMYeCcKoe KayecTso;

2. BblBOAbI MCCNefOBaHUI MO MHTEPECYIOWMM UCXOAAaM He SIBISTCS
cornacoBaHHbIMU*

3=HepaHAOMM3NPOBaHHbIE OAHOBPEMEHHOE BbIMNOJIHEHUE ABYX YCI0BUIA: A
CpaBHWUTESIbHbIE WCCNEAOBaHUS B 1. Bce wccnefoBaHWs MMEHT BbICOKOE WM  YAOBIETBOPUTENIbHOE
T.4Y. KOrOpPTHbIE UCCNEf0BaHMS MEeTOA0N0rNYECcKoe KayecTBo;

2. BblBOAbl WCCeAOBaHWA MO MHTEPECYLMM WUCXO0AaM SIBASOTCS
COrNlacoBaHHbIMU*

BbinonHeHne xoTs 6bl 04HOr0 U3 YCOBUIA: B
1. He Bce uccnenoBaHWsi MMEKT BbICOKOE WNU yAOBNETBOPUTENbHOE
MEeTO/I0/I0OrMYECKOE Ka4yecTBo;

2. BbiBOAbI UCCNeaoBaHUI MO MHTEPECYIOWNM MCXO4aM He ABASHTCA
corflacoBaHHbIMU*

BbinosHeHMe x0Tst 6bl 0AHOMO U3 YC/IOBUN: C
1. Bce uccnenoBaHns UMEKT HU3KOEe MEeTOL0I0OMMYecKoe KavyecTso;

2. BbiBOAbI UCCNeAoBaHUI N0 MHTEPECYIOWNM MUCXOAaM He ABNSATCA
cornacoBaHHbIMU*

4=HecpaBHUWTENbHbIE UCCIEA0BaHUS, OMUCaHME KIIMHUYECKOrO C/lyYast Uan CeEpUN CydaeB C

5=HaunmMeHee pocToBepHble [OKa3aTesnbCTBa: MMeeTca Nuwb O06OCHOBaHME MexaHu3Ma AeNCTBUS C
(,D,OKJ'IVIHVI‘-leCKVIe MCCﬂe,D,OBaHVIFI) NN MHEHUNE 3KCNEPTOB

*Ecnu ouenuaercsa onno KU, To nanHoe ycioBue HE yUYUTHIBACTCS.
Casi3aHHBIE JOKYMEHTBI:

1. Ilopsgok  oOka3aHMsT MEIMLMHCKOM IOMOIIM  B3pPOCIOMY  HACEJIEHHI0O 1O  NpOoQHIIIo
«oupokpunonorus» (IIpukaz MunucrepctBa 3apaBooxpaHeHuss Poccuiickoir @exnepanuu oT 12
HOs10pst 2012 . N 899mn).

2. CtanjapT crnenuaiu3upoBaHHON MEAUIMHCKON MOMOIIM MPH BPOXKJICHHBIX aJPEHOTC€HUTAIbHBIX
HapyIIeHUsAX, cBsi3aHHBIX C¢ aeduuurom (epmentoB (IIpukaz MunucrepcTBa 31paBOOXpaHEHUS

Poccuiickoit @eneparuu ot 7 HOsiOpst 2012 1. Ne 658H)

IHopsinoxk 00HOBJIEHUS KIMHUYECKUX PeKOMeHIanuil — nepecmotp 1 pa3 B 3 roxa.



IIpunoxkenne A3. CnpaBo4yHbIe MaTepPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara



Ipuioxenue b. Ajaropurmsl aJeiicTBU Bpadya

MaureHT ¢ NoAo3IpEHHEM
Ha BROHAEHHY IO OUCDYHKLND
KOPBI HAONOUEUHUKOR

NuarHoc THEa

Dopma geduumTa
21-rnapoKcKnazel
Knaccuueckan?

¥ L

ANropuTM BeaeHHA
BEIPOCNEIY NALWEHTOR
€ Knaccuueckumm dopmanm
AedumTa
21-rigpokcKnasol

ANroprTM BEQeHWA
BIPOCNLIX NaUWeHTOR
¢ HEKNaccu4eckon dopmoi geduvunTa
21-mppokckunaze (HBOKH)

I. OOmiasg cxema

II. Anroput™M BelneHUs B3pOCHBIX MAIMEHTOB C Kiaccuueckumu ¢dopmamu nedummra 21-

TUAPOKCUIIA3bI

MaWenT ¢ YETaHOBNEHHEIM
B J2TCTEE AWArHOIOM BUPWNEHOW MAK
consTepaowen dopmamu BOKH

EcTe NoBBILIEHWE
AHApPOCTEHAMOHAE,
17000, TecTocTepoHta,
penrHa unu APT
Bbile Lenessix?

L J L J

Koppekuna 0o3bl [kKo-
H MUHERANOKOPTUKOWOOE
ONA BOCTUHEHWA UENeBbIX YPOBHEN
ropMoHOB

ExeronHoe gucnancepHoe HabniopeHne
(oueHKa penpoOyKTMEHON GYHKLMK,
MeTabonuueckny HapyLLleH W)

Y

III. AnroputM BeleHUS B3pOCTBIX TMAIMEHTOB C HeKJIaccuueckod Gopmoni nedunura 21-

ruapokcuiiassl (HBJIKH)



MNaymenTka c nogospedvem Ha HBKH

l

EcTe noEbwenne Her
17 ON glwe 30 HMonesN

{10 urimn)?

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

v

MpoeegeHne reHETUUECKOro

WCCNEA0BaHUA HA BbiARNEHWE
MYTALA B reHe

CYP 21 ruppoKcunazel

¥

= MYTALWK B reHe

Onardoz HBIKH noareepsaeq CYP21 rMApOKCHNa3b

L J

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

- Gecnnogwre/HeBbiHAMEaHNE
GepeMeHHOCTH

- HapylWeHWA MEHCTRPYANLHOMD LUK

- BbICOKAA CTEMNEHb MMPCYTHIMa
(FMPCYTHO® YOO BblWwe 15)




Ipuwioxenue B. Unpopmanus 1 manmeHTa

BpoxnenHas auchyHkuus kopbl  HaanodyeynukoB (BJIKH) — 3aboneBanue, cBsizZaHHOE C

HapylieHueM padoTsl HagnouyeuHukoB. Hagnoueunuku (HIT) — mapHbie opranbl HEOONBIIUX Pa3MEPOB,
pacnonoxeHHble 0u3ko K mouykaMm. CocToAT M3 2 OCHOBHBIX YacTe: BHYTPEHHSS 4acTh — MO3TOBOM
cioil, BeIpaOaTbiBaeT aapeHasvH u 3Ta Qynkuus npu B/IKH ne wnapymena. Hapyxubiii cioit —

KOPKOBBII CJIOM, UMEHHO TaM BO3HUKAIOT HapyLIEHUs, puBoAsaue K pa3sutuio BJIKH.

B xopxoBoM cnoe BbIpaOaThIBAIOTCS TOPMOHBI (CTEPOWIBI), KOTOPHIE MOAJEPKUBAIOT OCHOBHBIC
KU3HEHHbIE (YHKIMU OpraHu3Ma. DTH TOPMOHBI 00pa3yloTCsl M3 XOJIECTEPHUHA IIyTEM CIOXHOTO,
MHOTOATATHOTO TpoLecca M B KOHEYHOM HTOTe, B KOPKOBOM CJIO€ BbIpaOaThIBAIOTCA 3 TpYyMIbI

TOPMOHOB: KOPTHU30J1, aJbJOCTEPOH, MYKCKHE TTOJIOBBIE TOPMOHBI (aHIPOTEHBI).

Koprtu3soa perynupyer paboTy NpakTHUECKHM BCEX CHUCTEM OpraHuM3Ma: KpOBOOOpalleHHE, OTBET Ha

cTpecc (B TOM 4ucie Ipyu UH(EKIUHU, TPaBME) U MHOTO JIPYTOe

AJILI[OCTEpOH: OTBCHUACT 3a MOAACPKAHUC B OPraHU3MC HOPMAJIbHOI'O YPOBHSA TAKHUX BCUICCTB, KaK

KaJIiA, HaTpUH.

AHI[pOFeHbIZ BBIpa6aTI)IBaIOTC$I B HII kak Y MYXXYMH, TaK U y XCHIIWH, BJIIMAIOT HAa PCIIPOAYKTHBHOC

310POBLC.

PaGora HII xoHTponmpyeTcssi TOJIOBHBIM MO3ToM (rumnodusoMm, runoraiamycom). Eciam ypoBeHb
KOpPTH30Ja B KPOBH HEAOCTATOYEH JJIsi HOPMaJbHOW pPabOThl OpraHu3Ma, 3TO «PaCIO3HAETCS»
TUIOTaJaMyCOM, CHUTHajl Imepenaercd Tunodusy M B HEM HAUMHAET BbIPAOATHIBATHCS TOPMOH
koptukotrponH (AKTI'), xoTopeiii AeiicTByeT Ha KOPKOBBIM CIOM HAAMOYEYHUKOB - MPOUCXOAUT
BbIOpOC KopTu3osia. Korma B opranu3me AOCTUTAeTCs HOPMaIbHBIN YPOBEHb KOPTH30JIa, CTUMYJISIUS
runo¢uza npekpamaercs U Boipaborka AKTI cHmkaercs. Eciam manueHT nmpuHHMAaeT Ipernaparhbl
[JIIOKOKOPTHUKOCTEPOUIOB (CUHTETUUECKUN KOPTU30JI) B TaOJIeTKaX, MHBEKIHUAX, TO TUIIOTAIaMyC 0]
BO3JICHCTBUEM OTUX MpemnaparoB, cHuxkaeT BeIpaboTky AKTI runoduzom, HII He ctumynupyrotcs
AKTT u cuHTE3 KOPTU30J1a B OpraHU3Me YeJIoBeKa CHIKaeTcsl. Eciu Tepanus 1o KakMM-TO IPUYMHAM

IMPOBOAUTCA AJIUTCIIbHOC BPCMS B OOJIBIIINX J03ax, TO CHHTC3 «CBOCT'0» KOPTHU30JIa IPCKPAITACTCA.

Kak 06110 0TMEueHo BhIIIIE, Tporiece oOpa3zoBanusi ropMoHoB B HII MHOTOATaneH u Ha Ka)X[oM 3Tare
paboraet cBoii pepmeHT. Eciiu xots Ob1 1 depMeHT paboTaeT HempaBwibHO — pa3BuBaetcs B/IKH. B
koHeuyHOM utore, npu BJIKH Bo3HMKaeT HenocTaTok 00pa3oBaHUsI B OpraHu3Me KOpTU30ja U, B psijie
CJIy4aeB, aJIbJIOCTEPOHA, a AHAPOT€HbI CHHTE3UPYIOTCS B OPraHU3Me B NMOBBIIIEHHOM KonnyecTse. [Ipu
HU3KOM ypoBHE Koptuzojia y nanuentoB ¢ BJIKH nossimaercs ypoenb AKTI, koTOpbIil mbITaeTcs

«CcTUMYIIHpOBaTh» padoTy kopbl HII, Bo3HuKaeT paspacranue (runeprasus) Tkanu HII.

[Tpaktraeckn 90% cnyuaeB BJIKH cBs3ano ¢ HapymieHrneM paboThl pepMeHTa, KOTOPBIH Ha3bIBACTCS
21-ruapokcuiiaza. ITo MPOUCXOIUT M3-3a Pa3HBIX MYTallMi B T€HE, KOTOPBIM «OTBeyaeT» 3a paboTy
¢depmenra. T.e. BIKH — 310 reneruuecku oOycnosineHHoe 3a0oneBanue! [Ipu npakrruuecku nogHOM
HapylieHuu paboTsl pepMenTa - pasBuBaetcs knaccuueckas Gopma BJIKH. Knaccuueckas BJIKH sto

2 Buna (popmbl) 3aboseBaHus: BUpWIbHAS (IeUUIUT KOPTHU30ia, IPU HOPMAIBHOM OOpa3oBaHUU



albJ0CTEPOHA, BBIPAKEHHOE YBEJIMYEHHE aHJIPOTEHOB B OpPTaHM3ME) W coybTepstomas (aeduuut
KOpTH30da+aAeQUIUT albJI0CTEPOHA, BBIPAKEHHOE yBelWYeHHe aHaporeHoB). [lpu HemomHOM
HapylieHuu ¢pepMeHTa — BO3HUKaeT Heknaccuueckas popma BJIKH (Tonbko n3bbITouHOE 00pa3oBaHue

aH/IPOTCHOB, KOPTH30J1, aJIbJIOCTEPOH B HOPME).

Knaccuueckne ¢opma BJIKH nuarnoctupyercs ¢ poxaenusi, B PO ¢ 2006 r BBeneH CKpUHHMHT
HOBOPOXKJICHHBIX Ha 3TO 3a00j1eBaHne. ¥ HOBOPOXKICHHBIX C COJIBTEPSIONICH (opMoii 3a0oeBanms 0e3
JICYCHUS] BO3HHMKAET CHIKEHHUE alleTuTa, MOoTeps Beca, pBOTa (COJBTEPSIOIME Kpu3bl). Y
HOBOPOXKJEHHBIX JEBOYEK H3-3a HempaBwibHON paboTsl HII m oOpazoBanHus GoabLIOrO KOJIWYECTBA
aHJPOT€HOB M3MEHSIOTCS HAPY’KHBIE IOJIOBBIE OPraHbl MO MYXCKOMY THILY, YTO TpeOyeT B psize
Clly4aeB MPOBEJACHHUE TUIacTUYeCKux omepanuil. [Ipu BupunbHOU (opMe HE OBIBAET COIBTEPSIONMIUX
KpPHU30B, y IEBOYEK €CTh IPU3HAKU HAPYIICHUI HAPYKHBIX IOJOBBIX OPIaHOB, Y MAJIBYUKOB B BO3pPACTE
2-4 netr BO3HUKAIOT MPU3HAKU OBICTPOro pOCTa M MOJIOBOTO co3peBaHus. [letn Oe3 neueHus cHavasia
OTIEpPEkKAIOT CBEPCTHUKOB B POCTE, HO aHAPOTEHBI CIIOCOOCTBYIOT OBICTPOMY 3aKPBITHIO 30H POCTa B

KOCTAX M B KOHCYHOM HMTOTC, POCT IIAIIMCHTOB HHU3KHH.

Heknaccuueckas ¢opma BJIKH nuarnoctupyercss y MOJOABIX KEHIIMH WM TMOAPOCTKOB MpHU
00CJIeJTOBaHNUHU HA MPeIMET HEPETYISIPHOTO MEHCTPYaIbHOIO UK WM N30BITOYHOTO OBOJIOCEHUS. Y

MYXYUH 3TO COCTOSAHNEC HC BbI3bIBACT HUKAKHNX KIIMHUYCCKHUX IIPU3HAKOB U HEC JUATHOCTUPYCTCA.

Juarno3 BJIKH craBuTcst Ha 0OCHOBaHMHM KOMIUIEKCHOTO OOCJI€IOBAHMSI, BKITFOUAIOIIETO UCCIICIOBAHNE

YPOBHS TOPMOHOB, B psije cirydaeB Ha nmpooe ¢ AKTT, renernueckoro anammsa, Y3U, KT/MPT.

Hetu u B3pocibie ¢ knaccuueckumu ¢opmamu BJIKH nomxHBI MOXKU3HEHHO JeUUTCS TaOleTKamH,
COZIEPKAIMMHA KOPTU30J - TTIIOKOKOPTUKOUIaMU. [Ipy MOCTOSSHHOM JI€4eHNN HOPMAJM3yeTCsl YPOBEHb
AKTT u annporenoB B HII, Hopmanu3yeTcst ypoBeHb KOpTH307a B KpoBHU. [Ipu comprepstomieit hpopme
3a00sieBaHMsl JOIMOJHUTEIBLHO HA3HAYAIOTCS Mpenaparbl anbaocrepoHa. HeoOXogumMo MOMHHUTH, YTO
KOPTU30JI BaXEH NJIsi OpraHuM3Ma B JIOOBIX CTPECCOBBIX CHUTyalMs: MpH 3a00JIEBaHUSIX, TpaBMax,
onepatuBHbIX BMemarenscTBax. [Ipy BJIKH B HagmoyeyHumkax DanveHTOB HE IPOUCXOIAUT
HOPMAaJIbHOTO 00pa30BaHUsl KOPTU30JIa, IIOITOMY B CTPECCOBBIX CUTYAIUSX HEOOXOAMMO YBEIHMUUBAThH
J03y TIIIOKOKOPTUKOWJOB WJIM BBOAUTH MX BHYTPUMBIIIEYHO WM BHYTPUBEHHO. YUETKHIl anroputm

JIEVCTBUSA OJDKEH JaTh JICHAIMK Bpad MalueHTa.

[NanuenTtku ¢ Heknaccuyeckoit popmoit BJIKH tpelyrotr nuauBuayanbHOro noaxoaa. yY OOJIbIIMHCTBA
MAlMEHTOK TVIaBHAs ayno0a — M30BITOYHBIA POCT BOJOC HA TEJE, MPU ITOM MEHCTPYaJIbHBIM LMK
MOXXET OBITh HOPMAaJbHBIM W OECIIOaus MOXKET He ObITh. B Takux ciydasx peKOMEHIYIOT
UCIIOJIb30BaTh pa3/IMYHbIE METOABI SMWISALMUA. B cioydae, korga y HAlUMEHTOK €CThb IPOOJIEMBI €
3a4aTHeM WJIM BBIHAIIMBAHUEM OEPEMEHHOCTH WJIM BBIPAXKEHHOE HApYLIEHHWE MEHCTPYaIbHOTO LHKKIIA

— peuIacTCAa BOIIPOC O HABHAYCHHH TTIIOKOKOPTHKOW0B UJIM OPaJIbHBIX KOHTPALCIITUBOB.

HeobxomuMo oTMETUTD, U4TO J03bI MPEnapaToB MOAOUPAIOTCS WHIWBUAYATBHO SHJIOKPUHOJIOTOM MO
KOHTPOJIEM TOPMOHAJIBHBIX aHAIN30B KpOBH. J{uHaMudeckoe 00ciieIoBaHue B3POCIIBIX MAIIMEHTOB, KaK
npaBuiio, mpoBoauTcs 1-2 pasa B roa. O0s3aTebHO HAA0 MTPOBOAUTH OOCIEIOBAHUS I OOHAPYKEHUS

OCJIOKHEHUM 3a00JeBaHUS WJIH HOCJ'IG,Z[CTBI/II‘/JI HCTIPABHUJIBHOT'O JICUCHUA (COCTOHHI/IG JKCIIYAOYHO-



KHIICYHOro  TpakTa, Ha6J'IIO)1€HI/Ie O(l)T aJIbMOJIOTa, THHCKOJOTHMYCCKOEC MW  aHAPOJOTrHYCCKOC

o0ceoBaHue)

VY B3pocnbeix manueHToB ¢ BJIKH ecTecTBEHHO BO3HMKAIOT BOMPOCHI, CBSI3AHHBIE C BO3MOXKHOCTBIO
HacyeloBaHus 3a0o0neBaHusl UX AeTbMU. [Ipu cinusiHMK cniepMaTo3oujia U MaTepUHCKOM SIMIEKIETKH
dopmupyercsa reHoM miuona. Kaxpaas kieTka mioga coaepKuT 23 mapbl XpOMOCOMBI, IIPU 3TOM OAHA
XpOMOCOMa M3 mapbl OT Marepu, Apyras OT oTua. boie3Hp pa3BUBAETCA €CIU 2 XPOMOCOMBI COAEPKAaT
NOBPEXKACHHBI TeH (2 MyTaluH), €ClIM BbISIBIEHA TOJbKO 1 MyTamus (MOBpPEXAEH T€H OHOM
XpPOMOCOMBI), TO TaKO€ COCTOSIHHME HAa3bIBA€TCSl «3J0POBBIA HOCUTENbY». Temnepb paccMOTPUM
CUTYyallMI0, KOIZia B CYINpy>Keckoi mape oauH u3 maptHepoB Oosen BJIKH. B ciywae, ecnu npyroit
MapTHEp 3I0pOB, TO peOEHKY mepeaacTcs Toiabko 1 reH ¢ MyTanued u pedeHok OyaeT 3m0poB. Ecnu
naptHep Toxxe Oonen BJIKH wnu siBnsiercs 310poBbIM HOCUTENEM, TO BO3MOXKHA CUTYaLUsl POXKICHUS
pedbenka ¢ BJIKH. T.o. Takum cympyxeckuMm mapaM HeEoOXoJuMa KOHCYJIbTallusi TeHETHKa U

obOcremoBaHre MapTHEPa Ha TIPEAMET MyTaIluy B reHe pepMenTa 21 TuapoKCHIassl.

Yacras cutyauusa npu BJIKH — sto ncuxonoruueckue npobieMbl. ITo 3a0ojeBaHuE, 0€3yClIOBHO,
SABJSIETCS  CTPECCOM  JUISl WIEHOB CEMbM M B3pOCHbIX NauuMeHToB. CrienHaIn3upOoBaHHAA
MICUXOJIOTHYECKasi TIOMOIIh BO MHOTHX CTpaHaX SBISETCSA HEOThEMJIEMON YacThi0 paboThl ¢

nanueHtamu ¢ BJIKH.

B 3akmiouenun xorenock Obl ckazarh, uro BJIKH - 3a0oneBanue, mommaromeecs nedenuto. [lpu
aJICKBaTHOM TEpanuy W KaueCTBEHHOM HAONIONEHWHU 3a MAIlMeHTaMU OHU BEAyT HOPMAJIbHBIA 00pa3
KU3HU, TOJHOCTHIO COLMAJIbHO AJaNTUPYIOTCS, MOJIy4aroT 0Opa3oBaHME, CO3/al0T CEMBH,

BOCIIMTBIBAIOT JICTEH.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKoOMeHIalusX

I.1. IToacuer rupCyTHOIO YUC/IAa MO0 MOAUPUIUPOBAHHON HIKade DeppuMaHa-
T'onuBest
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I'2. XapakTepucTuKa INIIOKO- 1 MUHEPAJOKOPTHKOU/IHBIX NMPENaparoB JIs
Jeyenuss BJIKH

I'mokokopTrkonabl MexaHusM aeiicTBUA U papMakogorudeckue 3Qppexkrol. MexaHnusm IencTBus
JIFOKOKOPTUKOWIOB OCHOBAH HA MX CBSI3BIBAHWU C BHYTPHUKJICTOYHBIMU CTEPOMIHBIMU PELIENTOPAMU,
IIPX 3TOM TOPMOHBI PETYJIUPYIOT 3KCIPECCUIO MIUPOKOrO CHEKTPa F€HOB HAa TPAHCKPUIILMOHHOM U
IOCT TPAHCKPUILMOHHOM YypPOBHSX. [JIFOKOKOPTUKOMABI WIPAIOT BAXHYK pOJIb B aJalTaluu
Opra’usMa K CTPECCOPHBIM BO3ACHCTBUSAM BHEIIHEU CPEbl, OKa3blBas MHOIOCTOPOHHEE BIIMSIHUE Ha
oOMeH BemiecTB. OHU CHOCOOCTBYIOT Pa3BUTHIO THIEPITTUKEMUU Yepe3 HECKOIbKO MEXaHU3MOB:
CTUMYJIUPYIOT TI€YCHOUHBIN IIIOKOHEOTeHEe3; YCWJIMBAIOT KaTabonu3M OCJIKOB, CTUMYIHPYS
BBICBOOOK/ICHHE AaMHUHOKHUCIOT — CyOCTparoB TIJIIOKOHEOT€HE3a; CHWIKAIOT TMOTpeOieHue U
WCIIOJIb30BAHKME TJIIOKO3bl JKUPOBOW TKaHBIO; YBENMYUBAIOT 3(PPEKTUBHOCTH JEHCTBUS TOPMOHOB,
CTUMYJIHMPYIONIUX  KIIOYEBbIE METAa0OIMYECKHE TMPOIECChl, B TOM YHCJIE IJIIOKOHEOTEHE3.

FJIIOKOKOPTI/IKOI/IIIBI YCHIINBAIOT JIMIIOJIUTUYICCKOC HeﬁCTBHe karexojlaMuHOB M CTI' u moOBBIIIAIOT



cofiepaHue CBOOOMHBIX KMPHBIX KUCIOT B IJIa3Me; OKa3bIBalOT aHaboIMYecKoe AeiicTBUe Ha OOMeH
OeNKOB B TMEUEHU M KaTabOJMYeCcKOe — B MBIIIIAX, KUPOBOU U TUM(OUIHON TKAHIX, KOXKE, KOCTAX.
OHU TONABISAIOT POCT U JeieHHe (PUOPOOIACTOB M CHUHTE3 KOJUIAreHa, 3a CYET Yero HapylaroT
penapatuBHy0 (pa3y BOCHajeHUs; MPU WX HU30BITKE YCUIIMBAETCA KOCTHAs pe30pOIHs, MOAaBIsCTCS
KocteoOpa3oBanue, B pesyasrare dero cHuxkaercs MIIKT. ImokokopTukonasl o0nagaloT CHIIBHBIM
IPOTUBOBOCHAIUTENILHBIM U KMMYHOCYIIPECCUBHBIM JeiicTBUEM. B cucteme runoranamyc—Tunopus—
HAJMOYEUHUKN  JEHUCTBYET  KJIACCHUYECKUW  MPUHLIHUII CBSI3H:

«OTpHIIATEIFHON  0OpaTHOU

TJTIOKOKOPTHKOUBI  TIOJABIISIIOT  00pa3oBaHMe KOPTHUKOTpomuH-pum3uHr-ropmona u - AKTI. B
SHJOKPUHOJIOTMM OCHOBHOE€ IIOKA3aHHUE JUIl HA3HAUYCHMS DIFOKOKOPTUKOMIOB — 3aMECTUTENIbHAsS

Tepanusi Mpy HEAOCTATOYHOCTU (QYHKIIUU KOPBI HAITOYEUHHUKOB.

[To mpOMOMKUTENIBPHOCTH JCUCTBUS Tpenaparbl TITIOKOKOPTUKOMIIOB pa3leisaioT Ha 3 TPYNIbL:
KOPOTKOTO JCHCTBUSI (TUIPOKOPTU3OH), CPEAHEH MPOJOJDKUTEIBHOCTH ACHCTBUS (TPEIHU30JIOH,
METWINPETHU30IOH) U JJIMTEIBHOTO JACHCTBUS ([I€KCaMETa30H).

Kpome TOro, pasznuuna wu

OmoorrmuecKkast akTUBHOCTH IpernaparoB (Tadum. I'1).

Tabmuuma I'2.1. CpaBHuTenbHas  XapakTepUCTHKA  MPENAapaToB  [IIIOKOKOPTHUKOHWJIOB U
MHUHCPATOKOPTUKON 0B
Mpenapartbl CraHpapTHas AKTUBHOCTb
TabnernpoBaHHas
copma, >KBMBaJZIeHTHas
no rJIOKOKOPTUKOUAHOMN
aKTUBHOCTH, MI
[nokokopTMKOMAHasA MwnHepanokopTukouaHas AKTT -
nogasnstowas
MMAapoKOpPTU30H 20 1 1 +
[MpeaHu3onoH 5 4 0,5 ++
MeTunnpeaHU30n0H 4 5 0,1 ++
[JekcameTasoH 0,5 30 0,05 +++
OnyapOKOPTU3OH 0,1 15 150 -

@apmarokunemuxa. [Ipu mpueMe BHYTPb TITIOKOKOPTHUKOU B Xopomio BcackiBaroTesa B JKKT, npuuem
IpreM UMM Majo BIMUSET Ha UX abcopOmwmro. Jlpyrue myTH BBEIACHHUS MpEnaparoB MPHU JCUECHUU
SHJOKPUHHBIX 3a00J€BaHUM NPAKTUUECKH HE HCIOIB3YIOT, 3a HCKIIOYEHHUEM CJIy4aeB OCTpOM
HaJmoyeuyHukoBor HepoctatouHoctd (OHH), xorma ruapokopTH30H BBOIAT TMapeHTEPaIbHO.
Hecmorpss Ha kopotkue Tip, B TKaHSAX DIIOKOKOPTUKOWBI COXPAHSIIOTCS TOpa3fo JoJiblle, B

COOTBETCTBUHM C YEM UX TepaneBThYeckue 3(h(PeKThl J0CTaTOUHO JIuTeNbHbIe (Tadm. 12, 1'3).

Tabmuua I'2.2. @apMakoKMHETHKA NPENapaToB INIIOKOKOPTHKOU]IOB

MpenapaTt T1/2 U3 Nnasmbl KPOBU, Y T1/2 U3 TKaHEN, 4
MMApOKOPTU3OH 0,5-2 8-12
[MpeaHusonoH 2-4 12-36
MeTunnpenH3osoH 2-4 12-36
[JekcameTasoH 5 36-54




L 1 1 |
Ilobounvie s¢ghghexmopi. YacToTa pa3BuTHs U BeIpakeHHOCTh HITP TIIOKOKOPTHKOMIOB 3aBUCST OT JI03BI

U JUIMTEIIBHOCTH UX MpPUMEHEHUs. XapaKTepHble I[OOOYHbIE SBICHUS MpU MapeHTEepaIbHOM
MPUMEHEHUU TIIIOKOKOPTUKOUIOB OOBIYHO OOpAaTUMBI M1 MOTYT OBbITh YCTPAHEHBI UJIM YMEHBIIEHBI TIPU

CHUMXXCHHUU TO3HI.

OHOOKpuHHas cucmema: yYTHETEHUWE (QPYHKIMM HAANOYEYHUKOB, BTOPUYHAS apEaKTUBHOCTD
HAJIOYEUHUKOB U TUNO(pU3a Pa3IMdYHOro reHesa, pasutue cuuapoma Nuenko—Kymmnra, HapyieHus
MEHCTPYaJIbHOIO LIMKJIA, CHUKEHUE TOJIEPAHTHOCTH K IIIIOKO3€, MPOSBICHUE JIATEHTHOTO CAXapHOIO
nuabera (CJl), moBbllIeHHWE MOTPEOHOCTH B HHCYIMHE WIHM TEPOPATbHBIX THIIOITMKEMHYECKUX

cpenctBax y 6ompHbIX C/I.

JKKT: mentuyeckasi si3Ba C BO3MOXKHBIM MPOOOJCHHEM U KPOBOTEUEHHEM, MaHKPEATUT (TOILIHOTA,
pBOTa), B3AyTHE XKUBOTA, 3PO3UBHBIN/SI3BEHHBbIN 330(parut; nosbimieHue aktuBHOCTH AJIT, ACT u
menounoit docdarazer (ILID) B chIBOpOTKE KpoBH (OOBIYHO 3TH M3MEHEHUS HE3HAYUTEIBHBI, HE

CBSI3aHBI ¢ KAKUMH-TU00 KIMHUYECKUMU CHUHAPOMAaMHU U O6paTI/IMBI MMOCJIC MPEKPAIICHUA J'IC‘-ICHI/ISI).

Cepoeuno-cocyoucmas cucmema: XCH y OOIBHBIX C COOTBETCTBYIOLIEH MNPEAPACIIONOKEHHOCTHIO,
MOBBIIIEHUE apTepuanbHoro aasineHus (AJl), y OOTBHBIX C OCTPHIM U MOAOCTPHIM HH(PAPKTOM
MHOKap/ia — paclpoCTpaHEHUE odara HEKpo3a, 3ameaiieHue (GpopMHpoBaHMS PYOLIOBOM TKaHM, YTO

MOJKET IPUBECTH K Pa3pbIBy CEPACUHOMN MBIIILIBI.

Hepenas cucmema: NOBBIIEHHE BHYTPUUYEPETIHOTO NABJIEHHSI C OTEKOM JMCKA 3PUTENBHOIO HEpBa,
CY[IOpOTH, TOJIOBOKPY>KEHHUE, TOJIOBHAsi 00Jb, NEIUpUH, Ae30pueHTalus, 3h(opus, ramiolrHaluy,

MaHHaKaJIbHO-AEIPECCUBHBIN MICUX03, AEMPECCUS, TAPAHOMSI.

Opeanvl uyecme: 3aiHASI CyOKanCyJsipHas KaTapakTa, MOBBIIICHUE BHyTpuriazHoro aasinenus (BI/),
IJ1ayKOMa C BO3MOXKHBIM TMOBPEKACHUEM 3PUTEIBHOTO HEPBA, SK30()TambM, CKIOHHOCTh K Pa3BUTHIO

BTOPUYHBIX OAKTEPUATBHBIX, TPUOKOBBIX WJIM BUPYCHBIX MH(EKIUH TI1a3.
Oomen 6euyecms: OTPUTIATENIBHBINA a30TUCTHINA OaaHc, 00yCIIOBICHHBIN KaTaO0IU3MOM OEIKOB.

Onopno-0sucamenvhuas cucmema: «CTEPOUJIHAS» MHOINATUSA, CHW)KCHHE MBIIIEYHOM MaccChl,
OCTEOIOPO3, PAa3PbIBBl CYXOXKUIUH, B OCOOEHHOCTH axXWJJIOBA CYXOXKUJIHUS, KOMIIPECCHOHHBIE
NepesIoMbl  TIO3BOHKOB, AaCENTHUYECKU HEKpo3 dSmudu3oB OeApeHHONW © IUIEYEBOM  KOCTH,

MMaTOJIOTUYCCKHC MMCPCIOMBI JJIMHHBIX KOCTEH.

Koorcuwvie nokpoesvl: MCIAJICHHOC 3aXMBJICHHUC paH, HMCTOHYCHHUEC U CHHXXCHUC IIPOYHOCTH KOXU,
IICTCXNH, ODKXHUMO3bI, J3pUTCMA JIMId, BO3MOXXHOC IIOAABJICHHUC pPCAKIMU IIPpU KOXHBIX TCCTAX,

TUPCYTU3M, OBBIILIEHHOE MOTOOT/ACIICHHUE.
Annepeuneckue peakyuu: TeHepaIn30BaHHbIC (KOKHAS CBHINb/KPAITUBHUIIA).

/[pyeue: TOBBIIICHUE alllIeTUTA, HMKOTA, APUTMHUHU, TUNEPKOATYISIMSA, TPOMOO3bl, TpoPUUECKUe
W3MEHEHUSI POTOBHUIIbI, TOBBILICHHOE BBIBEAECHUE KAJIbLHUs, TUIIOKAIbLUAEMUSA, pPa3BUTHE WIIU

obocTpenre MHMEKIIMOHHBIX 3a00JIEBaHUH.



Cunopom «ommeHbl»: €CIIM y TalUeHTa, JUIMTEIbHO MPUHHUMAIOLIETO IIIOKOKOPTUKOUBI, OBICTPO
YMEHbBIIATh J03y IMpenapara, MOTYT pa3BUTbCA MPU3HAKK HAJIOYEYHHKOBOM HEIOCTATOYHOCTH,
apTepuaibHas TUIOTEH3Us U cMepTh. Kpome TOro, BOZBMOXKHO pa3BUTHE CHUHIPOMA «OTMEHBD», HE
CBA3aHHOIO C HAJMNOYEUYHHKOBOW HEIOCTATOYHOCTBHIO (AHOPEKCHs, TOLIHOTAa, pPBOTA, JIETApTHsi,
roJioBHasi O0Jb, JMXOpajKa, apTpairus, JAeCKBaMallys SMUTENHs, MUAJTUs, CHIDKEHHUE Macchl Tela,

cHmxenue AJl).

Tadoauma 1'2.3. JlekapcTBeHHBIE B3aUMOJICUCTBUS TIIFOKOKOPTUKOUI0B

Mpenapatbl SddekTbl

BnokaTopbl KanbUMEBbIX KaHaNoB, XUHUAWH, | CHuxeHue ahheKTUBHOCTM NEPEUMCIIEHHbIX NPenapaTos
3PUTPOMULINH, UHANHABUP

HMBM BospacTtaHue pucka dopmmnpoBaHus 538 B XKKT

NHaykTopbl depmeHTa CYP3A4 (Hanpumep, OcnabneHune AelACTBUS TNIOKOKOPTUKONAO0B
deHnTonH, deHobapbutan, kapbamasenuH,
NpUMUAOH, pudabyTuH, pudamMmnuumH) mnu

npenapaTos, MOBbILLAKLLNX
mMeTabonuyecknin KJIMpeHC

rMIOKOKOPTUKOMAO0B (acbenpuH n

aMUHOrTETUMNA)

NHrnbutopsl depmeHTa CYP3A4 YBenMyeHue KoOHUEeHTpaLuun rinioKOKOPTUKOUAOB B KPOBU
(KeTO)KOHaBOﬂ, MaKponuaHble aHTUBMOTUKKN

n ap.

fmnornnkemmnyeckue, aHTUrMNEpTEH3UBHbIE [NMOKOKOPTUKOUAbLlI YMEHbLUAKT TepareBTu4eckoe nencrene nepeyvyncneHHbIxX
npenapatsbl, npasnkKBaHTENb n npenapaTtosB
KannmebiBoAdLWMNE ANYPETUKN

lenapvH, anbeHpaason, kanuiicbeperatowme | [oBbIWEHWE aKTUBHOCTU NEPEUYNCIEHHBIX MpenapaToB
AVNYPETUKHN

HenpsaMble aHTUKOArynsHTbI M3MeHeHMs CBEPTbLIBAEMOCTM KPOBU

AHTaroHuCTbI B>-aapeHOpeLLEnTOpOB, MNpUMEHeHME BbICOKMX [03 T[JIIOKOKOPTUKOWAOB YBEMUMBAET PUCK pasBUTUSA
TWasuaHble LVNYPETUKH, dypocemua, | runokanmemunmn

3TaKkpuHOBas KMcnoTa, NHIMBUTOPbI

kapboaHrngpasbl, amboTepULMH

AHTauMAbI YMeHbLaloT BCacblBaHME MIOKOKOPTUKOUAOB Npu NpueMe BHYTPb
CaJ'IVILlVIIIaTbI YBenmyeHme noyeyHoro KNnpeHca canmumnaToB
OpanbHbie KOHTpauenTuBbl, Yeenuuerue Ty, MOKOKOPTMKOMAO0B

AHTUTUPpEONAHbIE NpenapaTbl

Tanngomupg, B0O3MOXHO pa3BuUTUE TOKCMYECKOro 3anNuaepManibHOro HeKposansa

Cep,u,equle rMnMKo3nabl [NMOKOKOPTUKOUAbLI  MOryT rOBbIWATb PUCK BO3HUKHOBEHUSA apuUTMUU UK
ANTUTANTMCHOU UHTOKCUKaunn

ComaTponuH 3amepneHue abcopbunmn comatponuHa

DTaHon, 3TaHoNcoAepXKallne npenapatbl YBennyeHne 4acTtoTbl TMOSBAEHUS WANW WHTEHCUMBHOCTM 3SPO3UBHO-SI3BEHHbIX
nopaxeHun XXKT

MunepanokopTukouabl. MexaHusm aeicTeus u papmaxosiornyeckue 3pdexrol.

OcHoBHast (YHKIIUS MHHEPAIOKOPTHKOWUJIOB — 3aJIep’KKa B OPTraHW3ME HaTpHUS M IOJACP)KaHHE
(U3HOTOTHIECKOW OCMOJIIPHOCTH BHYTPEHHEW cpenbl. [J1aBHBIM OpraH-MHUIIEHb 3THX TOPMOHOB —
MOYKa, 7€ OHU YCWJIMBAIOT aKTUBHYIO peabCcopOInio HAaTpus B AUCTAJbHBIX M3BUTHIX KaHAJbIAX U
coOMpaTenbHBIX TPYyOOUKaxX, CTUMyIHpys oskcmpeccnio TeHa Na'-K'-ATdaser. Kpome Toro,

MHHCPAJTOKOPTUKOUIbI CHOCO6CTBy}OT BBIZICJICHUIO ITOYKaMW MOHOB KaJIMd, BOAOPOda 1 aMMOHUA. I[J'I}I



3aMECTUTEIILHON TCparunun MI/IHepaHOKOpTI/IKOPI)]HOﬁ HCAOCTATOYHOCTH B  HACTOALICC BPEMA

IPUMEHSETCS TOJIBKO (PIyApPOKOPTU3O0H.

@apmakoxunemuxa. [locne mpuema BHYTpPh (QIyIpOKOPTH30H OBICTPO U MOJHOCTHIO BCACHIBACTCS U3
KKT. Cpax GayapoxopTu3oHa B IUIa3Me JTOCTHraeTcsl MpuOnmu3uTensHo uepe3 2 4. CBs3bIBaHUE C
oenkamu 1uiazmbel — 42%. MertaOonu3upyercss B eyeHu. BoIBOAUTCS MOYKaMU B BUJIE HEAKTUBHBIX
MeTabomuToB. T, u3 mnasmel — 3,5 4. Jlerko mpoxomuTt rucroremMarndeckne oapbepsl. Tip — 18—

36 u. He3HauuTenbHasi 4acTh SKCKPETUPYETCS IIPH JIAKTALIUH.

Ocobennocmu npumenenus. Ilpenapar s¢ddexkTrBeH Tpu NpuUeMe BHYTPh W 00JagacT MOITHBIM
MHHEPaJIOKOPTUKOUIHBIM JICHCTBHEM, COMOCTABUMBIM C alIbIOCTEPOHOM. [Ipr GEpeMEHHOCTH MOXKET
noTpeOOBaThCs yBEIMUYCHHUE J103bI (DITYIPOKOPTHU30HA, TTOCKOJIBKY 3HAUYUTEIBHO TOBBIIIACTCS YPOBCHb
IPOreCTepOHa — aHTAarOHHWCTAa MUHEPAJTOKOPTUKOMIHBIX perentopoB. MHora 103y GuyapoKopTH30HA
MIPUXOJUTCS YBEIIMYMBAThH B JIETHEE BpeMs (0OCOOCHHO B YCIOBHSX YKAPKOTO KiMMara) u3-3a OOJIBIITUX

MOTEPh C TTOTOM HATpUs U BOJbI (Tadm. ['4).
Ilob6ounoe Oeticmaue.

Co cmoponvl cepoeuno-cocyoucmoui cucmemvl: Al, mepudepudeckne OTeKH, THIEPTPOPHS JTEBOTO
KEJyJouKa Ceplla, HEeI0CTaTOYHOCTh KPOBOOOpAIEHUs, TUIEPHATPUEMHUS, T'MIOKAJIbLIUEMUS,
aputmuu, Opaaukapaus, udmeHenus Ha DKI, xapakrepHbie A TUIOKAJIMEMHH, TUIIEPKOATYIISIUS,

TPOMOO3BI, OOIUTEPUPYIOITUI SHIAPTCPUHT.

Co cmoponvl 0OnOpHO-08UcAMENbHO20 annapama. MbIIIIedHas CIa00CTh, CTEPOHIHAS TOTEPS
MBIIIIEYHOM MaCChl, OCTEONOPO3, KOMIIPECCUOHHBIN IEPEJOM MMO3BOHOYHUKA, ACCNTUYECCKUU HEKPO3

TOJIOBOK OeIpeHHOM U TJIeYEeBOM KOCTEH, MaTOIOrMUeCKHe MePeOMbl JUTMHHBIX TPYOUYaThIX KOCTEH.

Co cmoponvl JKKT. CrepousiHas si3Ba ¢ BO3MOXHBIM IPOOOJEHUEM M KPOBOTCUCHHUEM, MAHKPEATHUT;
METEOpU3M, SI3BEHHBIN 330(arut, HapylICHUS MUIIEBAPEHUS, TOIIHOTA, MOBBLIIICHUE WU CHIKCHUE

anmneTuTa, pBoTa, ukota, nopsiieHne akTuBHOCTH AJIT, ACT u ILD.

Co CMOPOHbL KoJHcUu. YIrpu, 3aMCAJICHHOC 3AKUBJICHUC paH; HCTOHUYCHHUC KOXKHU; IICTCXUN U I'CMATOMBEI,
SpUTEMaA, MOBBINICHHAA MMOTIMBOCTD, aﬂﬂepmqecxnﬁ ACPMATUT, KpallMBHUIIA, aHFI/IOHeBpOTI/I‘-IeCKI/Iﬁ

OTEK, IKXMMO3bI, TUIIEP- WJIA TUIIONIMTMEHTALNS, CKIIOHHOCTh K Pa3BUTHIO ITMOJEPMUN U KaHAUA034.
Co cmoponwr [[HC: nossiienne BUJI, cymoporu, ronoBokpyskeHue, TojioBHasE 007k, HApYIICHHS CHA.

Co cmopoHbl 0peaH08 SHOOKPUHHOU Ccucmembl: BTOPUYHAs HAAMOYEYHUKOBAsT W THUIIOTAIaMO-
runoduzapHasi HEAOCTaTOYHOCTh, cUHApoM KyimHra, Hapymenuss mMeHcTpyaidbHoro mukia; HTI
manudecranus jareHtHoro CJ| u moBbIlIeHWE MOTPEOHOCTH B HWHCYJIMHE WM TEpPOpajbHBIX

TUIONIMKEMHUYECKUX npenaparax y 6onbHbIX ¢ CJI; rupcyTusm.

Co cmoponbl opeana 3peHus: 3aTHAS CYOKamCyNIspHas KaTapakTa, YBEIUYCHHE BHYTPUITIA3HOTO
JABJICHHUS, TJIayKOMa, YK30()TalbM, CKIIOHHOCTh K Pa3BUTHIO BTOPUYHBIX OAKTEPHAIBHBIX, TPUOKOBBIX

WIM BUPYCHBIX MH(PEKIMH 1J1a3, TPOPUUECKUE N3MEHEHHS POTOBHULIBI.



Co cmoponbwl ncuxuueckot cghepvl: MAHUW WK IETUPUO3HBIA CHHIPOM.

Memabonuueckue HapyuwieHus: OTPULATEIbHBIM a30TUCTBIA OallaHC; TUMEPIIIMKEMUS; TIIOKO3ypHs,

IIOBBIIII€CHHOC BBIBECICHUEC Ca2+, TUIIOKAIUEMHUYECKUMN CHUHAPOM.

IIpouue: aHapuUIAKTUYECKUE pEAKIUHU; YBEIMYEHHE Macchl Tela; MAaCKUPOBKa CHUMIITOMOB

MH(DEKIMOHHBIX 3a00JeBaHU; 0OMOPOKH; pa3BUTHE WIH 000CTpeHre MHEOEKIUi (MOSBICHUIO ATOU
(HITP)

HMMYHOIACTIPECCAHTBI U BaKI_II/IHaHI/ISI); HeﬁKOHHTypH}I; CUHAPOM KOTMCHBID».

HEKeJIaTeJIbHOM  MOOOYHON — peakuuu CHOCOOCTBYIOT ~ COBMECTHO  NPUMEHsSIEMbIE

Tab6auua I'2.4. BaumoaeiictBue (yIpoKOpTU30HA C APYTHUMH JIEKAPCTBEHHBIMU CPECTBAMU

Mpenapar

SddekTbi

CucTteMHble rKO- N MUMHEPaNOKOPTUKOUAbI

MoBblwaeT 3PPEeKTUBHOCTb (M TOKCUYHOCTb)

AHabonnueckune cTtepounabl, aHAPOreHbl

CHumxaeT 3PpPeKTUBHOCTb, YBEIUYMBAET FEMAaTOTOKCMYHOCTb, MOBLIWAET PUCK
pa3BuTUS nepudepuyecknx oTekos, yrpein (NMpUMeHATb OCTOPOXHO 60ne3HsAX
neyeHn 1 cepaua)

CepaeuHble
BbI3blBatoLwwme
amdoTepmumH B)

rmnKkosnabl n
rmnokaameMmunio

npenaparbl,
(anypetnku,

YcunusaeTt BeposaTHOCTb HIMP

HaTpuiicoaepxalume npenapatbl

BospacTaeT puck pa3BuTus nepudepruyeckmx OTEKOB U rMMNepTeH3UN

AueTtuncanuuunosas kucnota n gpyrue HIMBIM

[MoBbIWAETCa PUCK U3BA3BIEHUS cnn3ncTom 060104Km xXenyaka

BapbuTypathl, NpoTUBO3NUNENTUYECKUNE
cpeacTBa (beHnTouH, kapbamasenuH),
pudamnmumH

YckopstoT MeTabonm3M KOPTUKOCTEPOUAOB (MyTeM UHAYKUMU MUKPOCOMasbHbIX
depMeHTOB) 1 0CNabnatoT ux AencTeme

KOK, coaepxalime acTporeHbl

3ameanatT MeTabonusm,
hNyapoKopTM30Ha

yBenuumsaloT Ty W yCcuUnuBaloT  AelicTBUE

AHTUIrMCTaMUHHbIE NpenapaThl

OcnabnstoT gencreme bnyapoKopTU30Ha

AHTUKOArynsHTel  (NPOM3BOAHbIE KyMapwuHa,
WHOAHAMOH, renapwvH), CTpenToKkMHasa,
ypOKMHasa

B3bIBalOT CHUXEHWE, @ Y HEKOTOPbIX 60MbHbIX — MOBbIeHNe 3DDEKTUBHOCTH
bNyapOKOPTM30Ha

TpuunKNU4eckne aHTuaenpeccaHTbl

MoryT ycunumBaTb MNCUXMYECKME HapYLIEeHUS, CBSA3a@HHble C MNPUEMOM
bnyapokopTM3oHa (He cneayeT HasHadaTb WX ANS  JIeYeHUS  AaHHbIX
HapyLeHWin)

SdenpuH

MoXeT yCKOpsiTb MeTabosiM3M KOPTUKOCTEPOUAOB (BO3MOXHA KOPPEeKUUs A03bl
bAyaApoKOpTU30HA)

[MepopasnbHble rMAOrIMKEMUYECKME CPEACTBa U

Ocnabnsert rmunornnkemmyeckoe Aencreme

WNHCYNWNH (BO3MOXHa KoppeKkuus [03bl
rMNOrINKEMUYECKNX CPEACTB)
Kanuncbeperawowue OVYPETUKM, OcnabnseTt gencreune

cnabutenbHble cpeacTea

MMMyHOAenpeccaHTbl

MoBbiwaeTcs puck pasBuTUA NHpeKkumn,
numdonponudepaTMBHbIX 3aboneBaHni

nmMdom " apyrux

CoBMecCTHOe NMpUMEHEHNE C AenonAapusyrowmnmm
MUoperiakCaHTaMmn

ONyapOKOPTU3OH MOXET cnocobcTBoBaThb YCUNEHUIO 6nokagbl cuHancos w
npuneoanTb K YBEIUYEHUIKD NPOAO/IKUTESIbHOCTU HEPBHO-MbIWLEYHOU 6nokagbl
3a CYeT rmnokanbuemMmnmn

MpuUMeHeHWe  BaKUWH, COAEpXalUMX >KMBble Bo3MoxxHa pennuvkauuss BupycoB (pa3BUTME BUPYCHbIX 3aboneBaHuin) u

BUPYCbI CHMXeHMe  BblpaboTkM  aHTUTen  (OAHOBPEMEHHOE  MPUMEHEHWE  He
pekomeHayeTcs)

Opyruve BaKLMHbI B coyeTaHum C MoBbILWAKT PUCK HEBPOMOrMYECKUX OCIOXHEHUA W CHWXAKT BbipaboTky

GNyapoKOPTM30HOM aHTUTEen

Tabmuua I'2.5. Cxema koppekunu 3amecTuTeNnbHOM Tepanuu npu BJIKH




Ycnosune [eiicTBne

Nlnxopaaka YBenuueHue A03bl rTMAPOKOPTU30HaA B 2 pa3a npu t 38rpC, B 3
pasza npu t 39rpC go Hopmanmzaumm (0b6bl4HO 2-3 AHA);
NOBbILEHHOE ynotpebneHue 3NEeKTPONT-CoAEPKALLNX
XNAKOCTEN

[acTpoaHTeput wnm  TpaBmMa (Npuem  opanbHbiX  GopM 'mapokopTnsoH B/M 100 Mr B cyTku (Hanpumep, yTpom 50 wmr,
HEBO3MOXEH) AHeM 25 Mr v Bevepom 25 Mmr)

Xupypruyeckoe neveHne  (HEC/NOXHOE;  MaslOMHBA3UBHblE 'mapokopTusoH B/M 50-75 Mr B CcyTkM 06bl4HO 1 - 2 AHS
npoueaypsbl, Hanpumep 330¢aroracTpoayoAeHOCKOoNus, (Hanpumep, 25-50 mMr 3a 15 -30 MUHYT 4O BMewaTenbCcTBa U
3KCTpakums 3yba) 25 Mr nocne BMeLwaTenbCTBaA)

Bonbwoe  xupypruyeckoe  BMewaTenbCTBO  nog  obwumm 'mapokopTusoH* 100 Mr B/B 60/70CHO, Aanee HenpepbiBHOE
Hapko3oM, TpaBMa, poabl wunu 6onesHb, KoTopas Tpebyer BBegeHne 200 mr B cyTku (unm no 50 Mr kaxable 6 4 B/B nan
WHTEHCUBHOW Tepanum B/M); HenpepbiBHOE BBeAeHue xuakocten (5% p[ekcrtposa wm
0,9 wnun 0,45% NaCl)

Mocne ponoB 6e3 0CNOXHEHMN — 06bIYHO NEePEBOASIT HA NPUEM
nepopanbHbix TKC B 06bI4HbIX AN15 NauMeHTa Ao3ax.

Mpu rnagkom TeyeHumn

nocneonepawlMoHHOro nepnoaa B nepsble

TPW AHSA BHYTPUMbILLIEYHO BBOAST

100-150 Mr ruapoKkopTM30Ha B CYyTKH,

3ateM 3-5 gHen — 75-100 Mr B CyTKM,

nocne yero nauMeHTa nepesoasaT Ha

TabneTnpoBaHHble NpenapaTbl MO 06bIYHOWN CxeMe.

ALANCOHNYECKUI Kpun3 CM TeKCT panee

*euopoxkopmuszona cykyunam Hampus

I'4 Anropurm JiedeHusi OCTPOI HAANMOYEeHUKOBOM HexocTarounocTu npu BJIKH

JKCTPEHHbIE MEPbI.

e YCTaHOBJIEHHE BHYTPUBEHHOTO JAOCTYIIA.

o B/B BBeaenue 2-3 1 0,9% pactBopa Harpus xjopunaa (co ckopocthio 1 1 B wac). Obs3aTenbHO
MOHHUTOPUPOBATh TPHU3HAKHU TEPETPY3KH KHUIAKOCTHIO (apTepHallbHOE MaBJICHHE, IEHTPAIbHOE
BEHO3HOE JIaBJICHUE, IUYPE3, DIIEKTPOTUTHI KPOBH, XPHUIIbI B JIETKUX ).

» B/B BBeaenue ruapokoptusona (100—150 mr HemeIeHHO U Janee Kaxkpie 6 Jac).

Mepbl nocJjie cTa0MIAN3ANNHA COCTOSIHUS MAIMEHTA.

e Ilponomxenue B/B BBemenue 0,9% p-pa HaTpus XJopuaa ¢ YMEHbIIEHHEM O0beMa U CKOPOCTU
nH(py3un (B Teuenne 24—48 yac), mocne BoccranoieHus OLIK — nomonaurensHoe BBenenue 5% p-
pa nexctpossl (0,5- 1 1).

e [locTeneHHOE yMEHBIIICHUE 103bI TNIIOKOKOPTUKOUAOB ( B TeueHue 1-3 aHei).

e Hauano 3amecTUTENH HON MHUHEPATOKOPTUKOUIHON Tepanuu (dmynpokoptuzon 0,1 mr/cyT.) mpu
napeHTepagbHOil 03¢ rugpokoptuzoHa meHee 100 mr/cyt, npekpamenun BBeaeHus 0,9% p-pa
HaATpUsI XJIOpUAa WK NEPeXoe Ha MepOPaIbHbIN MprueM r'uApOKOPTH30OHA.

e [Ilouck m nedyeHHe STUONOTUYECKOTO (akTopa (BEpOSATHBIX WH(MEKINI), MPUBEAIINX K OCTPOU
HAJII0YEUYHUKOBOM HETOCTATOYHOCTH.

JlanpHEWIIee BeICHUE

ITocne CT36I/IJII/138,I_[I/II/I COCTOsAHMA IMTalMC€HTAa M CHUMMXCHMHA CYTO'—IHOﬁ A03bl TUAPOKOPTU30OHA MCHCC

100 Mr B cyTKM INanuMeHTa IMEPEeBOAAT HA MOCTOSHHYIO 3aMECTUTEIBbHYIO TOPMOHAIBHYIO TEPAITHIO



TabJIIeTUPOBAHHBIMU TIpeNapaTaMu THAPOKOPTHU3OHA.

Tabmuua I'2.6. 3amecturenbHas Tepanus MPU OCTPOM HAANOYEYHUKOBOM HEIOCTATOYHOCTH IIPU

BJIKH

Mpenapar

NMpuMmeHeHne

OorocnutanbHbIA 3Tan

'MAapoKOpTM30H
(npenapat Bbibopa)

BHYTpuBEHHO (r4pOKOPTMU30HA CYyKLUMHAT HaTpus) WU BHYTPUMBbILIEYHO,
100-150 mr

[ekcameTa3oH nnm

BHyTpuBEHHO, 4—-8 Mr CTPyYMHO Ha AOrocnuTanbHOM 3Tane

npeaHN3010H BHyTpuBeHHO, 40 Mr CTpyMWHO Ha AOrocnuTasbHOM 3Tane
1 cyTkn
'MAapoKOpTM30H BHYTpMBEHHO WAW  BHYTpUMbIWeEYHO, 100-150 w™Mr kaxable 6 u,

(npenapat Bbibopa)

MaKCcuMManbHasa cytodHas gosa — 800-1000 mr

2-5 cyTKM

TMApOKOPTU3OH

Mpwn A 100 MM pT CT © Bblle NepeBos Ha BHYTPUMbILLEYHOE BBEAEHMUE ,
50-75 Mr kaxable 6-8 4, C nocneaylwmnM CHMXKEHUEM [03bl KaxAable
cyTkn (25-50 mMr 2-4 pasa B cyTtku). lpu pose meHee 100 Mr -
pobasneHne dnyapokoptnsoHa 0,05-0,2 mr/cyT

Mocneayrowme aHU

MApOKOPTU3OH +

$hnyapokopTU30H

MepeBoa Ha nepopasibHbIl NpUeM

-BHyTpb, 40 Mr yTpom 1 20 mr B 18:00, nocTeneHHOe CHUXXeHWe A03bl A0
CTaHAapTHon 3amectutenbHoW (Ao 40 ™Mr ruapokoptmsoHa (10 Mr
npeaHN300Ha) B CYTKM)

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




