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KuaroueBnle ciioBa

Bpoxnennas nuchyHnkuus kopsl HaanoueuHukoB (BJIKH)
Hexnaccuueckas B/IKH
17-OH nporectepon

CuHakTeH



Cnucok cokpaimeHui
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170HP —17-ruapokcunporecTepoH

HLA-kommiekc — Human Leucocyte Antigens (cuctemMa reHOB TKaHEBOM
COBMECTHMOCTH 4€JIOBEKa)

TART — Testicular Adrenal Rest Tumors (oOpa3oBanust B SHUKaX U3 OCTATOYHOM

Ha{TOYEYHUKOBOU TKAHH)

Al' — ApTepuaiibHasi TUIIEPTEH3USA

AKTI— AZpeHOKOPTUKOTPOIHBIN TOPMOH

IAPI] — AKTUBHOCTb PEHHUHA TJ1a3MBbl

BJIKH — Bposxnennas qucyHKIUsS KOPbl HAIOUYCYHUKOB

['K— ' TFOKOKOPTUKOHUBI

['® BIKH — I'unepronunyeckas ¢popma BJIKH

JTOK — J1e30KCUKOPTHUKOCTEPOH

DKKT — JKenyaouHo-KUIIEYHBINA TPaKT

MMT — Unnekc Maccel Teia

KOK — KoMOuHupoBaHHbIE OpajibHbIe KOHTPALICTITUBBI

UITIBII — JIunonpoTen ibl BHICOKOW MIOTHOCTH

MK — MuHepaioKOpTUKOHU b

HB/IKH — Heknaccuueckas hopma BposKICHHON AUCHYHKIIUUA KOPBI HAATIOUCYHIUKOB

HIIO — Hapy:»xHbI€ 10JI0BBIE OPTraHbl

HTI" — Hapymenue ToepaHTHOCTH K TIIIOKO3€

OI'TT — OpanbHbli TTII0OKO30TOJEPAHTHBIN TECT

OXC — O0uuii xonecrepuH

C/1 — CaxapHnblit 1uaber
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TepMHHBI U onIpeIeSIeHUst

CexBeHHpPOBaHHUeE - ONPE/ICIICHUE TTOCIE0BATEILHOCTH HYKIICOTHI0B B MoJiekyie JJHK nnmn
II0CJIEZI0BATEIbHOCTY aMUHOKHCIIOT B MOJIEKYJIE OelKa.

KOMHayH}I-FeTep03I/IFOTHOCTL - COCTOSAAHUC OpraHu3Ma, IIpru KOTOPOM OJJUH U TOT K€ JIOKYC Ha

TOMOJIOTUYHBIX XPOMOCOMAaX MPEJCTaBICH Pa3HbIMU MYTAaHTHBIMU aJUICIISIMH.
MyTanus - u3MeHeHue B HacleAcTBeHHbIX cTpykTypax (JHK, ren, xpomocoma, reHom):

* CO CABUIOM PaMKH - IPUBOJAIIAS K HAPYIIEHUIO HOPMAJIBHOIO OTCYETA KOJAUPYIOLIUX
TPUILIETOB (J€JIELNU WIK BCTaBKU ydyacTkoB MoJiekyinbl JJHK, pazmMepsl KOTOpBIX HEKpATHBI
TPEM OCHOBAHMSIM); OOBIYHO MPUBOAUT K U3MEHEHUIO AMUHOKHCIOTHOM 1TOCIIE0BATEILHOCTH

Oelka;

* CIUIAMICUHI0Bas - 3aTParuBaroIlas CaiT CIUIAMCUHIa U MPUBOIAILAS K HEPABUIBHOMY
BBIPE3aHUIO MHTPOHA JIM00 K yaaneHuto u3 monekynsl PHK nadopmannonno 3naunmoit
HK30HHOM I1OCIIEOBATEIbHOCTH;

Heonaraabnblii ckpununr Ha 17 OIII - no3BomsieT 1MarHOCTUPOBATH Kilaccuueckue GopMbl
nedunuta 2 1-ruapokcunassl. Ha BTopoM 3Tane ckpuHUHTA (PETECTUPOBAHUE) MPEATOYTHTEIHHO
orpezeNieHue MyJIbTHCTEPOUTHOTO CIIEKTPa METOAOM TaHAEMHOMN Macc-CIIEeKTPOMETPHH.

B P® neoHatanbHBIN CKPUHHUHT Ha BbIsBIeHUE Aedunuta 2 1-ruapokcuiiasbl IPOBOIUTCS
cornacHo npukazy Munznapasconpazsutus PO ot 22.03.2006 N 185. CkpuHHUHT HaUMHAETCS B
POIUIBHOM JIOME: y KaXKJJOTO HOBOPOXKJIEHHOTO OepeTcsi HECKOJIBKO Karelb KPOBH Ha

CrielMalbHbIM TecT-0J1aHK, KOTOPBINA HANpaBJIeTCs B CHENMAIN3UPOBAHHYIO TAOOPATOPHIO JUIS
NPOBEICHUS HCCIIEI0BaHUA. Y JOHOUIEHHBIX JIeTel KpOBb Ul UCCIeloBaHus OepyT Ha 4 J1eHb
JKU3HU, Y HEIOHOWEHHBIX — Ha 7-10 neHb xku3HU. Vcnonb3yroTes pa3Hble IOPOrOBbIE YPOBHU
17 OIII" B 3aBUCUMOCTH OT Macchl TeJla IIPU POXKAECHUU, KOTOPBIE ONPEAEIEHBI I KaXKIOU
nabopatopun. CBeIeHUS O MOJOKHUTEIBHOM pe3yabTaTe CKPUHUHTA COOOIIAI0TCS B
HOJMKJIMHUKY [0 MECTY >KUTEJIbCTBA peOEHKa, IOCIIe Yero MPOUCXOAUT NOBTOPHBIN 3a00p KPOBH
JUIsl pETECTUPOBAHMS.

HNutponTomiiacruka - GopMupoBaHue MpeaaBepHs BXoAa BO Blaraiuiie.


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

1.1 Onpeneaenue

Bpo:xnennas nuchynkuus kopsl Haagnoyeunnkos (BAKH) — sto rpynna ayrocomto-
PEIeCCUBHBIX 3a00JICBaHMIA, XapaKTEPUIYIOIIUXCS 1e(HEKTOM OJTHOTO 13 (EPMEHTOB N
TPAHCIIOPTHBIX OCJIKOB, MPUHUMAOIINX YIaCTHE B CHHTE3€ KOPTU30JIa B KOPE HAJIIOUYECYHHUKOB.

1.2 DTHOJ0ruSA U IATOreHEe3

[Tpuunnoii pazsutus 11060 popmbl BJIKH sBistiroTcst MyTanuy reHoB, OTBEYAIOIIMX 32 CUHTE3
(epMEHTOB MJIM TPAHCTIOPTHBIX OEJIKOB, YYaCTBYIOIIUX B OMOCHHTE3€ KOPTH30JIA.

BJIKH BcneactBue aedunura 21-ruapokcuiiassl 00ycinopiena myranuei B rene CYP21
(CYP21A2, CYP21B), naxoxasimemcst B HLA-koMIuIekce Ha KOPOTKOM ILIede 6-i XpOMOCOMBI
(6p21.3). boabmuucTBO (75-80%) MyTauuii IpUXOIUTCS HA TOUEYHBIE MUKPOKOHBEPCUU MEXKTY
renom CYP21 u romosoruunsiM emy rnicesaorenom CYP21P (CYP21A1P, CYP21A), B To Bpemst
Kak Bcero 20-25% npuxoAauTcst Ha KPYyIMHbIE MyTallui — JAeNIelUU U KOHBEPCUH, IPUBOASIIUE K
6onee TsokensiM popmam BJIKH. Kpome Toro, cymiecTByrOT Ooiee pekue cropaanueckue
MYTaIlUH.

B GonbmmHcTBE cityyaeB neduiura 2 1 -ruipokcuia3bl OTMEYaeTCs Hamnuue GeHoTuI-
TeHOTUITMYECKOU KOppersiiuu. Tak MyTaluu, COIPOBOXKIAIOIINECS COXpaHeHueM oonee 5%
AKTUBHOCTH (pepMEHTa, MPUBOJIAT K HEKJIACCUYECKON GopMe 3a00JIeBaHNs; KPYITHBIC ICICIIUU 1
CIUIaiCHHT-MYTalluH, IPH KOTOPBIX aKTUBHOCTH epMeHTa CHIKeHA 10 0-2% - K KIIaCCUYeCKUM
dopmam. O1HaKO HEOOXOJMMO MTOMHHTD, YTO OJIHU U T€ e MyTaIlMl MOTYT MPUBOAMTH K
pa3HbIM (peHOTUNHYECKUM TposBieHusM (tadm. 1).[1,2,3,4]

Tabauya 1. ®enomunuyeckasn koppenrayus Haubonee yacmolx mymayuti cena CYP21 npu

paznuunwix popmax BIIKH.
Coabrepsiromas gpopma Bupniabnas ¢popma Hexnaccnuyeckas popma

- E3del - P453S - V281L

- 12spl - P30L - P30L

1172N - 1172N P453S

- R356W P105L

- Q318X R339H

- Knacmep E6 V304M

- V237E G375S
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B ciiyuae koMnayHA-reTepo3uroTHeIX MyTalluii KIIMHUYECKas KapTHHA onpezensercs oomee
«JIeTKOI» MyTaruel. B otinyme ot AeTCKOro Bo3pacTa, y B3pOCIIbIX HECKOIBKO 00iee BBICOKa
4yBCTBUTEIbHOCTh MUHEPAJIOKOPTUKOUIHBIX PELIENITOPOB, IOATOMY T€ MYTAllUH, YTO B IETCTBE
qare JaBaju KIMHUYECKYIO KapTUHY, XapaKTEPHYIO JUIs CONbTEepsIonIel (hOpMBbl, Y B3POCIIBIX
MOTYT MPOSIBIISATHCS B BUJIE IPOCTON BUPUIIBHOM (popMmer (Tadmt. 2).

Tabnuya 2. @enomunuueckue NPoseieHUs. PA3TUYHBIX 2EHOMUNOE ) 83DOCIbIX NAYUEHIMOS C
oepuyumom 21-eudpokcunasvl 6 PO [4].

Myrauus KiimHn4yeckue npu3HaKku

3a0osieBanus (%)

12spl/12spl Conbrepsromas 85%
Bupunesnas 15%

1172N/1172N Counbrepsiromas 21%
Bupunsnas 78%

E3del/E3del Counbrepstomias 100%

R356W/R356 Counbrepstomias 100%

Q318X/Q318X Counbrepstomias 100%

12spl/1172N Comnbrepsiromas 100%
12spl/P30L Bupunbnas 100%
12spl/V281L Bupunbnas 100%
1172N/R356W Bupuisnas 100%

['mnepronnyeckas popma BJIKH pasBuBaercs Bcnencrsue myranuii rena CYP11B,
JIOKaJIN30BaHHOM Ha § xpoMocoMme (8q21-q22). B opranusme uenoBeka pyHKIMOHUPYIOT 2
nzodopmel pepmenTa, oonanaromue 93% uaeHTHIHOCTHI0. 11B-ruapokcumiasa 1 tumna
(CYP11B1) BoIpabaThIBacTCs B MyYKOBOM 30HE KOPBI HA/IIOYEYHUKOB, OTBEUYACT 32 OMOCHHTE3
koptuzona u peryiaupyercs AKTI nmo mexanuzmy otpuiarensHoi oOpaTHoi cBsi3u. IMeHHO
nedunut Gepmenta 11B-ruapokcuinassl 1 THIA TPUBOIUT K PA3BUTHIO TUTIEPTOHUYECKON
dopmer BJIKH. HanGomnee gacrtas myrarus B reae CYP11B1 — R448H.

W3onupoBanHbil gedekT BTOpoid n3ohopmsl 11B-ruapokcunassl (abI0CTEPOH-CHHTETA3bl) K
BJIKH nHe otHOCHTCS.

Hapymenue cunTe3a KOpTH30J1a BCIEACTBUE HEJOCTATOUHOCTH (pepMeHTa 2 1 -ruapoKcuiassl
BEJIET K TOMY, YTO 10 MEXaHU3MY OTpUIIATeIbHON 00paTHOil cBsi3u U30bITOK AKTI
CTUMYJIMPYET KOPKOBBIM CJI0M HAAMOYEUHHUKOB, YTO BBI3BIBAET €€ rumnepiazuio. [Ipu atom u3z-3a
CYIIECTBYIOILEro ()epMEHTATUBHOTIO OJIOKA HA IIyTH CTEPOMIOT€HE3a HAKAIUIMBAIOTCS
MPEeIIECTBEHHUKU KOPTU30J1a U aHIPOTEHOB, ITyTH 00pa30BaHUs KOTOPBIX HE 3a0JJ0KUPOBaHBI
(puc.1).[1,2,4]

Puc. 1. [lamocenes B/IKH screocmeue oepuyuma 2 1-euopoxcunaszol.
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[Tpu I'd® BJIKH narorenes ananorudex aeguuury 2 1-rugpokcuiaszsl. [ TaBHBIM OTIIMYUEM
ABIIETCS TO, 4TO npu ['D 610K pacronaraet HUXKe, IPU 3TOM HAPYIIAETCS KOHBEPCHUs
ne3zokcukoptrkocTepoHna (JIOK) B koptukoctepon. Umenno nzobiTok JIOK, obnagaromiero
MUHEPATOKOPTUKOUTHON aKTUBHOCTBIO, CYUUTACTCSI OCHOBHOW MPUYUHON MOBBIILICHUS
aprepuanbHoro aasnenus npu BJIKH (puc. 2). Taxke obcyxaaeTcst BO3MOKHas poiib 18-
ruapokcu- u 19-okco- metaboautoB JIOK, koTopbie TOXKE 00J1aa10T MUHEPATOKOPTUKOU THBIMHU

CBOMCTBaMHU.

Puc. 2. Ilamozenes BIIKH ecnedcmeue degpuyuma 1 15-euopokcunasol.

XMOTECTEIH
v
[Iperenonod —» 17-OH-npersencmon —* JeTIAPOAMHAHAPOCTEPOH
A l ¥
[Mporecrepon * 1 7-OH-nporecrepor = ANDpOCTEHINON
AKTI 1 ! ,‘, v
4
A Jesorcukopru- 1l-peioRcHKOpTHION T Tectoctepon |
KOCTEpOH T
X | 11p-ruapokenaasa | L
v
KopTueecrepon
L
ATBAOCTEPOH Kopruzoa |

1.3 DnuaeMuoJ0rus
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PacnipoctpanenHocTh kimaccuueckux Gopm aedunura 2 1-rugpokcuiassl coctaiseT ot 1:10000
10 1:20000 HOBOpOk1eHHBIX B MuUpe. 110 1aHHBIM HEOHATAIBHOIO CKPUHUHTA B PO
pacnpoctpaneHHOCTh coctaBisieT 1:9500. Hexknaccuueckas popma BJIKH Bctpewaercs game —
0,1-0,2%, a B HEKOTOPBIX U30JIMPOBAHHBIX 3THUYECKUX IPYIIAX, XapaKTEPUIYIOIIUXCSI BBICOKUM
IPOIIEHTOM OJIN3KOPOACTBEHHBIX OpaKoB (HampuMmep, eBper AIIKEHA3 ), paCIPOCTPAHEHHOCTh
MOXeT ToxXoauTh 110 1-2% [3].

Ha Bropom Mecte Haxoautcs runepronndeckas ¢opma BAKH (I'd BJAKH) — nedwumu 11-
TUJIPOKCHIIAa3bl, KOTOPAsi BCTPEUYAETCs MO IAaHHBIM JIUTepaTypbl ipuMepHo y 1 ma 100000
HOBOPOXJICHHBIX, a cpeau eBpeeB Mapokko - 1 Ha 5000-7000 nHoBopoxaeHHbIx. B Poccun
pacnpoctpaneHHocTs ['® BJIKH He uzyuena.

OcTalibHbIE (I)OpMBI OIMHCaHbl JUIIb B BUAC OTACIBHBIX KIMHHUYCCKHUX Ha6HIOIIeHI/II>’I Hu HE

noAJIC)KaT CUuCTEMaTu3allu J1JIs1 BBIpa6OTKI/I KIMHHUYCCKHUX peKOMeHI[aLII/If/’I.

1.4 Koguposanue no MKBE-10

Aopenozenumanwvnote paccmpoiicmea (E25):

E25.0 - BpoxxaeHHbIe aipeHOreHUTANIbHBIC HAPYIICHNUS, CBSI3aHHBIE C 1e(DUIUTOM (PEepMEHTOB;
E25.8 Jlpyrue angpeHoreHuTaabHble HApYIICHHUS;

E25.9 AnpeHorenutaibHOE HapyLIEHUE HEYTOUYHEHHOE.

1.5 Knaccuduxkanusa BJAKH

B nacrosmee Bpems onucano 7 ¢popm BJIKH:

e JIMMOWJHASA TUTIEPIUIA3Us KOPBI HAAMOYeUHUKOB (nedunut StAR-npotepuna);
e nedunut 20,22-1ecMomNa3kl;

e gpedunut 170-ruapoxcunaspl/17,20-nmuassr;

e nedunut 3B-TUAPOKCUCTEPOUIACTUAPOTEHARHI;

e nedunut 21-ruApOKCUIIa3HI;

e nedunut 11B-ruapoxcunassr;

e J1e(pULUT OKCUAOPETYKTa3bI.

HaubGonee uacras popma BJIKH, BcTpeuatomascs 6omee uem B 90% ciyuaeB, 00yciaoBieHa
nedurutoM hepmenta 2 1-ruapokcmiiasel. B cBoro ouepenn, BJIKH Beneacteue nedunura 21-
TUIPOKCHUIIA3hl OJIpa3AessieTcs] Ha HEKJIACCUYECKYIO U KJIacCHuecKue (BUpHIIbHAS U
COJIbTEpSIOIIas) GOpMBI.

2. JImarnocTuka

2.1 7)Ka100L1 1 aHAMHE3
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2KamoOpl marMeHToB ONpeesSoTCs KITMHIIECKON KapTuHOU nedumura 2 1 -ruapokcunaspl. OHa
CKJIa/IBIBAETCS U3 IByX OCHOBHBIX COCTAaBIISIFOIIMX: HAAIIOYEUHUKOBOM HEJOCTATOYHOCTH,
BO3HHKAIOIIEH BCIIEACTBUE Ne(UIINTA CHHTE3a KOPTU30JIa U aIbJOCTEPOHA, M TUIIEPaHIPOT €HUH,
BO3HHKAIOIIEH 13-3a N30BITOUHON MPOAYKIIMH HE3a0JOKHPOBAHHBIX MOJIOBBIX CTEPOUIOB. B
3aBHCUMOCTH OT CTENICHH COXPAaHHOCTH aKTUBHOCTHU (epMeHTa 2 1 -THAPOKCHIIA3bl BBIIEISAIOT JBE
kiaccuyeckue ¢popmsl BIAKH: conbTepsronyo 1 BUPUIBHYIO.

[Tpu conbrepsromieit popme nmeercs A1ePUINT KaK MUHEPATOKOPTUKOUIOB, TaK U
[IIIOKOKOPTUKOUAOB. [Ipruem nedunut nocaeaHux, Npu OTCYTCTBUM KOMIIEHCAIIMH, TPUBOIUT K
Pa3BUTHIO CMEPTEIHLHO-OMACHOT'O COCTOSHUS — COJIBTEPSIOIET0 Kpr3a, 00yCIOBICHHOTO
CHI)KEHHEM peadcopOIK HATPUS B KaHAJIbLIAX MOYEK, CHIYKEHUEM 00beM LUPKYIUPYIOLIeit
KpPOBH, apTepUaIbHOIO JaBJICHHUS, Pa3BUTUEM BBIpAXKEHHOTO 00e3BokHBaHus. Hanbomnee Tsmxerno
COJIBTEPSIIOIINE KPU3bI MPOTEKAIOT B IETCKOM BO3pacTe, C BO3PACTOM HUX YaCTOTa CHUKAETCS,
OJIHAKO B CTPECCOBBIX CUTYyAIIUIX, HAIPUMED, IIPH ONEPALUIX, TPABMaX, UHTEPKYPPEHTHBIX
3a00JIeBaHUSAX, OHU MOTYT OCJIOKHUTH Te€UEHUE 3a00JIeBaHUS U Y B3POCIBIX.

[Tpu BupuiIBbHOH PopMe OTMEYAETCS TOIBKO NEe(UIUT KOPTHU30JIa, YTO PH OTCYTCTBUU JICUCHUS
IPOSIBIISIETCS] MBILIEUHOM c1a00CThIO, YTOMIIIEMOCTBIO, IOTEMHEHUEM KOYKHBIX IIOKPOBOB Ha

(oHE CUMIITOMOB T'MIIEPAHPOTrE€HUH.

2.2 duzukajabHoe 00cae10BaAHHE

[Tpu3Haku runepanpoOreHNH y XKEeHIUH ¢ KJIacCHYecKuMu Gpopmamu aedurura 21-
THJIPOKCUIIA3bl OOBIYHO SIPKO BBIPAXKEHBI U IPU OTCYTCTBUHM JICUCHHSI ITPOSBIISIOTCS
BUPUIIM3ALMEN HAPYKHBIX [TOJOBBIX OPraHOB, aMEHOpPEEH, BEIPAXKEHHON anoneuuei u
rupcyTusMoM. B HenmarnoctupoBanHbix ciaydasx BJIKH nanueHTky ¢ )K€HCKMM KapHOTHIIOM
UMEIOT MY>KCKOM (heHOTUT. Y MYKUMH NPU3HAKU HAJTIOYEYHUKOBOM TUIIepaHIpOreHun
IIPOSIBIIIIOTCSA B MEHBLIEH CTENEHH, YEM B IETCKOM BO3pPACTE, K HUIM MOXHO OTHECTH aKHE U
Oecruioue.

Hepenko y manueHToB 0TMEUaeTcsi HU3KUIM KOHEUHBIN POCT, YTO MOKET SIBJSTHCS CIEACTBHEM
KaK HEJIOCTaTOYHOTO (M3-3a U30BITKA aHAPOTE€HOB), TaK U U30BITOYHOTO (MU3-3a U30BITKA
[JIIOKOKOPTUKOUIOB) JIEYEHUS B IETCTBE.

Hexnaccuueckas ¢popma B/IKH He conpoBoxaaercs npu3HakaMu HaJlOYEUHUKOBOM
HE/I0CTaTOYHOCTH U MPOSIBIIETCS TOBOJIBHO MO3/JHO — OOBIYHO MOCIIE yOepTaTHOTO Bo3pacrta. Y
MYXYHH 3T0 3a00JIeBaHNE NPAKTUYECKU HUKOTa HE TUarHOCTUPYETCS U He TpeOyeT JIeUeHus B
CBSI3U C OTCYTCTBUEM XapaKTEPHBIX IIPU3HAKOB. Y JKEHIUH OTMEYAIOTCS IPU3HAKU YMEPEHHON
TUIIEPaHIPOT€HUH: aKHEe, THPCYTU3M, aJIONELUs; YacTO HaOII01aeTcs HapylleHue
MEHCTPYaJIbHOTO LIUKJIa, OECIUIoANe U HEBbIHALIMBAHNE O€PEMEHHOCTH.

VY nauueHToB ¢ aepunurom 11B-rugpokcunassl, Kak ¥ Mpu BUPUILHON Gopme 21-
THJIPOKCUIIA3bl, pa3BUBAIOTCS KIIMHUYECKUE MPU3HAKH, CBA3aHHBIE C IEHCTBUEM M30BITKA
aHJIPOT€HOB U JepuuuTa KopTusona. [loaTomy B 1€TCKOM BO3pacTe HEpeIKO MalueHTaM
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OLIMO0YHO yCTaHABIMBACTCS JUarHo3 nedunura 2 1 -rugpokcuiassl, TeM 0oee yTo ypoBeHs 17-
OH-mporecrepona (170HP) y Hux o0bIYHO NOBBIIIEH, KaK U IPU BUPUIIBHOM hopme.
3aro103pUTh THIEPTOHUYECKYIO OPMY MOKHO B CIy4asiX TMOBBIIICHHUS apTEPHATIHLHOTO
JIaBJICHUs y MMALIUEHTOB HA INIIOKOKOPTUKOUAHOMN Tepanuu B OTCYTCTBUE IPU3HAKOB
nepeno3upoBku Tepanun. Al', kotopas BcTpeuaercs y 2/3 mauueHToB ¢ nepunurom 11[3-
TUIPOKCHUIIA3hl, HAUMHAET MPOSIBISITHCS B pa3HOM BO3pACTE, Yallle B JETCTBE, MOKET HOCUTD KaK
YMEPEHHBIH, TaK ¥ BHIPAXKEHHBINA XapaKTep ¢ Pa3BUTHEM OCJIOKHEHUI: TUIIepTpO(Hs JIEBOTO
JKEITy104YKa, PETUHOIATHS, MAKPOBACKYJISIPHBIE OCIOXKHEHUS.

2.3 JIaGopaTopHAass AMATHOCTHKA

JImarmocTuka kiaaccuuaeckux dbopm nepunura 21-ruapoxrcuiiasnl

e B kayecTBe OCHOBHOTO M€TOJ1a BBISIBICHHUS KIacCu4eckux Gpopm neduuunta 21-
TUAPOKUCIIA3bl PEKOMEHIyeTCs IPOBOAUTH HEOHATAJIbHBIN CKPUHUHT .

YpoBeHb yOeIUTEIbHOCTH PeKOMeH 1aluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 1)

KommenTapuu: brnacooaps momy, umo B/IKH sensemcs cenemuyeckum, nOmMeHyuaibHO
JIeManbHbIM U UMEIOWUM YemKUL OUASHOCMUYECKUll MapKep 3ab0.1esanuem, OnMmumMaibHbiM
Mmemooom eviaenenuss BIIKH 6o écem mupe 6 nacmoswee epems cuumaemcs npogedeHue
Heonamanvnozo ckpununea. C cepedunvt 2006 2. on 6wi1 6nedpen u 6 Poccuu, ymo nozeonsem
nocmagums OUACHO3 U HAYAMb JledeHue euje 8 paHnem 0emckom eozpacme. [loamomy
OUACHOCTNUKA KIACCUYECKUX YOPM 80 83pOCTIOM 803pacme 00biuHO Yorce He mpedyemcs. OOHAKO
uno20a 3ab0ne8anue He OUACHOCMUPYEMCsl 608PEMS, U YCMAHOBIEHUEe OUACHO3A Mpedyemcs 8
cmapuiem gospacme. OQObIYHO dma cumyayus 603HUKAEM Y 83POCIbIX NPU COYemaHuu
Hecoomeemcmausi NACNOPMHO20 U 2eHEMUYECKO20 NOA ULU NPU OTUMENLHO CYUecmeyioulet
MANCENOU BUPUTUZAYUL.

e B cnydasx HeoOXOAMMOCTH OCTAaHOBKU JMarHo3a B 0oJiee Mo3JHeM BO3pacTe
PEKOMEHAYETCs UCTI0Nb30BaTh KakK IJIaBHbIM TMarHOCTHYECKUil Mapkep ypoBeHb 1 7OHP
B CBIBOPOTKE KPOBH B PAHHHME YTPEHHHE YaCHI.

YpoBeHb yOeIUTEIbHOCTH peKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 1)

Kommenrapun: Juacnocmuxa oegpuyuma 2 1-2u0poKkcunasvl OCHOBAHA HA ONPEOeNeHUU YPOBHS]
170HP — npeduiecmgenHuxa KOpmu30ia, Haxo0aue2ocs HenocpeoCmeeHHo Hao
Gepmenmamusnvim 610k0oM. Tlpu Kraccuueckux gpopmax e2o yposeHs 00bIUHO 3HAUUMETLHO
npesviuier — 6onee 300 umonv/n unu 6onee 100 ne/mn. [5,6,7] Kpome mozo, ommeuaemcs
3HAYUMeNbHOE NOBblULEHUE YPOBHEN MeCmOCmepoHa, aHOPOCMEHOUOHA U OPYeUX
npeouleCmeeHHUK08 NOJI08bIX cmepoudos. Ilpu maxux noxazamensax OUazHo3 He 8bl3bleaem
COMHeHULl, OONOHUMENTbHO20 NOOMBEPHCOEHUS He MPeOyemcsi.

s okoHuamenvbHo2o ymouHeHus OUACHO3A U C Yelbl0 2eHEMUYeCK020 KOHCYIbMUPO8aHUs
NAYUEHMO8 UCNOIb3YENICsl 2eHeMUYecKoe UCCIe008aHIe Ha Haludue Mymayutl ¢ cete 21 -
euopoxcunazvl - CYP21. I'enomunuposanue B/{KH 0onxcHo nposooumucs 6
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cepmuuyuUpoB8anHvIX 1A60PAMOPUSX, 8 KOMOPLIX UMEemcsl A0eK8AmMHbIlL KOHMPOIb Ka4ecmea
APOBOOUMBIX AHAU3Z08 U 20€ MONCHO nposecmu cekeeHuposanue cena CYP21, eciu ckpunune na
Hauboee uacmvie Mymayuu oKa3aics HeuHpopMamueHsIM.

JIMarnocTuka HekJaccnuecko opmbl 21-ruapoKcuiia3bl

o Jlnarnoctuky HB/IKH pexomenayercs NpoBOAUTS Yy XKEHIIMH C IPU3HAKAMHU
TUpPCYTU3Ma, aJONelHH, aKHE, HapyIIeHUAMU MEHCTPYaJIbHOIO LIMKJIa, OecIioaueM
W/WIM TIPUBBIYHBIM HEBBIHALIMBAHUEM O€pPEMEHHOCTH.

VpoBeHb yOeAUTEILHOCTH peKOMeH Al B (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KommenTapuu: /[uacnocmuxa nexnaccuyeckou gpopmor BIIKH sensemcs 6onee uacmot
3a0auetl u pymuHHO 6CMpedaemcs 8 NpaKmuke IHOOKPUHOI0208 U AKYULEPOE-CUHEKOL0208, MAK
KAK No KIUHUYEeCKUM NPOSGNIEHUAM MO 3a001e8aHUE CXOHCE C CUHOPOMOM NOTUKUCTIOZHBIX
AUYHUKO8. FIMeHHo ¢ amum 3a001e6anuem u npoeooumcs yaue ece2o ouggepeHyuanbHast
ouaenocmuxa uB/IKH.[8,9,10]

e Pexomennyercsa nposoauts nuarsoctuky HBJIKH no pesysnbpraram yrpeHHEro ypoBHs
170HP B chIBOpPOTKE KPOBH B PAaHHIOK (DOILTHKYISIpHYIO a3y, qanee npu
HE00XO0IMMOCTH IMarH03 MO>KHO MOATBEPIUTH C IOMOIIbIO CTUMYJIMPYIOILEro TeCTa ¢
TETPaKo3akTUAOM. B PD, ¢ yueTOM OTCYTCTBUS 3apEeruCTPUPOBAHHBIX IIPENAPATOB
TETPaKO3aKTH/1a KOPOTKOI'0 IEHCTBHSI, BO3SMOXHO MPOBEICHHE IPOOBI €
TETPAKO3aKTUAOM-JEIIO.

VpoBeHb yOeAUTEILHOCTH peKOMeHAaluii B (ypoBeHb TOCTOBEPHOCTH 0KA3aTeIbCTB — 1)

o He pexomennoBano nccnenosats A auarHoctuky HBJIKH yposHu
JUTHUAPOTECTOCTEPOHA, AHAPOCTEHANOIA TIIIOKOPOHUIA, 17 keroctepon1oB Moun.[1,2]

YpoBeHb yOeAUTEILHOCTH PEKOMEH AaIHii B (YpOBEeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 1)

Kommenrapum: /11 ouaznocmuku nexnaccuieckou gpopmul 3a60p kpoeu na 170HP npoeooam
PAano ympom 8 Gornuxynapryio ¢asy yukia (He nozonee 5-7 OHs), npu ameHnopee — 8 1060t
Oenb, cmpozo éHe bepemennocmu. Hopmoil cuumaromes noxazamenu meuee 6 HMOIb/ iU
MmeHee 2 ne/ma, Hudxce smux yposteti HB/IKH npakmuuecku ne gcmpeuaemcs. Cnedyem
NOMHUMb, YMO pepepencHble 3HaUeHUs, KOMopble NPUSOOSIMCS PA3IUYHbLIMU 1AOOPAMOPUSIMU,
00bIYHO OMIAUYAIOMCS U MO2YI ObLMb 3HAYUMETLHO HUNCE YKA3AHHBIX «OMPE3HBIX MOYEK» 0I5
ouaznocmuxu Heknaccuyeckou B/JKH. B cnyuae 3snauenuii 6azanvrnoeo 170HP 6onee 30 umons/n
unu 10 ne/mn, ouaenoz BIKH cuumaemcs noomeepiicoenHviM, U OONOIHUMENbHOU OUACHOCIUKU
He mpebyemcs. Ilpu noepanuunvix snavenusx 170HP (6-30 umons/n unu 2-10 ne/mn — max
HA3bl8AEMas «Cepasi 30HAY»), GbIAGIEHHbIX MUHUMYM NPU O8YKPAMHOM OnpedeeHul,
HeobX00UMO NPO8OOUMb OONOTHUMENbHBIL CIUMYIUPYIOWULL MeCh ¢ MempaKko3aKmuoom —
cunmemuyeckum ananoeom AKTI, umo sensiemcs 3010meim cmanoapmom ouacnocmuxu B/JIKH
80 8cem mupe.

[IpoTokoJ1 mpoBeaeHus MPOOBHI C TETPAKO3AKTHA0M KOPOTKOIO /IeiiCTBUSL:
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(bazy nukIa

TETpaKO3aKTHIa

- ICXOHO uccaeayercs 6azanbHblid ypoBeHb 1 7OHP yTpoM B panHIOI0 (hOUTUKYISIPHYIO

- rocJie 3a00pa KPOBU BHYTPUBEHHO WJIM BHYTPUMBIIIEYHO BBOAUTCA 250 MKT

- uepe3 30 u 60 munyt uccnenytorcst yposau 170HP u koptuzona

B nopme yposenv 170HP na cmumynsayuu ne 0onicer npesvicums 30 HMOAb/1, YPOBeHb

KP82

Kopmu3ona 0ovicen cmamo 6onee 500 umonv/n. Ilpesviuenue yposus 170HP 6onee 30 umonv/n

ceuoemenbcmayem 8 nojb3y Hekaaccuveckou ¢popmot BIIKH.

K coorcanenuro, 6 nacmoswee epems 6 P@ omcymemeyiom 3ape2ucmpupoeanisie npenapamaol

Mempaxko3axmuoa KOpomrko2o 0elucmaus, NoIMomy npogederue npoodwl & ee 0OUENPUHAMOM

eapuarnme CmanHoeumcst He603MONCHBLIM. Hmeemcs 3apeeucmpup06aHHblﬁ npenapam

NPOJIOH2UPOBAHHOU (POPMbL — MEMPAKO3AKMUO-0ENO, HUNCe NPeOCmasien a0anmupo8anHHblil

8apuanm nposeodeHus npoowi.

[IpoToko, npoBeaeHNs MPOOHI ¢ TETPAKO3AKTHAOM-IETIO:

a3y uukia

- ICXO/IHO uccienyetcs 6a3anbHblil ypoBeHb 170HP yTpoM B paHHIOI0 (OJUTHKYISAPHYIO

- IIOCJIC 3360}’)3 KpOBHU I‘J'IY6OKO BHYTPUMBIIIICYHO BBOIHUTCS 1 Mr TCTPAKO3aKTHUAA-ACIIO

- yepe3 12 n/unmm 24 gaca uccnenyrorcs yposau 170HP u kopTuzona

Tak kax Oannvlii 6apuanm npoobl He UCNONb3YemCsl 8 Mupe, 0Jis He2o He paspadomaryl

cobcmeenmbvle Kpumepuu, no KOmoposimM MOMCHO OYeHUueams pesyjlbmamaol, d oanHvie asmopoes 6

P® 3nayumenvno pasuamces. [losmomy npeonazaemcs 3KCmpanoiuposams Kpumepuu

OUASHOCIMUKU C KOpOn’IKOlZ I’lp06bl u oyeHueambvp uUX AdHAJl10c2U4YHO mecmy ¢ KOpoOmKum

mempakos’akmu()OM

Aneopumm ouaenocmuku Hexkaraccudeckou B/JKH npedcmaenen 6 maoi. 3.

Tabauya 3. uacnocmuxa B/{KH ecnedcmeue oepuyuma 2 1-euopoxcunazol

Bba3aabnblii ypoBens 170HP

< 6 HMOJIB/TI

6-30 EMOIB/1T

> 30 HMOJb/TI

(< 2 Hr/mi) (2-10 =Hr/mm) (> 10 ar/™M7)
JlonmostHuTEIbHAS IMoka3ano npoBeaeHue MPoobI ¢ JdomosHuTebHAS
JAUATHOCTHKA He TeTPaK03aKTH/I0M AUATHOCTHKA He
Tpedyercst Tpedyercs
< 30 HMOITB/1T >30 HMOJIB/TT
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(< 10 ar/min) (>10 ur/mm)

ITaTo/iorun He BHISIBJIEHO Heknaccuueckaa BJIKH

e [Ipu MOMOKUTETBHBIX UM COMHUTENBHBIX pe3yibTarax onpeaeneHus 170HP unu tecra
C TETPAKO3aKTHIOM, a TaK ke B LEJSIX T€HETUYECKOTO KOHCYJIbTUPOBAHUS J1ajiee
PEKOMEHIyeTCsI IPOBOJUTH T'€HOTUIIUPOBAHHUE.

YpoBeHb yOIUTEIbHOCTH PeKOoMeH 1aluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

Kommenrapum: B ciyuasix, ko2oa npogedeHue CImumyaupyouezo mecma ¢ mempako3akmuoom
HeB03MOJICHO, TUOO NPU €20 COMHUMETbHBIX Pe3VIbMAmax OKOHYAMENIbHbIM IMANOM
OUACHOCTNUKU ABTISLEMCSL 2EHEMUYEeCKoe UCCIe008ane Ha Haauyue mymayuu 6 2ene 21-
euopoxcunazol — CYP21.

Ipu unmepnpemayuu noiy4eHHbIX pe3yibmamos HeoObXo0UMO YHUmMbl8ams HeCKOIbKO
@axmopos. Bo-nepswvix, nekomopuie rabopamopuu 8 P@ npogooam ouazHocmuxy aub 2-3
Hauboee KPYRHbIX MyMayutl, Xapakmepuvlx 0Jisl Kiaccuyeckux ¢popm 2 1-eudpoxcunasol.
Tloosmomy nepeod nanpasnenuem Ha ucciedosanue HeobXo0UMO YMOYHAMb, NPOBOOUMCS iU
uccnedosanue mo4euHvlx Mymayutl, cneyu@uunsix 0is Hekaiaccuieckou popmul (cm. maon. 1).
Bo-emopuix, BIJKH si6nsemcs aymocomMHo-peyeccusHblM 3a001e6anuem, no3momy s
noOmeepsHcOeHUs OUA2HO3a HeoOX0OUMO, UmMooObl OBLIO BbIABIEHO 0OHOBPEMEHHO 2 Mymayuu 6
oOnpeoessemMblX NOLONCEHUSX 2eHA (IMO MOdAICem OblMb 2OMO3ULOMHASL Mymayusl 1ubo 2 pazuvlie
Mymayuu 8 2emepo3ucomHom noaodxicenuu). Ilpu evisaeieHuu 1uub 00HOU 2emepo3ucomHoll
MYymayuu 4eio6eKk CUuUmaemcsi 300P08biM 2emepo3uUOMHbIM HOCUMeNeM, U Ne4eHUs He

mpebyemcsi.

Juarmocruka gepunura 11B-ruapoxcuiaasol

e JImarnoctuxky I'® BJIKH pekomennoBaHO MpoBOIUTH MO ypoBHIO 1 1-ae30kcukopTu3ona
B CBIBOPOTKE KPOBH y NAIIMEHTOB ¢ HeTUNMUYHbIM TeueHneM B/IKH nnu nosBnenuem Al

VYpoBeHns yoeautensHOCTH pekoMeHaaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

KommenTapuu: Ocnogubim mapxepom ouaenocmuxu I'®@ B/[KH aensemcs onpedenenue 11-
0€30KCUKOPMU30IIA — OCHOBHO20 NPeOUeCMBeHHUKA KOPMU3O0JIA, HAX00AUe20cs Hao
GepmenmamusHviM O10KOM, KOMOPYBIUL NPU KIACCULECKOM 8apuanme 3a00.1e6anus npegbluiaem
Hopmy bonee wem 6 5-10 pa3z. Oonaxo 6 pymuHHOU NPAKMUKE 910 B03MONCHO COeNamsb MOolbKO 8
X00e nposederuss Myibmucmepouoro2o ananrusa. Ilosmomy npu nooospenuu na I'® B/IKH,
Hanpumep, Npu HUZKOM YPOSHe Kanus u akmusHocmu penuna naasmel (APII) éne npuema
MUHepanoxopmukouonsii npenapamos (MK) unu nepedosuposku entokoKOpmuKouOHbIX
npenapamog (I'K), npu nogvluienuu apmepuansHo2o 0asieHus y nayueHmos ¢ pamee
8bIABNEHHOU BUPUTLHOU POpMOT 3a0011e6aHUSA, A MAKIHCE NPU OMCYMCMEUU MUNUYHBIX MYMAYUll
6 eene CYP21, nayuenma HeoOX00UM0o Hanpasums 6 CHeYUaIUIUpPOBaAHHbLE YEHMPbL 0I5
VMOUHeHUsl OUACHO3A U N00OOpa mepanuu.
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HUccneoosanue mymayuii 6 cene CYPI11B1 nposodumcs Kpaiine pedxo, nosmomy 6 Poccuu
2eHeMuUYecKyr0 OUASHOCIMUKY MONCHO NPOBECU MOIbKO ¢ NOMOWbIO CEKBEHUPOBAHUs 2eHa. B
HeKomopulx cmpanax (nanp. 6 M3paune) ucciedosanue 00HOU U3 Hauboiee 4acmvix Mymayui -
His R448H - npumensiemcs 6 pymunnoi npakmuxe.

B numepamype onucanvl cnyuau neknaccuveckotl popmol degpuyuma 1 1f-euopoxcunasol. B
KAUHUYECKOU KapmuHe OOMUHUPYION NPUSHAKU 2UNEPAHOPO2eHUU U HAPYUleHUs
MEHCMPYanbHO20 YUKIA Y HceHuuH, npu smom Al npu smoii ghopme 3abonesanus Hem, 160 oHa
HOCUm He3HauumenvbHulll xapakmep. Juacnocmuposamo nekaaccuueckyio goopmy 11-11[-
2UOPOKCUNIAZbL MONCHO HA OCHOBAHUU Nogblutenus 1 1-0e3okcukopmuzona npu npogeoeHuu
MAHOEMHOU MACC-CNeKMpOMempuu.

2.4 UHCcTpYMEHTAJILHAS AHATHOCTHKA

e PexomeHyercs UCHONB30BATh TAKUE METOJbI MHCTPYMEHTAIBHON TUArHOCTHKH, KaK
V3U, KT, geacutomerpuro, II'JIC ¢ 1171610 OLIEHKH OCIIOKHEHHUH 3a00JIeBaHUs U
JIuTeNnbHOM 3aMecTuTenbHOM Tepanuu ['KC.

VpoBeHb yOeAUTEILHOCTH peKOMEHIaIHii B (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

Komenrapuu: Hucmpymenmanvras ouacnocmuka y 63pocivix nayuenmos ¢ B/[KH nanpasnena
Ha 8blAGIIeHUE BMOPUYHBIX 00PA308AHUL 8 HAONOYEUHUKAX, OCOOEHHO NPU INU300AX OTUMENbHOL
Odexomnerncayuu 6 anamuese (Y3U, KT naonoueunukos). Heobxooumwiti sman — oyenxa
COCMOANUsL penpoOYKMUGHOU CUCTIEMbl, UCNOIb3YeMble CKPUHUNH208ble MemoOuku — Y3U
OP2aH08 MANI020 MA3A Y HCEHWUH, MeCMUKy Y Mysxcuun. [lpu nepeuunom obpawenuu nayuenma
NPOBOOUMCS UHCIPYMEHMATbHASL OYEHKA COCMOSHUS MUHEPATbHOU NIOMHOCMU KOCHHOU
MKAHU (npogedenue 0eHCUMoMempuy MUHUMyM 2 0moesos - NO36OHOUHUK, ulelika 6edpa).
Heobx00umo nomMHums 0 8axcHOCMU MOHUMOPUPOBAHUS COCMOSHUSL HCETYOOUHO-KUUEYHO20
mpaxma nayuenmos - npogeoenue Y3U opeanoe oprownou nonocmu, I JJC, m.x. nayuenmoi
HAX00AMCs HA NONCUSHEHHOU mepanuu 2iioKkokopmukocmepoudamu. bonee noopoorno o6
uncmpymenmanvrou ouacnocmuxe npu BJIKH u3znooceno 6 paszoene «{ucnanceproe
HabO00enuey.

3. JIeuenue

3.1 KouncepBaTuBHOeE JieueHne

JleyeHue manueHToB ¢ KjaaccnuyeckKuMu popmamu nedbunmra 21-ruapokcuiiasbl

e PexomeH10BaHO J€UNTH B3POCIBIX MAIIMEHTOB C Kinaccudeckumu ¢popmamu BJAKH
TUAPOKOPTU30HOM WJIM JUIMTENBHO AekicTByrommmu 'K

YpoBeHb yOSIUTEIbHOCTH PeKOMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 1)

Kommenrtapum: Jleuenue knaccuueckux ¢oopm BIAKH ceooumcs Kk nosicusneHHoMy npumeHeHuo
2NIIOKOKOPMUKOUOO8 U MUHEPATOKOPMUKOUOO08 (npu conbmepstowel gpopme). OcnosHas
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cnodcnocms nevenus BIIKH 3akntouaemcs 6 mom, ymo 8 nacmosuee 8pems He paspadomarvl
npenapamul, NOIHOCMbIO UMUMUPYIOWUE COOCMBEHHYIO CEeKpeyuio KOPMu30aa u CHOCOOHble 8
@uzuonocureckux 003ax NOIHOCMbIO NOOABUMb U3OLIMOYHBIU CUHIME3 HAONOYEYHUKOBBIX
aHOpPO2EeH08, NOIMOMY 8e0eHUe NAYUEHIMO8 CBOOUMCA K OANAHCUPOBAHUIO MeNCOY NPUSHAKAMU
2UNEPKOPMUYUBMA U 2UNEPAHOPO2EHUU.

B omauuue om oemckozo 6o3pacma, ko2oa pekomeHoyemcs 6ecmu NayueHmos moabKo Ha
2NIIOKOKOPMUKOUOHBLX NPEnapamax KOpoOmKo2o 0elcmaus, y 83poCiblX NAYUEHMO8 803MON’CHO
UCNONB308AHUE KAK NPENnapamos KOpomKo2o (2uOPOKOPMU30H), MAK U OIUMeNbHO20 OelUCmaus
(MpeoHU30I0H, DeKCaMema3oH, MeEMUINPeOHU3010H). Imo 8 psoe Ciyiaes npusooOum K
VIYYUeHUI0 KOMAIaeHmHocmu nayuenmos. Haubonee uacmo ucnonvsyemcs ciedyrouas cxema
nepesooa ¢ 00HO20 2IHKOKOPMUKOUOHO20 npenapama Ha opyeoti. 20 me cuopokopmusona <~ 5
Me npedHu3onoHa = 4 me memuanpeonuzonona = 0,375-0,5 me oexcamemasona.

Bpemsa nasnauenus enoxoxopmurxouonsix npenapamos npu B/[KH ocmaemcs 6 mupe
OucKymupyemovim 60npocom. Ecmos cmoponnuku naznauenus O01vbuux 003 ympom, Komopule
cuumarom maxou pexcum oonee PU3UOIOSUUHBIM, MAK KAK OH JIyHule UMUMUpyem
YUPKAOUAHHBLI PUMM 8bIpabOmKU KOpmu3ona. /lpyaue dxce ommeuarom 00Cmudicenue ayduieti
KOMNeHcayuu npu npumeHenuy OOabuux 003 Ha HOYb 3d Cuem nooasieHus HOYHO20 8blOPOCa
AKTT'. B Poccuu wawe npumeHnsiemcs 6mopot 8apuanm, 0OHAKO CMpo2ux peKomMeHoayull no
OaHHOMY 8ONPOCY Hem, U peueHue MOdcem ocmamuvcs 3a aevawum epadom. [11,12,13,14]

e Ilpu conprepsromeii popme aedummra 2 1-ruapOKCHIa3bl PEKOMEHIYETCS
nononautenbHo K ['K npumensats MK (dbiayapokopTrson)

VpoBeHb yOeauTeILHOCTH peKOMeH 1aIuii B (ypoBEeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 1)

Kommenrapum: /11 komnencayuu MuHepaioKOpmuKOUOHOU GYHKYUU UCNOTb3YEM sl
@nyopoxkopmuszon. CpedHue 003UposKU U CXeMbl NPUMEHEHUS NPEenapamos OJisl 1eYeHUs
knaccuyeckux popm BIIKH npeocmasnenvt 6 maon. 4.

Tabnuna 4. IIpenapatsl riIt0Ko- 1 MUHEPAJIOKOPTUKOUIOB, CIIOJIb3YEMbIE B JICUEHUHU
knaccuueckux ¢popm BJIKH, ** -npenapatsl, Bxonsume B cincok XKHBJITT

['napoxopTH30H** 20-40 mr/cyT pa3aenurtsb Ha 2-3
npuema

[Tpenuu3omon™** 5-10 mMr/cyT Ha 2 mpuema

JlexcameTazoH™* 0,75-1,0 mr/cyT Ha HOYb

MeTunpe 1Hu307I0H** 4-6 MI/cyT Ha HOUYb

DayapokopTU30H** 50-150 Mkr/cyT Ha 1-2 mpuema

o PexomennoBano yBenuuenue 1036l 'K nnm nepexos Ha napentepanbHoe BBeaenue ['K B
OCTPBIX CUTYaIUsX, TAKUX Kak (edpunbHas temmneparypa (>38,5°C), racTpo3HTEpHUT ¢
JeruapaTanueit, onepamnuu noj oouei anecre3ueil 1 MaCCUBHbIE TPABMBbI

YpoBeHb yOSIUTEIHbHOCTH PeKOMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 1)
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KommenTapuu: V nayuenmos c knaccuweckumu gpopmamu B/IKH 6 opeanuzme ne npoucxooum
a0eK8amHou 8blpabomKu KOPMU301a 6 Omeem Ha QuauyecKull cmpecc, Hanpumep, npu
3a001€8aAHUSAX, CONPOBOAHCOAIOWUXCS BLICOKOU MeMNepamypoll, 2acmpodumepume ¢
Odecudpamayueti, onepayusax u mpaemax. Umenno noomomy ecem nayuenmam ¢ B/JIKH
PeKOMeHOYemcs HOCUMb Npu cebe udeHMuuUKayuoHHvle 0OKyMeHmyl Ui opaciemal,
yKazvigaowue, 4mo y HuxX umeemcs OaHHoe 3a001e8anue, U 6 ciyiae ypeeHmHuIX CUmyayui Um
HeoOX00UMO He3amednumenvbHoe 6gedeHue 2uopokopmusona. Tak kax 3aboneeanue a61aemcs
PEOKUM U He 3HAKOMO MHOSUM CREYUATUCTAM NEPBUUHO20 36€Hd, NPEONIONCEHO YKA3bIBAMb Y
MAaKux nayueHmos Haiudue XpOHuU4ecKou Haono4e4HUKo8oU HeOOCMAamoyHOCmu, 4mo
obnezuaem npunamue peuleHus 8 OQHHbIX CUMYAYUsIX.

B cnyuae unmepxyppenmuoix 3a601e8anull, npu KOMOPbIX COXPAHEHA 803MOICHOCHb
npooo.diceHus nepopaivio2o npuema I'K, Heobxooumo ysenuuenue 003bl 21H0KOKOPMUKOUOOB 8
2-3 pasza. Ilpu neagppexmusrnocmu 6600umcs 2uOPOKOPMU3OH (SUOPOKOPMUZOH CYKYUHAM
nampus) 50-100 me sHympumvluieyrno, oanee npu He0OXoOUMOCMU 86e0eHUe NOBMOPSAEMCL NO
50 me kadicovie 4-6 yacos. B cyyae omcymcemeus yuyyuleHus camodyecmasus @ meuenue 24-48
YACO8 PEKOMEHOYemest 20CNUMATU3AYUSL 8 CIMAYUOHAD, 20€ NPOBOOUMCSI 6HYMPUBEHHASL UHDY3Us
2UOPOKOPMU3OHA HA (hoHe pecudpamayuonnol mepanuu. Ilpu npumenenuu napeHmepaibHoO20
2UOPOKOPMU3OHA, 0034 (hIYOPOKOPMU3OHA He MeHsiemcst, 1ubo dadce MK ommensiomes
noanocmouio. Kak monivko cocmosinue nayueHma cmaduausupyemcsi, ciedyem nocmenesHo

8EPHYMbCS K 0ObIUHBIM 003AM NPENnapamos.

e [Ipu sMOLIMOHATIFHOM M HEPBHOM HAIPSHKEHUH, TIPH JIETKUX BUPYCHBIX 3a00JICBAaHUSAX U
npencTosiiiei puznyeckoil Harpy3ke yBenuuuBath 103y 'K He pekomenyercs.

VYpoBeHb YOCAUTENILHOCTH PEKOMEH 1aluii B (YypOBEeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

Kommenrapum: [Ipu gpusuueckux nacpy3kax u ncuxoiocuieckom cmpecce HeooXxooumocmu 6

yeenuuernuu 003wl I'K nem.

JleueHHe MALMEHTOB C HEKJIACCHUYeCKMMH hopMamu JeduiuTa 21-1"1/[)1[)01(61/[.]1331)1

o Jleuenne nmanuentok ¢ HBJIKH ¢ nomomero I'K pekomen10BaHO TpOBOIUTE ITPH
BBISIBICHUH 3HAYMMOM TUIepaHIporeHuu, OeCTIoNus UM HEeBbIHAIIIMBAHUS
OEpEeMEHHOCTH.

YpoBeHb yOeIUTEIbHOCTH peKoMeH 1aluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

KommenTapumn: V orcenwyun ¢ gvipasicenHvlMu cuMnmomamu 2unepanopo2eHu 803MO*CHO
nHazuavenue I'K (mabn. 5). [locne nauana mepanuu 6occmanogieHue MEHCMpPYyarbHO20 YUKIA U
VMeHbUeHUe aKHe MONCHO 0XCU0amsp depes 3 mec., a cupcymusma — 6 meuerue 30 mec. Ilomumo
9MO020 Mepanuio MO}CHO Npo8ooums komounuposanno ¢ KOK u/unu anmuanopoeenamu, a
MaKaice peKoOMeHO08amsb HCEHUWUHAM PA3TUYHbLE MEMOObl INUTAYUU.

Tabmuua 5. IIpenapats! I'K, ucnonszyemsle B teueHnn Heknaccuueckoit B/IKH,
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[ 'mapoxopTH30H™** 10-30 mr Ha 2-3 npuemMa B JIeHb
[Ipeaauzonon™* 2,5-7,5 MI Ha HOYb
JlexkcameTa3zoH™** (TOJBKO BHE 0,25-0,75 Mr Ha HOYL
OEpPEMEHHOCTH )

MeTuanpeTHU30JI0H ** 2-6 M Ha HOYb

Hecmompsa na mo, umo y 68% owcenwun ¢ nexnaccuveckou B/JIKH camonpousgonvbie
bOepeMeHHOCIU MO2Ym HACMYNUMb U Oe3 NPUMEHEHUs. 2TIOKOKOPMUKOUO08, CHOHMAHHbLE
BHIKUOBIUU HA PAHHUX CPOKAX NPU OMCYMCMEUU J1eYeHUs 6CMPedaromcs 00CmMamoyHo 4acmo.
Ilosmomy paccmampusams eonpoc o I'K mepanuu neobxooumo, npexcoe 8ce2o, Ha smane
NIAHUPOBAHUSL OepeMeHHOCMU, OCODEHHO Y JHCeHWUH ¢ 6eCnI00uemM Uil NPUSbIYHbIM
HegblHauUBaHueM bepemennocmu. Jleuenue moaicem npo8oOUMbCsi ¢ NOMOUbIO 1100020
2NIIOKOKOPMUKOUOHO20 Npenapama, 3a UCKIoueHuem oekcamemasona. /[ozvl npenapamos c
HacmynieHuem bepemeHHOCmu 00blYHO He MEHAIOMCS, JleueHue NPo8oOUMcs 00 PpoOos.

Kax npasuno, npu nexnaccuueckoii BJKH omcymemayem deghuyum kopmu3zona u
conbmepsowue Kpussl, NOIMOMY Hem HeobXxooumocmu nogvluams 003y I'K 6o epems
CMPecCOPHbIX COCMOAHUL, ONePAMUBHBIX BMEUAMENbCME WU OCMPBIX 8UPYCHBIX 3A001e8aHULL
HUcknrouenuem aensiemcs evisisieHue HeOoCmamoyHou 8blpabomKu KOpmu30id 60 8pems
cmumynupyowezo mecma (meree 500 HMONb/1), UMEHHO NOIMOMY & ClLyYae NOOMBEPHCOEHUS
0UAcHO3a ¢ NOMOUWBIO NPOBEOEHUSL NPOOBL C MEMPAKO3AKMUOOM HEODXOOUMO UCCTEe008AMb

9MOmM noKazamenv U y4umoléams €20, Hanpumep, npu pooopaszpewenuu. [15,16,17]

e VY XEHIIVH C YMEPEHHOH rUIepanporeHneil u fucyHKIuen SMIHIKOB BHE
IUTAHUPOBaHMsI OEPEMEHHOCTH PeKOMEHTyeTcst mpuMeHeHue smecto I'K
cumnromarndeckoit repanuu: KOK w/unm aHTHaHIPOTE€HBI.

VYpoBeHns yoeautensHOCTH pekomeraaruii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

Kommenrapum: Hecmomps na mo, ymo namozenemuyeckoe jiedenue HeKaaccuyeckol hopmol
BJIKH 0onotcHo npoeooumscsi no mem e npuHyunam, Ymo u npu Kiaccuieckux gopmax
(nymem 6o3meweHus dedhuyuma Kopmu3oia), Heooxooumocmos Hasnavenus I'K mepanuu
abcontommuo ecem xeHwunam ¢ Hexnaccudeckou B/JKH evizvieaem Oonvuuue cnopol y
cneyuanucmos no ecemy mupy. eno 6 mom, umo 0ozl I'K, Heobxooumvie 0151 nooasnienus
U30bIMOYHOU NPOOYKYUU AHOPOSEHO8, HEPEOKO ABIAIOMCI CYNPADUIUOLOSUYECKUMU, YMO, C
yuemom MA2K020 meyeHus OaHHOU (hopmul 3a001e8aHUsl, 8bl13b16AEH ONPEOesIeHHblEe ONACEHUS 8
niane nodicusHeHHo2o npuema. Iloomomy éce 6ovuie cneyuarucmos 60 8pem mMupe npuxooam K
MHEHUI0, 4mo eHe NAAHUPOBAHUS DepeMeHHOCMU U 8bIPANCEHHOU 2UNepanopOceHUU NPUMEHeHUe
I'K ne aenaemcs 06s3amenvubimM 4 Modtcem 0bimb 3aMEeHeHO CUMNIMOMAMUYECKOL mepanueti 8
sude KOK u/unu anmuanopozenos (maoi. 6).

Ta6muma 6. [Ipemapater antuanaporedo u KOK, nucnons3yromuecs B Tepanuu HEKJIACCHIECKOU
BJIKH, ** - npenapartsl, Bxonsuue B cniucok XKHBJITT
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[{uripoTepon™* 10-50 mr B cyTku ¢ 1 o 15 neHp nukia B BUIE
MOHOTEpaIuu, B KoMmOuHaIuu win B cocraBe KOK
[IUKJTMYECKH B pexxkume 21/7

CriupoHOIaKTOH* * 100-200 Mr B cyTKH
dunacrepug** 2,5-5 Mr B CyTKH
Dyramu 50-150 Mr B CyTKH

DtuHUIACTpaanot/ npocnupenoH (0,03/3 mr mo 1 T. nukiryecky B pexxume 21/7 umm
24/4

DtuHUIACTpaano/xnopmaanaon0,03/2 mr mo 1 T. mukMyecky B pexume 21/7

e Jleunts Geccumnromubie popmbl HBJIKH y sxeHIITUH HE peKOMEHIyeTCH.

YposeHb yoeaureapbHocTH pekomenaaiuii C (ypoBeHb JOCTOBEPHOCTHU J0KA3aTEIILCTB — 2)

o Jleunts MmyxuuH ¢ HBJIKH He pexomenayercs.

VpoBenb yoeautenbHoCTH pekoMeraaruii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

KOMMeHTapI/II/IZ 6 ciydae beccuMnmMoMHO20 meyenus 3a00/1e6aHuUsA Y JCceHuiuH mepanus He
npoeodumbc;z. ﬂuaeHocmuKa u ievenue HB,ZZKH)/ MYIAHCUUH HE UMeen KIUHUYECKO2O0 3HAYCHUA,
M. K. eOUHCMEEHHOU 0AHCUOAECMOU NONb3OL mepanuu 6 Smux Ciydasiax AGJANACh Ob1

npogunaxmuxa eoznuxnosenusi TART, komopwie npu nB/IKH y myoicuun He onucauvl.

Jleyenne ' BAKH

o Jleuenue ['® BJIKH pexomMeHiyeTcss IpOBOAUTH IO TEM K€ MIPUHLUIIAM, YTO U JICUCHUE
BUPWIBHOHN (opMBI, 00ycloBiIeHHOH nedunutom 21-ruapokcunassl. B Tepanuu moryr
npumeHsaTbes ['K npenapaTsl KOPOTKOTO U JJIUTENBHOTO AEHCTBHUA.

VYpoBeHb yoeautensHoCTH pekomenaanuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 2)

Kommenrapum: /layuenmul ¢ knaccuueckou ghopmoii oepuyuma 115-euopoxcunasvl, kax u npu
opyeux ¢popmax B/IKH, noswcusnenno nonyuaiom npenapamel I'K ¢ yenvto koppexyuu
CUMNIMOMO8 HAONOYEYHUKOBOU HEOOCAMOYHOCMU, SUNEPAHOPOLEHUU U APMEPUATLHOU
eunepmensuu. Ecnu npenapamom evibopa y 0emetl A613emcs 2UOPOKOPMUIOH, ) 83DOCTbIX
MOJICHO UCNOTB308AMNb U NPenapamul 0IumenbHo2o delicmeus. Heobxooumocmu 6 Hasnavenuu
MK y maxux nayuenmos nem, max kax nogviuenue J{OK npusooum k omcymcmeuio

MuHepaJZOKOPWZMKOuaHOIZ HeooCmamo4yHoCcmi.

e [Tammmentam ¢ 'K B/IKH B xauecTBe JOMOJHUTENBHON TEPANTUA PEKOMEHIYETCA
Ha3HayaTb aHTUTUIIEPTEH3UBHBIE MIPENAPATHI, TPEANOYTUTEIBHBIMUA CUATAKOTCS
KaniicOeperarmnye TNypPeTHKA U JUTHIPOTTHPUTMHOBEIE OJ10KaTophl Ca-KaHajoB.

YposeHb yoeauteabHocTH pekoMeHnaaiuii C (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIILCTB — 2)

KommenTapuu: Eciu na ¢pone monomepanuu I'K ne yoaemces ckoppecuposamv Al', modicHo
O0ONOIHUMENbHO UCNONIL308AMb AHMULUNEPMEH3UBHbIEe NPEenapamvl, U3 KOMopbiX
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npeonoymumenbHbIMU A6II0MCsL Kaaulicoepeeaioujue Ouypemuru 8 CO4emanuul ¢
Ooueuoponupudurosvimu o1okamopamu Ca-xananos (Hugheounun) (maoan. 7).

Ta6mmma 7. [Ipemapatsl, ucnonb3yembie B euennn '@ BJIKH

['unpokopTH30H™* 20-40 mr/cyT pa3zaenuth Ha 2-3 npuema
[Tpenuuzomon™* 5-10 Mr/cyT Ha 2 ipuema
/lekcamerazon™* 0,75-1,0 mr/cyT Ha HOYB
MeTuanpeTHU30JI0H ** 4-6 MI Ha HOYb

Anmuzunepmen3ugHvle npenapamol

Hudeaumun ** 30-90 mr perapanas popma, 10-20 mr 2-3
[pasa BJICHb (HepeTapaHas ¢popma)

CriupoHOIaKTOH* * 25-200 Mr B 1eHb

D1IepeHOH 25-50 Mr B JICHB

3.2 Xupypruueckoe Je4yeHue

e Pexomenayercs mpoOBOAUTH MEPBBI ATal PEMUHU3UPYIOICH MIACTUKU HAPYKHBIX
MOJIOBBIX OPT'aHOB B TMEPBBIE TOJIbI JKU3HU PEOCHKA U 3aBEpIIATh BCE ATAIIBI
Xupypruueckoro jeuenus y nanueHTok ¢ BJIKH B mybepratnom Bo3pacre.

VpoBeHb yOeaUTEILHOCTH peKOMeHAaluii B (ypoBEeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 2)

KommenTapuu: Ocoboe snumanue 0013#CHO Obimb yOeneHo gemMuHuzupyoujeli niacmuxe
Hapycuvlx eeHumanutl y scenuun ¢ BIIKH, ceoeepemennocmu ee nposedenusi, oyenke
COCMOSIMENbHOCIMU ONEPAMUBHO20 BMEeULameNbCMEa U OMCYMCMEUs PA3EUMUSL
NOCMONEPAYUOHHBIX OCTIOANCHEHULL (PYOYbl, cmpuxmypsl u m.o.) Bupuiusayus eenumanuil
HaOO0aemcs y nayuenmox ¢ podicoerusi. Ilpu vlcoxkou cmenenu upuiu3ayuu
GpemuHuzUpyIOWas NIACMUKa npoBOOUMCsL 8 084 IMANA.: NEPEblll IMAnN, GKIUAIOUULL
KAUMOPONIACMUKY U PACCEYEHUE YPOLEHUMANbHO20 CUHYCA, NPOBOOUMCS 8 NEPBbLE 200bl HCUSHU
pebenka, 6mopou Sman — UHMpPOUMONIACMUKY — PEKOMEHOYemcst NPO8oOUNMb HOC/Le
Hacmynjienust MeHapxe u O0OCMUNCeHUsi 00CMAmMOYHOU dcmpozeHusayuu cenumanuil. K
COACANEHUIO, 8 NPAKMUKE YACMO 8CMPEYAIOMCS CYYAU, KO20d 6MOPOl SMan niacmuku He
nPOBOOUMCsL BNI0Mb 00 83POCI020 803pacma. Taxux s’ceHuun Heobxo0UMo HanpPaeIsims 8
Gedepanvhblie CheyuanuzupoOBAHHbLE YEHMPbL SUHEKOLO0SULECKO20 NPOPUS, 20e UMEemCs ONbLm
MAaKux onepayutl, @ Maxice CReYuaIu3UpOBAHHAst KOMAHOA XUPYP208, AHECTNE3UON0208 U
9HOOKPUHONIO208.

3.3 UHoe Jeuenue

JIBYCTOPOHHSIA AIPEHAJIIKTOMUSI.

e B penkux ciydasx y NalMeHTOB ¢ HEKOHTPOJIUPYEMOM TMIIEPAHIPOTCHUEN IIPU YCIOBUN
JIOCTaTOYHOM MPHUBEPIKEHHOCTH K JICYEHUIO MOXKET ObITh PEKOMEHI0BAHO IIPOBE/ICHUE
JIBYCTOPOHHEH aJpEHAIIKTOMHS.
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YpoBeHb yOeaUTEIbHOCTH pekoMeHaaluii D (YpoBeHb TOCTOBEPHOCTH JTOKA3aTEIbCTB — 2)

KommenTapuu: Hebonvwou npoyenm nayuenmos ¢ msicenoi conrvmepsowei hopmoii BIIKH
€ NPaKmu4ecku NOJHbIM OMCymcemeuem axmuenocmu 2 1-2uopoxcunaszvl He no00armces 1eYeHuro
I'K: 0adice npu ucnonb308anuu 8blCOKUX 003 NPENApamos He CHUNCAEmcsl 8blpabomKa
anopozeros u ocmaromces npusHaku supunuzayuu. OcodenHo 3mo aKmyaibHo npu peuleHuy
gonpoca 0 60ccmanogieHus hepmuibHocmu. B maxux cuyuasx paoom agmopos npeonazaemcs
anbmepHamusHulil memoo aevernusi BJJKH - 0sycmoponnss aopenanskmomus. OOHako smom
Memo0 JieyeHus 8vizvleaem MHo20 60npocos. C 00HOU CMOPOHbL, ee NPOBedeHUe YMeHbLULAem
BUPUIU3AYUIO U NO380JIsIem NpuUMeHsAmb Menbuuue 003vl I'K. C Opyeoul — umeromces
UHMPAONepayuoHHble PUCKU, PUCK AOPEeHAN08bIX KPU308 nocmonepayuonHo. Ilpomusonokasano
npPOBOOUNMDb 08YCIMOPOHHIOI AOPEHANIKIMOMUIO HEKOMNIACHMHbIM NAYUEeHMAM, M.K. 8
HOCIeoNepayuOHHOM nepuooe Hepe2yiApHbIl NPUeM Npenapamos 3amMecmumenbHol mepanuu
I'K moorcem oxkazamoca ghamanvrvim. menno nosmomy peuierue o npogedenuu cmo.ib
PAOUKATIbHO2O JleUeHUs. He 00HCHO NPOBOOUMbCS PYMUHHO 8 00well amby1amopHol NPaxKmuxe.
Ilpu 60o3nuUKHOGEHUU NOOOOHBIX cumyayutl, Ko20a NAYUeHmvl He 00CMU2am KOMNEeHCayuu
oadice npu npumeneHuu cynpaguzuonozudeckux 003 I'K u pasgumuu ampoceHHo2o
2UNEPKOPMUYUIMA, OHU OONHCHBL ObIMb HANPABIIEHbL 8 (hedepabHblil YeHmp

SHOOKPMHOJZOZMlleCKOZO np0¢uﬂ}l ons peuerusl eonpoca 00 ONMUMATILHOM Memooe Jieuerusl.

IIpenaTajbHas Tepanus

° HpeHaTaanaﬂ TCpalurd JOJKHA paCCMAaTpUBATbHCA KAaK SKCIICPUMCHTAJIbHAA MCTOAMKA,
MpoBOAMaAsA UCKIIIOYUTCIIBHO B CIICHHAJIM3UPOBAHHBIX HCHTPaX, UMCIOIINUX
COOTBGTCTByIOHII/Iﬁ IMPOTOKOJ UCCIICAOBAHNA U KOMUTCT 110 3THKE.

YposeHsb yoeaureapbHocTH pekomenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

Kommenrtapum: [Ipenamanvnas mepanus — 5mo neueHue 0eKcamemazoHom 6epemeHHbIX
JHCEHWUH, Y KOMOPBIX NO PE3VIbMAMaM 2eHeMU4ecKo20 KOHCYIbMUPOSanUs UMeemcs blCOKUL
PUCK podicoenust pebenka ¢ Kiaccuieckou hopmoui degpuyuma 2 1-eudpoxcunasvl (Hanpumep, 6
cnyuae yace umerowuxcs demeti ¢ B/J[IKH 6 cemve u noOmeepicoeHnbimM HOCUMenbCmeom
Mymayuu y 06oux pooumenetl, Ko20a pUcKk poacoeHus Nociedyuie2o b0iIbHo20 pebeHKa
cocmasnsiem 25%). Tak kax dexcamemazon — eourncmeennvii I'K npenapam, nponuxarowuti
yepe3s niayeHmy u CnoCcoOHbIl N0OABUMb NPOOYKYUIO AHOPO2EHO8 HAONOYEYHUKAMU N100d, NPpU
€20 HA3HAYEeHUU C CAMbIX PAHHUX CPOKOB 2eCMayUL CYWecmeyem 03MONCHOCIb CHU3UMb
cmenenb eupunuzayuu HI1O y nosoposcoennvix desouek ¢ BIIKH.

OcHognas npobema 3aKnouaemcs 8 mom, 4mo 07 00CMUINCeHUus dGexma HavuHamo
mepanur HeobXo00uMo KaK MOJNCHO paHbule — He no3oHee 6 Hedeau cecmayuu. B mo e epems
nposedenue nNPeHamanbHol OUASHOCMUKY 071 ymoyHeHus noaa u Haauuus B/JIKH y nnooa
603M0OHCHO MOoNbKo Ha 9-10 Hedene bepemennocmu. T1oamomy neveHue 8blCOKUMU 003aMU
deKcamemasoHa Ha YManax 3aKiadku 0peaLo8 HanpacHo o6yoym noayuams 7 uz 8 demeu. B
Hacmosujee 8pems Ha KOMMePUEeCKOl OCHO8e 00CMYNeH Memoo0 onpedeietus 8 Kpogu
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6€p€M€HHOﬁ HCEHUJUHbL Y‘XPOMOCOMbl niooa C PAHHUX CPpOKO6 cecmayuu, HO noKa sma
MemoouKa He 86e0eHd 8 noecemMecmHnyo npaKkmukKy.

Brusnue oexcamemasona na énympuympoodHoe u danvHeliuiee passumue pebeHKa 00 cux nop 00
KOHYA He U3Y4eHO, HO NPeonoaazarmes e2o Hecamushvle s¢pexmot na L[HC, pacnpeodenenue
AHCUPOBOU KNeMUAMKU, DYHKYUIO HAONOYEUHUKOB U NOONCETYOOUHOU Jcee3bl 8 PAMKAX
Gemanvrozo npocpammuposanusi. Kpome moeo, 0uesuoHbl HecamueHvle hhexmovl Ha OPaAHUIM
mamepu no Muny sSIMpO2eHHO20 SUNEPKOPMUYUIMA.

Heobxo0umo ommemums, umo 6 Poccuu cyujecmgyem MHeHue, 4mo 0eKcamemason cnocooeH
npedomspamums supunusayuto HIIO y desouek 6 pezyrbmame Oeucmeusi MamepuHCcKux
AHOPO2EHO8, NOIMOMY HEPEOKO 0eKCaMemaszoH Ha3Ha4aemcs OepemenHbiM HCeHWUHAM C
nexnaccuyecxol B/JIKH. Oonaxo oannble ucciedo8anull He nOOmeepicOaom 03MOICHOCb
APOXOAHCOCHUS MAMEPUHCKUX AHOPOSEHO8 Yepe3 NIAYeHmy U UX He2amueHoe GusHue Ha Nioo.
Tlosmomy dexcamemaszon 0onycmum K NpUMEHeHUI0 Y OepeMeHHbIX HCEHUUH TULLb OJis mex
PeoKux ciyuaes, Ko2e0a no003pesaemcs Haiudue maxcenvix kiaccuieckux popm BIAKH y camoeo
pebenka.

Hmenno nosmomy 6 Hacmosiuee pems He peKoMeHOYemcs nposooUmMs NPEHAManIbHYI0
mepanuio 0eKcamemasoHoM 6 pYMUHHOU NpaKmuke, a 0eKCamemazon OMHOCUMCSL K
HedceniamenbHulM npenapamam 0 aeyenus aooou popmvl BIIKH 6o epems bepemennocmu.

4. PeaOuauranus

e IIpennaraercs naruentam ¢ BJIKH, nmeronum ncuxoconuanbHbIe TpoOIeMbl
BCJICJICTBHE TTATOJIOTMH TIOJIOBOTO Pa3BUTHSI, OOPAIATHCS K CIICIIHAIMCTAM,
CIIEIUATTU3UPYIONTUMCS Ha 3TUX MpoOIeMax.

VYpoBeHb yOeAUTEILHOCTH peKOMEH 1aluii B (YypOBeHb TOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)

KommenTapuu: Ocnogrotui 6onpoc peaburumayuu e3pocavix nayuenmos ¢ B/IKH cesazan ¢ ux
ACUXOCOYUATILHBIMU NPOOIEMAMU, KAK NPU TH0O0M 3a00]1e6aHUU, CEA3AHHOM C NAMOoJo2uell
non06020 passumus. B uoeane, koncyromuposamnue 001#CHO NPOBOOUMBCS ONLIMHBLIMU 8 OAHHOU
obracmu cheyuanucmamu.

46 XX nayuenmam ¢ B/JIKH u ux cemvsam modxcem nompedo8amvbcs NOMOub 8 peuleHuu maxKux
cneyuguunslx 0Jis1 NAMOA02UU NOJI0B020 PA38UmMuUs npobiem, kak: 1) meduyurckoe obyuerue
cembll, KOHCYIbMUPOBAHUE NO BONPOCAM NCUXOCOYUATLHO20 NPOSHO3A, 2) YCmMaHo8IeHue noid 8
cayuae 8blpadCeHHOU SUPUIUZAYUL, 3) NPUHATNUE PEUUEeHUsl N0 NPOBEOEeHUI0 heMUHUSUPYIouel]
NAACTMUKYU 2eHUMANUL 8 paHHem demcmee, 4) ncuxocoyuanbHas IKCnepmu3a 0l YCmaHo81eHUs.
nOJA U KOHCYIbIMUPOBAHUE NO BONPOCY CMEHbl NOLA 8 II0O0M 803pacme NPU HATUYUU HCeNAHUS
nayuenma (6cmpeuaromcsi Ciy4au CMenbl Noad KaK € HCEHCKO20 HA MYICCKOU, Max u ¢
MYAHCCKO20 HA HCEHCKULL, XOMsL OHU KpatiHe peoKu).
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HononnumenvHoie 6onpocul, cneyughuunsie 0 NAMOI0SUY NOI0B020 PA3GUMUS, BKIIOYAIOM
HOO20MOBKY K Onepayull, OYeHKy He MUNUYHO20 015 OAGHHO20 NOA NOBEOEHUs, COYUANbHYIO
adanmayuro, 6u- U 20MOCEKCYAIbHYI0 HANPAGIEHHOCMb (KOMOPAS HECKOIbKO 8blULE Y HCEHUUH C
BJIKH, Ho 6ce pasHo écmpeuaemcst peoKo), BONPOChlL CeKCYalbHOU QYHKYUU U 00uje2o Kaiecmesa
JHCUBHU, MAKIICE, KAK U NOMOWb 8 A0anmayuy NayueHmoes npu nposeieHuy 1io060nsimcmea co
CMOPOHBL POOCMBEHHUKOS, CBEPCMHUKOS8 WU NOJLO8bIX NAPMHEPOS U3-30 HEMUNUYHO2O
cmpoeHus mena.

Iayuenmuvr ¢ BJJKH mocym maxoice umems nCuxocoyuanibhvle u ncuxuampuieckue npooiemsl,
He C8s3aHHble C OCHOBHBIM 3A00Ne8aAHUEM, KOMOPbLE MOZYM PeuambCst 00bIYHLIMU
ncuxuampamu. [1,2]

5. llpopunakruka

IpoduiaakTHKA M THCIAHCEPHOE HAOJII0JeHHE V B3POC/IbIX NALIMEHTOB € KJAACCHUYECKUMH

dopmamu nedpunmra 21-ruIpoKCHIA3LI

e Pexomennyercs He pexe 1 pa3a B roJ BceM HalleHTaM IIPOBOAUTH 00CIe0BaHuE s
YTOYHEHHSI CTENIEHU KOMIIEHCALlUU 3a00JIeBaHUs

YpoBeHb yOAUTENILHOCTH PeKOMEH 1a1uii B (ypoBeHb TOCTOBEPHOCTH J0KA3aTeIbCTB — 1)

e C 1enblo OIIEHKHU CTETIEHN KOMIEHCAIIMH PEKOMEH IYeTCs UCIIOJIb30BaTh MOKA3aTEeH
170HP, TecrocTepona, aHapoCcTeHINOHA, a Takke APII pu conbrepstomeii popme
BJAKH

YpoBeHb yOAUTENILHOCTH PeKOMEHAaIuii B (YpOBEeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 2)

Kommenrapum: /15 oyenxu s¢gpgpexmugnocmu entokokopmurxouonou mepanuu B/[KH 6
Hacmosujee pems Hauboee 4acmo  mupe ucnonv3ylomes mpu nokasamens. 170HP,
mecmocmepor u aHOpOCMeHOUOH, KOMopble He0OX0OUMO UCCIe008AMb PAHO YIMPOM HAMOWAK,
00 npuema npenapamos. J{onycmumo maxaice npogedenue anaiusa yepes 2 y nocie npuema
npenapamos. Hzmepenue AKTI ne sagnsemcs neob6xo0umvim 0isi onpeoeietus.

ouasHocmuyeckou unu ieveorol makmuku y nayuenmos ¢ B/IKH.

V orcenwyun ¢ coxpanenHbimM MEHCMPYALIbHbIM YUKTOM UCCIE008AHUE HCENAMENbHO NPOBOOUMb &
PAanHIOW OLTUKYIAPHYIO (ha3y, npu npueme KOMOUHUPOBAHHBIX OPATbHBIX KOHMPAYENnmueos
(KOK) — na 3-4 denw yuxna (0o nauana nosou ynaxoexu KOK 0ns ucknrouenus: nepekpecmuou
peaxyuu), Ha hone amenopeu — 6 1060t dens. [1,2]

Y mysrcuun ounamuueckoe nabarooenue 0CioHCHAEMC mMeM, Ymo YPO8eHb MecmoCcmepond, 8
OCHOBHOM, Ompasicaem 2oOHAOHYI0, A He HAONOYEYHUKOBYIO NPOOVKYUIO U NOIMOMY He NO360JIslem
A0eK8amHo OYeHUmMb KoMneHcayuro 3abonesanus. Myscuunvl ¢ OrumenbHou 0eKoMneHcayuel
UnU 00veMHLIMU 0OPA308AHUAMU 8 AUUKAX U3 OCMAMOYHOU HaonodeuHukosou mxkanu (TART),
MO2ym umems HU3KULL YPOB8eHb MeCmoCmepoHa U3-3a CHUMCeHus oynkyuu kiemox Jletiouea.
TIlosmomy enasnvimu maprepamu cmanosamest yposuu 170HP u anopocmenouona.
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Bonvuwuncmeso cneyuanucmog 6 mupe 6 Hacmosujee 8pems NPUOEPHCUBAIOMCS YETleBbIX
3Hauenutl, npednodicennvix Merke et. al 6 2005 2.: 170HP - 12-36 nmonv/n, yposuu
AHOPOCMEHOUOHA U MEeCMOCMEPOHA - 8 NPedenax HOpMbl Ol OAHHO20 NOAA U 803PACMAL.
Cuumaemcs HeyenecoobpasHvim noaHoe nooasnenue yposus 170HP, m.k. 013 5mozo
mpebyemcs npuem cynpapuzuoiocuieckux 003 210KOKOPMUKOUOHBIX NPenapamos, Komopbie
svizbisaiom nobounvle s¢pghexmut. [16] 1o oannvim @I'BY DHI] onmumanvuvimu Kpumepusmu
A0eK8AMHOCMU 2NIIOKOKOPMUKOUOHOU mepanuu y Myxcuun aeusiomces 3uavenus 170HP 12-36
HMO/1 (4-12 ne/mn) npu nopmanvrom yposue anopocmenouona. OOHAKO Y HCeHUUuH
PENnPOOYKMUBHO20 803PACMA HEOOXOOUMO NOOOepHCUBAMb Oo.lee HUZKUE Yeleble 3HAYEHUs
170HP - 6-16 nmonv/n (2-5 He/mMn), 8 couemaHnuu ¢ HOPMATbHLIMU YPOBHAMU AHOPOSEHO8 U
omcymcemeuem KIUHUYeCKUx NpUsHaKkos 0eKoMnencayuu 3a001e6anus uiy cunepkopmuyuzma. B
OMOENbHBIX CIYUAAX (Hanpumep, npu NIAGHUPOBaHuu bepemenHocmu unu 8 caydae Hamuuus TART
V MYAHCHUH) 8b10UPAIOMCsl UHOUBUOYAIbHYLE Yenesble noKazamenu. [4]

Ipu HeobxoOouMocmu npuUMeHenUss MUHEPATIOKOPMUKOUOO8 NPU conbmepstowel opme
3a601e6anusi He0OxX00uUMo noddepicusams yposenv APII Ha sepxHeli epanuye HOpMbL UTU
NOBbILEHHBIM, HO He boaee yem 8 2 pasa. Credyem nOMHUMb, YMO C 803PACHOM HOMPEOHOCb

6 MK cHuoicaemcs, u 003a npenapama mMocem KOppeKmupo8amocsi.

o Ilpu BeIsSIBIEHUHU AEKOMIIEHCAMU WK niepeo3upoBku ['K, moMrMo koppeKkiuu Tepamnmu,
PEKOMEH1yeTCsl TaKKe MPOBECTU 1000CIIeIOBAaHUE HA MPEAMET OCJIOKHEHHH,
XapaKTEepPHBIX JJIsl TUIIEpaHIPOreHNH Uity runepkopruusma (2C)

VpoBenb yoeautenbHocTH pekoMeraaruii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEIbCTB — 2)
KommenTapumn: cv pazoen /{lucnanceproe nabarooenue u MOHUMOPUH2 OCIOHNCHEHUE

JIMcnancepHoe HA0J I0AeHUe U MOHUTOPHHT OCJI0KHEHU I

Benenune nanueHToB ¢ nepunurom 2 1-rupokcunassl TpedyeT HENpPepbIBHOTO MOAeP KaHUs
pPaBHOBECHSI MEX]ly U30BITKOM aHIPOreHoB U 130bITKOM 'K, 106UThECS Uero B KIIMHUYECKOM
NpaKkTUKe ObIBAET JOBOJIbHO HenpocTo. [ToaToMy HE0OXOAUM TIATENbHBI MOHUTOPUHT
OCJIOXKHEHHUH U MOCIIEeICTBUI Kak caMoro 3a0o0jeBaHus, Tak U ero jJedeHus. Ha pucynke 3
IpeJCTaBIeH CXeMaTHUHBIN TUIaH 00CIeI0BaHUs U TMHAMUYECKOT0 HAOII0IeHUS B3POCIIBIX
NAIMEeHTOB ¢ KIacCHYeCKUMHU Gpopmamu aepurmra 21-ruipokcusasbl B 3aBUCUMOCTH OT CTETIEHU
KomrneHcanuu. Kak BuaHO U3 ykazaHHOHM cxembl, psa uccrnepaoBanuit (KT umu MPT
Ha/IMOYEYHUKOB, Y3 sAndek) Heo0X0AUMO MPOBOIUTH TOJIBKO MPH JEKOMITEHCAIIUN
3a00JIeBaHUs, B TO BpeMs KaK aKTUBHOE BBISBJICHHE META00IMUECKUX HApyILIEHHUH, OLleHKa
MHUHEpaJIbHOM KOCTHOM IUIOTHOCTH, @ TAaKXKe PENPOIYKTUBHON (PYHKIIMH Y HKEHIIUH
HE00XO0IMMBI TIPH JII000M CTETIEHU KOMITEHCALIUHU 3a00JIeBaHUsL.

Pucynok 3. lunamuueckoe HaO0ieHUE 3@ B3POCIBIMU MAI[MEHTAMHU C KJIACCUYECKUMU
dbopmamu aedunmrta 2 1-rugpoKcuasbl
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Mepenoznporka I'K Komnencanna JexoMunencanus

4

+  Meratommeckne *  O0BCMHEIC
obpazoBaHiA B
HAIMOSCHHHEAX

HAPYIIEHHA
*  PenpoaykTieHas (GyHELA
*  Penponyxtnenas
fpyHEIm ¥
AMYAMUIHH

Y AMCHINHH

- Pentre HOAEHCHTOMETPHA

Kommiiekc metabonmueckux Hapymenuit npu BJIKH Becbma mmpox. [ToMmuMo 0OCHOBHBIX
oOOYHBIX SBJICHUI, BOSHUKAIOIIUX NpHU JuiuTenbHOM pueMe ['K, Takux kak HakoIIeHHe
JKUPOBOI KJIETYATKH, apTepuaibHasi TUIIEPTeH3US, TUCIUIIUIEMUS, HHCYIMHOPE3UCTEHTHOCTD U
HapyIIeHUs yrieBoaHoro oomena, npu BJIKH Ha opranusm nanueHTa BIUSIOT TaKKe U
JOTIOTHUTEIIbHBIE (DAaKTOPBI: TUIIEPAHIPOTEHUS, THIIOTOHAIU3M, a TaKXKe aJpeHOMENYIIIspHAsT
HepocTaToyHOCTh (puc. 4). [ToaToMy B paMKax €XerolHOro 00ClieJOBaHHs BCEM MAIlUEHTaM C
Kiaccuueckumu popmamu nedunuta 2 1-rugpokcuiaspl, a 0COOEHHO B CIydasX JIUTEIbHOM
nepeno3upoBku ['K, He0OX0aMMO UCClIeI0BaTh JUMUIHBIN CIIEKTP, BHISABISATH HAPYIICHHUS
YIJIEBOIHOTO OOMEHA, KOHTPOIUPOBaTh AJl U MPOBOIUTH pa3bSICHUTEIBHYIO Oecely 1Mo
KOHTPOJIIO Macchl Teina.[4,18]

Pucynoxk 4. [Tatorene3 Mmerabonnyecknx HapyIIeHUH py Kiraccuueckux popmax aedunmra 21-

TUAPOKCUIIA3HI.
AmpenoMegyLIADHad
HEROCTATOYHOCTE
Tunoronagusm I CnepropTHi M [unepanpporenna

CIIKA
.
- AT

Omnpenne /2 TunepurcynHEEMRA
= 2| HHCYIHHOPEIHCTEHTHOCTE
K
& PRAoTeNHATLHAR
Tunepaunugemus HIHMHTT/CH 2 tuna Auchynxnus

Bonpoc gactoTsl npoBeieHNs] PEHTI€HOIEHCUTOMETPUHN NAIlMEHTaM € KJIaCCTUeCKUMH (popMamMu
nedunuta 2 1-ruIpoKCuIasbl Mo-MpeKHEMY OCTaeTCsl OTKPBITBIM. B MHUpe nMeeTcss MHOXKECTBO
UCCJIEIOBaHHM, KOTOPBIE MMOKA3aJIu AUaMEeTPAIbHO MPOTHUBOIOJIOKHBIE PE3YNIbTAThI, TO3TOMY
CHEIHAJIMCTHI [0 BCEMY MUPY HE MPUIILIU K €AMHOMY MHEHUIO: HY>KHO JIW MOHUTOPUPOBATh
abcomoTHO Beex nmanueHToB ¢ BJIKH ¢ yuerom npuema I'K kak HezaBucumoro axkrtopa pucka

25



KP82

ocreornopo3sa. [To nanapiv ®I'BY DHI Gb10 OKa3aHO, YTO Pa3BUTHE OCTEONIEHUYECKOTO
CHHJIpOMa HE 3aBUCEJIO OT CTETIEHN KOMITeHCAlluy 3a001eBanus 1 103 npuHuMaeMbix ['K
[IPENapaToB, HO3TOMY PEHTTEHOAEHCUTOMETPHUIO JKENATEIbHO IPOBOJUTH BCEM MALUEHTAM C
KJaccuyeckuMu Gpopmamu aedunuta 2 1-rugpoKcuiia3bl BHE 3aBUCKMOCTH OT CTETICHU
KOMIICHCAIIMH MTPU IEPBUYHOM OOpaIlieH!H, €CITM paHee OHA He IMPOBOINIACK, a Jjajiee pemaTh
BOIIPOC O YaCTOT€ MOHUTOPUHIA KOCTHOM IUNIOTHOCTH B 3aBUCUMOCTH OT IOJIYYEHHBIX
pe3ynbTaToB (He pexe 1 pa3a B 5-7 net npu orcyrctBuu cHmxenuss MIIK u vame npu
BBISIBJICHUU OCTEONIEHUYECKOT0 CUHApoMa). [4,19,20]

VY B3pOCIBIX NAIMEHTOB C KJIaccu4ecKuMu popmamu aedunura 2 1-rugpokcusnasbl Mo JaHHBIM
KT goctaTouHO 4acTo BBISIBISIFOTCS OHO- WIIA JBYCTOPOHHHE TOOpPOKaueCTBEHHBIE
oOpa3oBaHus HaAMIOYeYHUKOB. LleneHanpaBaeHHbIA CKPUHUHT TOI0OHBIX 00pa3oBaHUil OOBIYHO
TpeOyeTcs TOJBKO MPH HAJTUMYUU JJIMTEIbHON IEKOMIIEHCAIH, TaK KaK OHU MOTYT JJOCTUTaTh
3HAYUTENbHBIX pa3mMepoB. [Ipu HazHayeHuu ajgexBatHbIX 103 ['K oTMeuaeTcst ymeHblIeHHe
pa3MepoB OMyXOoJeil, Xupyprudeckoe jgeueHue o0byHO He poBoautcs. [lpu
YIOBJIETBOPUTEIHbHOI KOMIIEHCAIIMU B IPOBEACHUH CKPUHUHTA HET HEOOXOAUMOCTH, TaK KaK
00pa3zoBaHus HEOOJBIIUX PA3MEPOB HE UMEIOT KJIMHUYECKOTO 3HaueHus.[4,21,22]

OO0pa3oBanus ssnyek u3 ocrarouHoil HagnoueuHukoBo TkaHu (TART) BcTpeuatorcs y
HEOOJIBIIIOrO MPOLIEHTa MYKYHH C KJIacCHuecKuMu (popmamu nedpunura 2 1-ruapoxcuinassl B PO
B OTJIMYME OT JPYIHX MOIMYJIALUN, OTHAKO IPU JJIMTEIBHON IEKOMIIEHCAIMH 3a001€BaHMsI OHU
MOTYT JIOCTUTATh OOJBIINX Pa3MEPOB, CIABIMBATH TKAHb SMYCK M IPUBOAUTH K TUIIOTOHAIU3MY
u Oecrutoinio. B KIIMHUYECKO MpaKTHKE BO3MOYKHA OIIMOOYHASI TOCTAaHOBKA JMArHO3a paKa
AUYEK U IPOBeJeHNE HEOOOCHOBAHHBIX ONepaluil y Takux nauneHToB. Boispistorcs TART
100 NaJIbIIaTOPHO MpHU ocMoTpe, Mud0 Ha Y3U. Onenka penpoyKTUBHOW (PYHKIUU Yy MY>KYUH
HeoOXoauMa B CiIydasix oOpalieHust mo moBoAy OeCTuIoaus JTMO0 PH IITUTEITHHOM
JiekomIieHcaruu 3aboneanus.[1,2,4]

V xeHIUH ¢ KjIaccuyeckuMu popmamu nepunuta 2 1-ruipoKCcriia3sl Mpyu JTF0O00M CTETICHH
KOMIIEHCAIIMK Ha0JII01at0TCs HapYIIEHHUsI MEHCTPYaIbHOTO LUKJIIA - Y 64-68% >KEHIIUH NpU
conpTepsitomien u'y 55-75% - npu BupunsHOi popme. Hepenko npu obciaenoBaHuN TaKuX
JKEHIUH BBIABISIOTCS YIbTPa3BYKOBbIEC IPU3HAKYU MOJUKUCTO3HBIX snuHUKOB. [Ipn B/IKH B
naToreHe3e (OpMUPOBAHHUS MTOJIMKUCTO3HBIX SMYHUKOB YYaCTBYIOT MHCYJIMHOPE3UCTEHTHOCTb,
OKHPEHHE, a TAKXKe BHICOKAs CEKPELHsl aHJpOreHoB. B psizie ciydaeB yaaeTcs JOCTUTHYTh
HOpMaJIM3aliy IMKIIa ¢ moMolbio nHTeHcupukanuu 'K repanuu, ognako npu ee
Hed((EKTUBHOCTH UJIU MOSBIEHUH MPU3HAKOB ATPOT€HHOI'O TMIEPKOPTULIM3MA K Tepanu
pexomennyetcst nodaButh KOK.[4,23,24,26]

HI)O(I)I/IJIaKTI/IKa M JIHCIIAHCEPHOE HAOJII0eHHE V B3POCIbIX MALIMEHTOB C

Hekjaaccuyeckumu Gpopmamvu gepunnra 21-rugpoKcuIaspl

B otnnuue ot knaccuueckux hopm aeduruta 21-rugpokcuinasbl, Ipu HeKJIaccuyeckon dpopme
HE CYILECTBYET OOLIETIPUHATHIX PEKOMEHIAINH M0 JUHAMUYECKOMY HaOIIOIEHUIO U OIICHKE
CTETIeHU KOMITEHCALUU 3a00JIeBaHMsL.
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BHe muianupoBanus 6epeMEHHOCTH M ITPH YMEPEHHOM IHIIepaHIpOreHUH, KOT1a B KaueCTBe
OCHOBHOT0 MeToja JieueHus: Beioupaetrcst KOK n/nnm anTanaporeHHas Tepamnus, Takue
HALMEHTKN OOBIYHO HE HAOII0JAt0TCs SHAOKPUHOIOTaMH, a JajbHelIee HaOIroIeHue 1
KOPPEKLHIO Tepanuy poBOAUT ruHeKoIor. [8,9,10]

VY GONBHBIX C TSHKETIOW TUTIepaHAPOreHUEH 1 BRIOOPE B MOJB3Yy JymTenbHoi 'K Tepamuun
HaOJII0ZICHUE TOHKHO MTPOBOIUTHCS aHAIOTMYHO KiaccuyeckuM popmam BJIKH. Onenka
KOMIIEHCAIMK 3a00JIeBaHUS TPOBOIUTCS KIIMHUYECKH (1LI€JIeBbIe 3HAYCHUS JTaO0OPATOPHBIX
nokasatesneii, Takux kak 170OHP, TectocTepoH U aHIPOCTEHIUOH, JI0 CUX MOP HE pa3paboTaHBbI).
[Tpu nosiBIEHUH KIIMHUYECKUX MTPU3HAKOB SITPOr€HHOTO TUIIEPKOPTUII3MA HEOOXOIUMO
MpOBeJICHUE 1000CIeIOBaHMS JIJIs BBIABIICHUSI MeTaOoInyecKux HapymeHuit u camxennst MITK.

IIpoduaakTHKAa M THCIAHCEPHOE HAOJI0AEHHE V B3POCIbIX NALIMEHTOB C I[e(l)HIII/ITOM 11B-

THAPOKCHJIA3bI

Tax e, Kak u Ipu Knaccundeckux Gopmax aedummra 2 1-ruapoKCcHIa3bl, HAOIIOICHNE
nanueHToB ¢ aedumurom 11B-ruapokcuiassl HampaBiIeHO HA TTOI00p aeKBaTHOM 10361 'K,
OLICHKY KOMIICHCAllMU U BBISIBJIEHUE OCJI0KHEHUI MOKU3HEHHOM 3amecTuTenbHor ['K Tepanumu.
Onmnako B cBsi3u ¢ peakoit BctpeuaeMmocthio 'O BJIKH nunamudeckoe Habmo1eHUE U OIIEHKA
KOMIIEHCALIMU TIPEACTABIIAET CIIOXKHYIO 3a7a4y. [[eJI0 B TOM, YTO COrJIaCHO MEKTYHAPOAHbBIM
pEKOMEHAALNAM, KOHTPOJIb HE0OXO0IMMO MPOBOJUTH 1O YPOBHIO 1 1-1€30KCUKOPTH30I1a, B TO
BpeMs KaK 3TOT MapKep HE UCCIEAYETCS B PYTHHHOM MPAKTHKE HA IEPBUYHOM aMOyIaTOPHOM
3BeHe. [1loaToMy npu HEOOXOTUMOCTH KOPPEKIINHU TEPAIIUUA U YTOUYHEHHUS CTEIIEHU KOMIICHCAIIIH
PEKOMEH/TYETCS HAIPaBJIATh TAKUX MAIUCHTOB B (hefepaibHbIe IIEHTPHI SHJOKPHHOIOTHIECKOTO
npouiIs, T BO3MOXKHO MPOBEACHUE ITOTO aHAIN3A.

B pyrunnoii npaktuke cyauts o komneHcanyuu ['® BJIKH MoxHO 110 KOcBeHHBIM aHHBIM. [Tpn
Ha3HAa4YeHUH HeJ0CcTaTOuHOM 1036l ['K oTMeuaeTcs noBbllIeHNE YPOBHS aHAPOCTEHINOHA U
TECTOCTEpPOHA (y MY>KUMH OIIEHKa IPOBOJUTCS TOJIBKO [0 YPOBHIO aHJPOCTEHANOHA), CHUKAETCS
ypoBeHb APII, xanus. B ximHn4eckoi kapTuHE nepcucTupyer noselmieHue AJl, pazsurue
MaKpOCOCYUCTBIX OCJIIOKHEHUH, & TAK)KE IIPOSBIIAIOTCS IPU3HAKU TUIIEPAHIPOTrE€HUN U
TUIIOKOPTULIU3MA.

HpI/ISHaKaMI/I H30BITOYHOU TEpaIrU ABJIAIOTCA KIIACCUYCCKUEC ITPHU3HAKH TUIICPKOPTUIIU3MA!
YBCIMUCHUC BECA, a6,Z[OMI/IHaHBHBII>'I TUII O)KUPCHHA, TTIOABJICHUC CTpHﬁ, (KIIUMAKTECPUICCKOT'O
FOp6I/IKa». Ha6opaT0pHo YPOBHU TECCTOCTCPOHA U AaHAPOCTCHANOHA CHUKCHBI, OTMCYAOTCA
MMPU3HAKH JUCITIUTINACMHNU, HAPYHICHUS YITICBOAHOI'O oomena. ITo JAaHHBIM JCHCUTOMCTPUHU
MOSABJIAIOTCA IPU3HAKHU CHUKCHUA MIIK. IToBbimeHMS AI[ IIpU 3TOM MOKCT U HC 6I>ITB, OJJHaKoO
Yy psaaa O0onbHBIX AI' MOXKeT COXPAHATHCH B paMKax ATPOIrCHHOI'O T'HIICPKOPTUIIM3MA.

[Tatiuentam ¢ '@ BJAKH, kak MUHUMYM, €KETOIHO HEOOXOIUMO TIPOBOIUTE OOCTIEOBAHUE Y
KapauoJora, rno nokasanusim nposoauth IKI', axokapanorpaduio, CcyrouHoe MOHUTOPHUPOBAHUE
Al u OKI" ny1st cBOeBpeMeHHON AMATHOCTUKH U KOPPEKLIUKA MAaKPOCOCYIUCTBIX OCIOMKHEHHM
AT
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6. JonosHuTeIbHasi HHGOPMAaIHUs, BJAUSIOMIAs HA TeUeHHe U UCX0/1 3200/ 1eBaHUS

Bbepemennocth npu BJIKH

Ha0mnronenne 3a 6epeMeHHBIMH € KIaccuiecKUMH Gopmamu gepunnrta 21-rugpoxkcuiaspl

e PekoMeHyeTCsl IpHu HACTYIJIEHUH OepeMEeHHOCTH MPpoaobkuTh Tepanuto 'K 1 MK B Tex
e J103aX, YTO IPUMEHSUIUCH 10 OepeMeHHOoCcTH. Y BenuueHue 103bl 'K nokasano Toiapko
[IpU Pa3BUTUHU MPU3HAKOB HAIIOYEYHUKOBON HETOCTATOYHOCTH.

VYpoBeHnb yoeautenbHocTH pekoMeraarmii C (ypoBeHb TOCTOBEPHOCTH JOKa3aTeIbCTB — 1)

Kommenrapumn: K coorcanenuro, yacmoma b6epemeHHOCMeEN U POO08 HUZKA ) HCEHUWUH C
Kaaccuyeckumu gopmamu degpuyuma 2 1-euopoxcunasol, 0cobeHHo npu coibmepsroueli hopme,
HeCMOMPSs Ha NPOBOOUMOE JledeHue, HaNPagIeHHOe Ha 60CCMAHOGIEHUE PePMUTLHOCTIL.
OCHOBHYIO POIb NPU FIMOM UMEIOM NCUXOCOYUATIbHBLE PAKMOPDbL, NI0XAS KOMNEHCAYUsL
3a001e8anUs, A MAKICe NOCAeOCMBUs HeadeKkeamuo nposedennol niacmuxu HI1O. B psoe
cyyaes oaxce npu adeksamuou mepanuu BJJKH neobxooumo ucnonv3osanue

6CNOMO2ameslbHblX penpodykmueﬁblx MEeXHON02Ull 07151 OOCHIUNCEHUS 6€p€M€HHOC‘mu.

OcHosHas cloAHCHOCIb 8edeHUsl bepemeHHbIX ¢ Kaaccuyeckumu popmamu BIIKH 3axnouaemcs 6
MOM, YUMo 80 8pems bepeMeHHOCMU YPOSHU AHOPO2EHO8 NOCMENEHHO NOBLIUAIOMCS 8CIeOCMBUe
V8enuyeHuUs YPOBHsl CEeKC-CBA3bIEAIOU,e20 U KOPMUZO0I-CEA3bIEAIOWEe20 2I00VIUNA, NOINOMY He
cywecmeyem Kpumepues oyeHKu adexgamuocmu mepanuu. Pso asmoposé npeoiazaem
ucnoavzosams noxkazamenu 170HP, mecmocmepona u anopocmenouona ¢ wacmomotui 1 paz 6 6-
8 Hedenv u oyenusamo He ux abCconOMHbIE 3HAYEHUS, A OUHAMUKY UsMeHeHus. [[pyaue
npeonazarm opueHmuUpo8aAmMbCs MOIbKO HA KIUHUYECKU NPUSHAKU: NPUSHAKU Y2PO3bl
HeBbIHAWUBAHUS, 2UNO- UTU 2UNEPKOPMUYUIMA UU usmeHenus AJ].

ObbluHO nayuenmKu ROIY4UAOm me e 003bl 2NIOKOKOPMUKOUOA08, Ymo U 00 bepeMeHHOCmU,
0034 MUHEPAIOKOPMUKOUOO8 UH020a mpebyem yeeniuueHus 60 2 mpumecmpe bepemeHHocmu
npu pazeumuu opmocmamuyeckou eunomensuu. Kenwunol ¢ BIIKH naxoosamcs 6 epynne pucka
N0 pazsumuio 2eCmayuoHHo20 ouabema, NOIMoM) 80 8pems bepemMeHHOCMU He0OX0OUMO
nPoOBOOUMb MUWAMEILHBIN KOHMPOJIb 2AUKEMUU U NPU HOPMATILHBIX NOKA3AMENsX (eIuKeMusl
BEHO3HOU NAA3MbL MeHee 5,1 MMOb/1) - mecm moaepaHmHoCmu K 2ioKo3se Ha cpoxe 24-28
Heoellb.

Bo epems pooos pexomendyemcs 6600umsv 2uOPOKOPMU30OH (2UOPOKOPMUZOH CYKYUHAM HAMPUSL)
napenmepanvio 50 Me 6HympUMbIUEYHO ULU GHYMPUBEHHO, Od/lee Npu HeoOXo0UMoCmu
66edenue nosmopsiemcs no 50 me kasicovie 4-6 uacos, ¢ nocredyruWUM 6036paujeHUeM Ha
nepopanvHulil npuem npenapamos 6 meuenue 1-2 cymox. Ecau dcenwune npogoounacs
naacmuka HIIO, pexomendyemcs pooopaspeuierue nymem Kecapea ceveHus 01 YMeHbULeHUs
mMpasmamu3ayuy 8 pooax.
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o IIpu 6epemennoctu He pekoMeHayercs npuMeHenue I'K mpenaparos, KOTOpbIe MPOXOISAT
yepes IUIALEHTY, TAKUX KaK JeKCaMeTa30H

VpoBenb yoeautenbHocTH pekoMeraarmii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

KommenTapum: /3 6cex npenapamog 2nioKoKopmuKouo0os He 00IHCeH NPUMEHAMbCSL 60 8PeMs
bepemenHoCmU OeKCamema3zoH, KOMopulil He UHAKMUeUpyemcs hepmenmom niayeHmol 33-
2UOPOKCUCTNEPOUOD2UOPOLEHA30U U 8 HEUSMEHHOM 8UOe NPOXOOUm 8 Kpossb niooa. OcmanbHuvle
2NIIOKOKOPMUKOUOBL OONYCIMUMbL K UCHONIb30BAHUIO.

Habaronenue 3a GepeMeHHBIMY ¢ HekJaccuyeckumMu popmamvu fepunura 21-

THAPOKCHJIA3bI

[Tpu mmanupoBanuu 6epemeHHocTH | nepeBoje nanueHTkn ¢ KOK Ha 'K ocHOBHBIM KpHuTEpHEeM
KOMIICHCAIINH SIBJIIETCS BOCCTAHOBJICHUE CIOHTAHHOM OBYIIALIMY U HACTYIUIEHHE OEpEMEHHOCTH.
[Tocne ee Hactymnenus g03a 'K o0b1vHO HE KOPPEKTUPYETCS, HUKAKKE JTa00paTOPHBIE
MOKa3aTelu He UccleaytoTes. Tak ke, kak u npu kinaccudeckux popmax BJAKH, Hexxenarenen
MPUMEHEHHUIO IEKCaMeTa30H, TaK KaK OH CBOOOIHO IMPOHUKAET uepe3 IUIALEeHTy B KPOBb IUIOAA.
Heo0xoa1uMo MOMHUTH O MOBHIIIEHHOM PUCKE Pa3BUTHUS y OEPEMEHHBIX C HEKJIACCUYECKUMU
dbopMamMu TeCTaIMOHHOTO caxapHoro Auadera U MPOBOIUTH 00CIIEJOBAaHUE COTTIACHO MPUHATHIM
B P® pexoMeHanusm.

Ponopaspenienue npoBoauTCs 1Mo 00IIKMM aKyIIEPCKUM MOKa3aHUsIM. B IeHb poI0B KEeHIIMHAM,
Y KOTOPBIX B PE3YJIbTATC TCCTA C TCTPAKO3aKTUAOM BBISABJIAJIOCH HCAICKBATHOC ITOBBIIIICHUEC
koprtu3zoina (MeHee 500 HMOIIB/T), HEOOXOAMMO BBEJICHHE THIPOKOPTHU30HA TTAPEHTEPAIIBHO.
[Tocne poaoB B IIIAHOBOM MOPSIKE SHIOKPHUHOIOTOM MPUHUMACTCS PEIICHHE 0 HE0OXOAUMOCTH

NaJIbHEUIIEro JeYeHn MaluedTKH ¢ moMonbio I 'K miin BO3MOKHOCTH ITIOCTEIEHHOU €ro

otMeHbl. [27,28,29,30-35]

Kpurepun oneHkn ka4ecTBa MeIMIMHCKOH IIOMOIIIA

Ne[Kputepuii kauecTBa 'YpoBeHb YpoBeHB
ITOCTOBEPHOCTH  |yO€IUTEIBHOCTH
ITOKa3aTeNbCTB  [PEKOMEHIAUi
1 [BeimonHeHo uccnenpoBaHue ypoBHs 17- 2 B

okcunporecrepona (17-OIIT") kpoBu

2 |BBINOJIHEHO HCClIEeJ0BaHUE YPOBHS TECTOCTEPOHA 2 B
KPOBHU y KEHIIIMH

3 |BBITOTHEHO HCCIIeI0OBaHNE YPOBHS MPSIMOTO PEHUHA B 2 B
KPOBH WJIM OIpe/ieJieHa aKTUBHOCTh PEHHHA TUIa3Mbl
[pU TUIEPTOHUYECKOH, conbTepstouieit popmax
BJIKH-

4 [BBIMOJIHEHO YIBTPa3BYKOBOE UCCIIEOBAHUE WU 2 C

MyJIbTUCIUpPATIbHAS KOMIIbIOTEPHAs TOMOrpadus

HAAITOYCYHUKOB JIA OIPEACTICHUS BTOPUYHBIX
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0O0BEMHBIX 00pa30BaHUM NP AMU30AaX JITUTSIBHON
IMTEeKOMITCHCAIINN B aHAMHE3€ Y TaI[UEHTOB C
Kiaccuueckumu popmamu BJIKH

5 |[BBITIOJIHEHO yJIBTPa3ByKOBOE HCCIICIOBAHNE OPTaHOB 2 C
MOIIIOHKH MY>KYHH

6 [BBITIOJIHEHO YJIBTPA3BYKOBOE MCCIICIOBAHUE OPTaHOB 2 C
Majioro Ta3a, KOHCYJbTAIHMS THHEKOJIOTA Y )KCHIIIMH

7/ |BBITIOJIHEHO HA3HAYCHUE W/WIIA KOPPEKITUS O3B 1 B
CTFOKOKOPTUKOUIOB

8 |BbINoIHEHO Ha3HAYEHUE U/UITH KOPPEKIHS 103bI 1 B
MUHEPATOKOPTUKOHIOB

O [BrlmojiHeHa OLIEHKA OCI0KHEHHUH MOKHU3HEHHOM 2 C

BaMECTUTETHHON TePaIlluu TITIOKOKOPTHUKOCTEPOUIAMH:
KOHCYJIbTAIIHsI TACTPOIHTEPOIIOra, UCCIIeIOBAaHNE
YPOBHS KabIusi, pochopa, TIFOKO3bI CBIBOPOTKH

KpOBU

10|BrImosiHeHa KOHCYIbTAIMSI KapIUOJIOTa B CIIydae 2 B
rurneproHrnueckoi popmsl BJAKH
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Munszapasa P®, npodeccop kadenps! akymepcTBa, FTMHEKOIOTHH, IEPUHATOJIOTUHU U
PENpOAYKTONIOTHUH (haKyIbTETa MOCIEBY30BCKOTO MpOoeCcCHOHaILHOT0 00pa3oBaHus Bpaueit
I'bOY BIIO «IlepBbiit MOCKOBCKUI FOCY1apCTBEHHBIA MEAUIIMHCKUN YHUBEPCUTET UMEHHU
.M. CeuenoBay, TaBHbIM BHEIUTATHBINA CIEIIMATUCT 110 THHEKOJIOTHH JIETCKOTO U FOHOIIIECKOTO
Bo3pacta M3 PO, npe3uaeHT MexxpernoHaibHON 001eCTBeHHON opranu3anui «O0bequHeHne
JIETCKUX U MOJIPOCTKOBBIX THHEKOJIOT0BY», MockBa

Xamumos FO.111., 1.m.H., mpodeccop, HauanbHUK Kadeapbl BOCHHO-TI0JIEBOH Tepanuu BoenHo-
MeauiuHckon akagemuu um. C.M. KupoBa, rimaBHbIi BHEIITATHBIN 3H10KpuHOJIOT KomMuTeTa no
3npaBooxpanenuto [IpasurensctBa Cankr-IlerepOypra

PenensenToi:

®anees B.B., 1.m.H., mpodeccop, 3aBeayromuit kadheapoit sunokpunoioruu I'bOY BITO
«IIepBblit MOCKOBCKUI TOCYAapCTBEHHBIM MeIULIMHCKUN yHUBepcUTeT uMeHu .M. CeuenoBay,
MockBa

I'punena E.H., mpodeccop, a.M.H., qupextop UnctuTyTa 3510kpuHonorun ®I'BY «Cesepo-
3anaaHblil GenepanbHbIi METUITUHCKUHN NCCIIEI0BATENbCKUH IeHTp UM. B.A. AnmaszoBa»y M3
P®, nmpod. xadenps! GpaxyIbTETCKON TEPATUN ¢ KypCOM YHIOKPUHOJIOTHH, KapIUOJIOTHH,
(GYHKIIMOHAIBHOW JUArHOCTUKH U KIIMHUKOMH JiedeOHoro gakynsreta I'5OY BILI «IlepBsiii
Cankrt-IleTepOyprckuit rocy1apCcTBEeHHBIN MeTUIIMHCKUN yHUBepcuTeT uM.akai. W.I1. [TaBioBay
M3 P®, Caukr-IlerepOypr

ABTOpI)I ACKJIAPUPYIOT OTCYTCTBUE SIBHBIX U MOTCHIUAJIBLHBIX KOH(l).]'II/IKTOB HHTEPECOB,
CBA3AHHBIX C nyﬁnnkauueﬁ HACTOAIINX KIHMHHYECCKHUX peKOMeHHaHHﬁ.

IIpuioxenue A2. MeronoJiorusi pa3padoTku KIMHUYECKMX PeKOMeHAalui

[{eneBast ayAuTOpHS JAHHBIX KIMHUYECKUX PEKOMEHIAIUN:

1. »HIOKpUHOIOTH;
2. aKylep-THHEKOJIOTH;
3. TepareBThl.

B 0CHOBY KIMHHUYECKHUX PEKOMEHAAINN MOJI0KEHBI CYIIECTBYIOIINE KOHCEHCYCHI U
pexomennanuu: «deaepanbHble KIMHUUYECKUE PEKOMEHIAIIUU — IPOTOKOJIBI 10 BEICHUIO
MAIMEHTOB C BPOXKACHHOM NuchyHKIMEH KOPbI HAIIMOUYEYHUKOB B JIETCKOM Bo3pacTe», 2014 r.;
nuccepTarmonnas padota CazonoBoit A.UM. « CoMatnueckuii cTaTyc U METaOOINYECKUMA
HapYIICHHsI Y B3POCIIBIX MAIMEHTOB ¢ pa3nuunbiMu Gopmamu BJIKH», 2013 1; Congenital
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Adrenal Hyperplasia Due to Steroid 21-hydroxylase Deficiency: An Endocrine Society Clinical
Practice Guideline Journal of Clinical Endocrinology & Metabolism, September 2010, Vol.
95(9):4133-4160; cucremaTrueckue 0030pbl, METa-aHAIN3bI U OPUTHHAIILHBIE CTAThH, & TAKIKE
Hay4HbIe paboThI 10 TaHHOH npobiemaTuke B Poccuiickoit @enepanuu u Apyrux cTpaHax.

MeTOIlbI, HCIOJIB30BAaHHBbIC ]I OLICHKH Ka4YeCTBa U CHJIbI 10KAa3aTeJIbCTB:

o KoHceHcyc 3kcnepToB
e OreHka 3HAYUMOCTH B COOTBETCTBUU C YPOBHSAMH J10KA3aTEIILHOCTU U KJIaCCaMU
peKoMeH1alui (puIararTcs).

Taoauna I11 YpoBHU 10CTOBEPHOCTH J0KA3ATEIbCTB € YKA3aHUEM HCI0JIb30BAHHOM
KJIacCH(PMKAIMU YPOBHEH 10CTOBEPHOCTH 0Ka3aTebCTB (Y /)

ypOBeHb HcTouyHHK 10KA3ATENLCTB

I (1) [[IpocriekTUBHBIC paHIOMHU3UPOBAHHBIC KOHTPOJIUPYEMbIC UCCIICIOBAHHUS.

I[OCT&TO‘IHOG KOJIMYECTBO MCCIEIOBAHUI C JIOCTATOYHOM MOINHOCTBIO, C YyHaCTUEM
0OJIBIIIOr0 KOJIMYECTBA ManyreHTOB U MOJYUCHUCM OOJILIIIOr0 KOJIMYECTBA JaHHBIX.

KpynHbie MeTa-aHaIN3BI.

Kax MUHMMYM, OJTHO XOpOILIO OPraHU30BaHHOE PaH/I0MU3UPOBAHHOE
KOHTPOJIMPYEMOE UCCIIEAOBAHUE.

PereBCHTaTI/IBHaH BBI60pKa NannucHTOB.

11 (2) [[IpocriekTUBHBIC C paHIOMH3ANKEH HITH O€3 UCCIICIOBAHUS C OTPAaHHYCHHBIM
KOJTMYECTBOM JaHHBIX.

IHeckoJIbKO MCCIEI0OBAHUN C HEOOIBIIUM KOJIHMYECTBOM IaI[MEHTOB.
XOopo1110 OpraHM30BaHHOE MPOCIIEKTUBHOE UCCIIEI0BAHUE KOTOPTHI.
MeTa-aHanM3bl OTpaHUYEHBI, HO MPOBEJEHBI HA XOPOIIEM YPOBHE.

PGSYJ'II)TaTI)I H€Hp€3€HTaTI/IBHBI B OTHOILICHUHN ueneBoﬁ HOHYJ'IHIII/II/I.

XOpOH_IO OpTaHHU30BaHHBIC UCCIICAOBAHUA «CJ'IyLIaI\/’I'KOHTpOJ'IL».

111 (3) [Hepanmomu3npoBaHHBIC KOHTPOJIHPYEMbIC UCCIICTOBAHMS.
lccnemoBanust ¢ HETOCTATOYHBIM KOHTPOJIEM.

ParoMu3MpOBaHHBIC KIMHUYECKHUE UCCIICIOBAHUS C KaK MUHUMYM |
BHAYUTEILHOMN WJIM KaK MUHUMYM 3 HE3HAYUTETbHBIMH METOI0JIOTHIECKUMU
OIIIMOKAMM.
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PeTpocrieKTHBHBIC WK HAOJI01aTeTLHBIE UCCIICTOBAHNUS.
Cepust KTHHUYECKUX HAOJIOICHUMN.

[TpoTHBOpEUNBEIC JaHHBIC, HE MTO3BOJISIONINE CPOPMUPOBATH OKOHYATEIHHYIO
[PEKOMEH IALUIO.

IV (4) |Muenue 3kcniepTa/JaHHBIE U3 OTYETA SKCIIEPTHONH KOMHUCCHH, SKCIIEPUMEHTAIBHO

MMOATBCPKACHHBIC U TCOPECTUUCCKU 000CHOBaAHHEIE.

Tao6auna I[12 YpoBHU yOeaUTEJNbHOCTH PEKOMEHAANMH ¢ YKa3aHUEM MCII0JI1b30BAHHOM
KJIaCCH(PMKANMU YPOBHEH yOeauTeIbHOCTH PeKOMeH auii

YpoBeHb Onucanue Pacmmugposka
A PexoMeHaalMsi OCHOBaHA Ha BRICOKOM YpoBHE [MeTto/Tepanius nepBoil TMHUY;
ITOKa3aTeNbHOCTH (KaK MUHUMYM |
yoeuTenbHas myOmuKamus | ypoBHs MO0 B COYETAHHUH CO CTaHAPTHOMN
ITOKa3aTeJIbHOCTH, ITOKA3bIBAIOIIAS METOIMKOMN/TEPANUEH.

BHAYUTCIIbHOC ITPEBOCXOACTBO I10JIB3bI HAJI

[PUCKOM).

B PexoMeHaIisi oOcHOBaHa Ha cpellHeM ypoBHe [MeToj/Teparus BTOpoil THHUY;
ITOKa3aTeIbHOCTH (KaK MUHUMYM 1 0o Mmpu oTKase,
yOoenurenbHas nyonukanus 11 ypoBHs [POTHBOIIOKA3aHUH, UITH
ITOKa3aTeIbHOCTH, ITOKA3bIBAKOIIAS Hed(DhEeKTUBHOCTH CTaHIAPTHOMN
BHAYMTEIBHOE MPEBOCXO/ICTBO MOJIB3bI HAJI METOIMKH/TEPAITUH.
[PHECKOM). PekoMeH TyeTCs MOHUTOPUPOBaHHE

MOOOYHBIX SIBJICHHU.

C PexoMenaiisi ocHoBaHa Ha ciaboM ypoBHe [HeT Bo3paxeHHi MPOTHUB JaHHOTO

IMOKAa3aTENbHOCTH (HO KaK MUHUMYM | METO/1a/Tepanuu

yoeaurenbHas myonukanus 111 yposHs
IT0Ka3aTeIbHOCTH, ITOKa3bIBAKOIIAs Uy
BHAYUTEIILHOE IIPEBOCXOCTBO MOJIb3bI HAJ

pI/ICKOM) wiu HCT BO3pPAKCHUU ITPOTUB

[MTPOAJOJIZKCHUS TAHHOT'O

HET yOeIuTeIbHBIX JaHHBIX HU O TOJIb3€, HUA O METO 12/ TEPaITHH.

pHUCKE)
PexoMeH10BaHO MpH OTKa3e,

[POTUBOINOKA3aHUH, UIH
HEed(PHEKTUBHOCTH CTaHIAPTHOM

METOAMKH/TEepAInu, IPH YCIOBUU
OTCYTCTBUS MOOOYHBIX 3(PPEKTOB.

D OTtcyTcTBUe yoenuTenbHbix nyonukanuii I, II  [He pekomennoBano.
vy 11 ypoBHS 10Ka3aTenbHOCTH,
[MOKa3bIBAIOLIUX 3HAYUTEIBHOE IIPEBOCXOACTBO
[10JIb3bI HAJl PUCKOM,
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iubo

yoenurenbHbie myoaukamuu 1, 1T wowm 111
YPOBHSI IOKa3aTEIbHOCTH, ITOKA3bIBAIOIIINE
BHAYUTEIILHOE TIPEBOCXOACTBO PHUCKA HAJT
[TOJIB30M.

IHopsinok 00HOBJIEHHUS KIMHUYECKUX PeKOMeHAauuid — nepecMoTp 1 pa3 B 5 JierT.

IIpuioxenne A3. CBsi3aHHBIE JOKYMEHTBI

Ipuioxkenne b. AropurMbl BeleHUsI MANUEHTA

AJITOPUTM Be/leHN sl B3POCJIbIX MAMEHTOB ¢ Kjaccuyeckumu popmamu aedpunura 21
THAPOKCHIA3BI

[TamueHT ¢ YCTAHORIEHHEIM E IETCTEE
IHATHO20M EHPHILHOH HITH
consTepaomed dopmamu BIIKH

|

EcTe moEsmueHHE
17011, TecTocTepoHa,
pEeHHHA BEIIIE

IeIeERX !

a Hert

- Exerogsoe gucnaHcepHOe
Koppexuma 10381 [oKe- | HAOTIOAcHHE (OleHEA

MHHEDATOEODTHEOHIOE T -, DPETPOIYKTHEHOM (hYHEIHH,
OOCTIDESHHA IETEERIX VPOEHEH coctoamna JKKT,

TOPMOHOE MeTaDOIHIECKHX HapyIIeHHH )

AJITOPUTM BeJleHHs B3POCJIBbIX MANMEHTOB ¢ HeKJaccuieckou gopmoii fepunura 21
ruapoxkcuiassl (HBJAKH)
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HZ.IIHEE[TKE C DOZOETp2HARM Ha

=BIKH

!

Ecrs mopnmesme 17
OIIT sxrmes 30
Enone T | 10sEracT)?

Vpoeess 17 O 6-
30 o (2-10
Hr T

H CEeTEHHE TeCTa C TETPAKIIdNK oML,
POBELE P THACL, Tuarao: sBIKH
TEHETHTECEOTO HOCTETOBANNT Ha
- n HCETHOEH
ERIAEISHAe MyTammi & reme CTP 21
THOPOECHTAZEL
Her

zareoz 5B IKH nonreepsges

-Ha recte noszmenms
17000 cexrms 30
Enone’T (10 ®2rine)

Toxazames ¢ masmavenre Tepamns [E, KO - sryramew & rexe CYP
rononsEamss [EA+EOE: 21 regpoxcanaza

- DECIUTOTHE HEERIHAIHE AN DEPeMeRHOCTH
-HAPVIIEHHE MERCTPYATEEOND MHETE

-ERICOEZS CTEIEHE THPCY THIMA (THPCYTHOS TR0
Erme 13}

Ipunoxenne B. Undopmanus 1 NaMEHTOB

Bpo:xnennasi quchyHkums kopbl HaanouyeuynnkoB (B/IKH) — 3aboneBanue, cBsa3anHOE €

HapylieHreM padoTsl HaanoueyHukoB. Hannoueunuku (HIT) — mapHbie opransl HeOOIbIINX
pa3MepoB, pacroiokeHHbIE OJU3KO K mouykaM. COCTOSIT U3 2 OCHOBHBIX YacTeil: BHYTPEHHSIS
4yacTh — MO3TOBOM CJIOM, BbIpabaTbIBaeT ajfpeHanuH u 3ta ¢pynkuus npu B/IKH ne napymiena.
Hapy>xHblli ¢7101 — KOPKOBBIH CIIOH, UMEHHO TaM BO3HUKAIOT HAPYLIEHUs, IPUBOASAIINE K
passuturo BJIKH.

B kopkoBOoM ci10€ BbIpaOaThIBalOTCS TOPMOHBI (CTEPOU/IbI), KOTOPbIE MOJAECPKUBAIOT OCHOBHBIE
YKU3HEHHbIe (PYHKLIMU OpraHu3Ma. DTU FOPMOHBI 00pa3yloTCs U3 XOJECTeprHa MYTEM CII0KHOTO,
MHOT03TaITHOTO Mpoliecca U B KOHEUHOM UTOT€, B KOPKOBOM CJIO€ BhIpaOaThIBAIOTCS 3 IpyMIIbI
TOPMOHOB: KOPTHU30J1, aJIbAOCTEPOH, MYKCKHE MOJIOBbIE TOPMOHBI (aHIPOTEHBI).

KopTtu3zo.a perynupyet paboTy NpakTHUYECKH BCEX CHCTEM OpraHu3Ma: KpoBooOpaleHue, OTBET
Ha cTpecc (B TOM 4Mcie MPpU HHPEKINH, TPAaBME) U MHOT'O JIpyroe
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AJIBOCTEPOH: OTBEYACT 3a MOAJIEPKAHUE B OPraHU3ME HOPMAJILHOTO YPOBHS TaKUX BEILECTB,

KaK KaJIui, HAaTPUMA.

Anaporensi: BeipabateiBatoTcs B HII kak y My»X4uH, Tak ¥ y )KEHIIUH, BIUSIIOT Ha
PENpOAYKTUBHOE 37]0POBbE.

Pa6ora HIT xonTponmpyeTcs TOI0BHBEIM MO3roM (Tunoduszom, rumnotaniamycom). Ecinu ypoBeHb
KOpPTHU30J1a B KPOBH HEJOCTATOUECH JUIsI HOPMAJIBHOM PabOThI OPraHU3Ma, 3TO «PACTIO3HACTCS
THIIOTAIaMyCOM, CUTHAJI TIepelaeTcs TUnopu3y U B HEM HauMHAET BhIPaOaThIBATHCSI TOPMOH
koptukoTponuH (AKTI'), KoTopblil 1eiiCTBYeT Ha KOPKOBBIN CIOW HAIMTOYEUYHUKOB -
IPOUCXOIUT BEIOpOC KopTH30ia. Korja B opranusMe J0CTUraeTcsi HOpMaibHBIN YPOBEHb
KOPTHU30J1a, CTUMYIIALUS Tunodusa npekpariaercs u Beipadotka AKTI camkaercs. Ecnu
NALUEHT IPUHUMAET IIpenapaTsl INIIOKOKOPTUKOCTEPOUI0B (CHHTETUUECKUNA KOPTHU301) B
Ta0JIeTKaX, UHBEKLUSX, TO TUIIOTAJIaMyC 10/l BO3JCHCTBUEM 3TUX NIPENAPaTOB, CHUKAET
BeIpaboTKy AKTI runodusom, HIT ve ctumymupyrores AKTI 1 cunTe3 KOpTH3071a B OpraHu3Me
yesioBeKa cHuXkaercs. Eciin Teparus no KakuM-To IpUYMHaM MPOBOJIUTCS JAJIUTEIBHOE BPEMS B

OOJBIINX J103aX, TO CHHTE3 «CBOETO» KOPTU30JIa IIPEKpaIiaeTcs.

Kak 0b110 OTMEueHO BhIIIE, TTporiece 00pa3oBaHus ropMoHOB B ['TI MHOTOSTaNeH U Ha KaXIOM
stamne pabotaer cBoi pepmeHT. Ecnin X015 061 1 epmeHT paboTaeT HENMpaBUIBLHO — Pa3BUBACTCS
BJIKH. B koneunom utore, npu BJIKH Bo3HMKaeT HemocTaTOK 00pa30BaHUs B OPraHU3ME
KOPTHU30J1a U, B psAJIE CIIy4aeB, ajlbJOCTEPOHA, a aHAPOTE€Hbl CHHTE3UPYIOTCS B OpraHU3ME B
IOBBIIIEHHOM KosmyecTse. 1Ipu Hu3koM ypoBHe koptrsoia y nanueHTos ¢ BJIKH nmoseimaercs
ypoBeHb AKTI', KOTOpBIi IbITaeTCs «CTUMYJIMPOBATH» padoty kopel HII, Bo3HuKaer
paspacranue (runepmiaszus) Tkanu HIT.

[Tpaktuuecku 90% cinyuaeB BJIKH cBsizano ¢ HapymeHneM paboTsl pepMeHTa, KOTOPBIi
Ha3bIBaeTCs 21-TUpoKCHIa3bl. ITO MPOUCXOAUT U3-3a Pa3HbIX MYyTaIMi B FeHe, KOTOPBIN
«oTBeuaeT» 3a paboty pepmenta. Te. BIIKH — 310 renernuecku o0yciaoBieHHoe 3a00eBaHMe!
[Tpu npakTH4ecKy NOTHOM HapyIIEHUH paboThl epMeHTa - pa3BUBaAeTCs Kiaccuyeckas Gopma
BJIKH. Knaccuueckast BIIKH »t0 2 Buzaa (popmsl) 3a0oneBanus: BUpuibHas (aeuuut
KOPTHU30J1a, TP HOPMAJILHOM 00pa30BaHUM aJlbJIOCTEPOHA, BBIPAKEHHOE YBEIUUYCHHE
aHJIPOT€HOB B OpraHu3Me) U coyibTepstonas (aeGuuuT KopTu3zona+aeuuuT ajlibI0CTepoHa,
BBIpR)KEHHOE yBEJIMUYEHHE aHAporeHoB)). [Ipu HermomHOM HapyleHUH (epMeHTa — BO3HUKAET
Heknaccuueckas popma B/IKH (Tonpko n30bITouHOEe 00pa3oBaHUE aHAPOTEHOB, KOPTH30,
JIBJJOCTEPOH B HOPME)

Knaccuueckue ¢popma BJIKH auarnoctupyercs ¢ poxnaenus, B PO ¢ 2006 r BBe1eH CKPUHUHT
HOBOPOXKJICHHBIX Ha 3TO 3a00JIeBaHuE. Y HOBOPOXKACHHBIX C CONMbTEpsIONIel (hopMoii
3a0oseBaHus Oe3 JIeUeHUs] BOSHUKAET CHIKEHUE alleTUuTa, IoTeps Beca, pBoTa (COIbTEPSIOINe
KpH3bl). Y HOBOPOKICHHBIX JIEBOUEK U3-3a HenpaBuibHOU paboThl HII n o6pazoBanus
00JIBIIIOr0 KOJIMYECTBA aHJPOT€HOB U3MEHSIOTCS HApY>KHbIE MTOJIOBBIE OPTaHbl 110 MY>KCKOMY
THUILY, YTO TPeOYET B psijie CllyyaeB MPOBEJCHHE TUIacCTHUECKUX onepauuii. [Ipu BupuisHON
¢dopme He ObIBaeT CONBTEPSIIOINX KPU30B, Y J€BOYEK €CTh IMPU3HAKU HAPYLICHUN HapyKHBIX
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MIOJIOBBIX OPTaHOB, Y MAIBYMKOB B BO3pacTe 2-4 JIeT BO3HUKAIOT MPU3HAKU OBICTPOTO POCTA U
MIOJIOBOTO co3peBaHusl. JleTn 6e3 ieueHus: CHavyaja onepexkaioT CBEPCTHUKOB B POCTE, HO
aHJIPOT€HBI CITIOCOOCTBYIOT OBICTPOMY 3aKPBITHIO 30H POCTa B KOCTSAX U B KOHEYHOM UTOTE, POCT

HallMEHTOB HU3KUH.

Hexnaccuueckas ¢popma BJIKH nquarHoctupyercst y MOJIOJBIX KEHIITUH WK ITOJPOCTKOB MPH
o0cie10BaHUU Ha MPEAMET HEPETYISIPHOTO MEHCTPYAIIbHOTO IIUKJIa UITH H30BITOYHOTO
OBOJIOCEHHUSA. Y MYKUHH 3TO COCTOSTHUE HE BBI3bIBACT HUKAKUX KIIMHUYECKUX MTPU3HAKOB U HE
JUarHOCTHPYETCA.

Juarno3 BJIKH cTaBuTcs Ha OCHOBaHMH KOMIUIEKCHOTO 00CIIEIOBAaHMS, BKIIOYAIOIIETO
UCCIIEIOBaHNE YPOBHS TOPMOHOB, B psze ciydaeB Ha npode ¢ AKTI, renernueckoro ananmsa,
V31, KT/MPT.

Jetu u B3pocible ¢ knaccuueckumu popmamu BJIKH 10/15kHBI T0KU3HEHHO JIEUYUTCS
TabJIeTKaMH, COJIEpKAIIMMH KOPTH30JI - IIIIOKOKOpTUKOouAaMHu. [Ipy mocTosIHHOM JiedeHUH
HopManusyercs ypoBeHb AKTI u anaporenos B HII, HopManu3syercs ypoBeHb KOPTHU30J1a B
kpoBu. [Ipu conprepsromeit popme 3a001eBaHUS TOTOIHUTEFHO HA3HAYAIOTCS IIPETIapaThl
anpaocrepona. Heo6xommMo NOMHUTB, YTO KOPTH30JI BaXKEH Il OpraHU3Ma B JIFOOBIX
CTPECCOBBIX CUTYyalUs: Ipy 3a00JIEBaHUAX, TPaBMaX, ONlEpaTUBHBIX BMelIaTeabcTBax. [Ipu
BJIKH B HagmodeyHHKax MalMeHTOB HE MMPOUCXOIUT HOPMAJILHOTO 00Opa30BaHUs KOPTH30J1a,
MIO9TOMY B CTPECCOBBIX CHTYalUsX HEOOXOAMMO YBEIMYHUBATH J03Y TNIFOKOKOPTUKOHIOB HITH
BBOJIUTH UX BHYTPHUMBILIEYHO UM BHYTPUBEHHO. UETKNI aIrOpuTM JAEUCTBUSA JOJDKEH JaTh

Jieyaniui Bpay MaiueHTa.

[TaruenTku ¢ Hekiaccuueckoi popmoit BIIKH Tpebyrot nuauBuayanbHoOro noaxoaa. Y
OOJBIIMHCTBA MAIIUEHTOK IJIaBHAS kKaJ00a — H30BITOUHBIN POCT BOJIOC HA TEJE, IPH STOM
MEHCTPYaJIbHBII UK MOKET OBITh HOPMAJIBHBIM U OECILIOAMSI MOXKET He ObITh. B Takux
CIIy4astX peKOMEHIYIOT UCIIOJIb30BaTh Pa3JIMUHbIE METObI ANUIIALKM. B ciaydae, korna y
MAIMEHTOK €CTh MPOOJIEMBI C 3a4aTHEM WJIH BhIHAIIMBAHHEM OEPEMEHHOCTH WJIH BBIPAKEHHOE
HapylIeHUEe MEHCTPYAJIIbHOT'O LIUKJIa — PEIIAaeTCsl BOIPOC O HA3HAYECHUU TIIFOKOKOPTUKOUIOB UJIN
OpAJIbHBIX KOHTPALEITUBOB.

HCO6XOI[I/IMO OTMCTUTD, UYTO 03Bl NPCIapaToB HOI[6I/IpaIOTC$I HHIAWBUAYAJIBbHO O9HAOKPUHOJIOTOM
oA KOHTPOJIEM 'OPMOHAJIBHBIX aHAJIN30B KPOBH. Z[I/IHaMI/I‘leCKOC O6CJ'ICI[OB8.HI/IG B3POCJIBIX
ManucHTOB, KaK IIpaBUJIO, IIPOBOAUTCA 1-2 pa3a B 1on. O0s13aTeIbHO Haao MpoBOAUTDH
O6CJ'IC,Z[OB21HI/I$I JJIsA O6H&py>KCHI/IH OCJIO)KHEHUH 3a00JIeBaHUs HITH MOCJIEICTBUI HCIIPAaBUIILHOTO
JICUCHUA (COCTOSIHI/IC JKCITYJOUYHO-KHIICYHOI'O TPAKTA, Ha6HIO,[[eHI/Ie 0(1)TaJ'ILMOJ'IOl“a,
THHCKOJIOTUYCCKOC U aHAPOJIOTNMYCCKOC 06CHC,Z[0B3.HI/IC)

V B3pocaeix nanueHToB ¢ B/JIKH ecrecTBEeHHO BO3HHUKAOT BOIIPOCHI, CBA3aHHBIE C
BO3MOXKHOCTBIO HaclieJJoBaHUs 3a00seBaHus UX eTbMu. [lpu ciiusHum cnepMarto3onia u
MaTEepPUHCKON SUIEKICTKH HopMHUpyeTcs TeHoM mtoaa. Kaxkmast kieTka mioia conepx uT 23
napbl XpOMOCOMBI, TIPU 3TOM OJJTHAa XpPOMOCOMa U3 Mapbl OT MaTepH, Apyras oT oTua. boie3Hpb
pa3BUBAETCS €CIIU 2 XPOMOCOMBI COZIepKAaT MOBPEKAECHHBIN T'eH (2 MyTalllK), €CJIU BbISIBICHA
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TOJBKO 1 MyTarus (MOBPEXK/IEH IT'€H OJJHOI XPOMOCOMBI), TO TAKOE COCTOSTHHUE HA3bIBACTCS
«3I0pOBBII HOCUTENBY. Tenepb pacCMOTPUM CUTYaIMIO, KOTJa B CYNPY>KECKOM Nape OJuH U3
naptHepoB 6onien BJAKH. B ciiydae, ecniu apyroit mapTHep 310poB, TO peOSHKY mepeaacTcs
ToJIbKO | reH ¢ Myranmeii u pedeHok Oyner 3m0poB. Ecinu maptaep Toxke 6onen BJIKH nmmn
SBJISIETCS 3/JOPOBBIM HOCHUTEJIEM, TO BO3MOXKHA cUTyauus poxxaenus pedenka ¢ BJIIKH. T.o.
TaKUM CYNPY>KECKUM IapaM HeoOX0oarMa KOHCYIbTallMs TeHeTHKA 1 00CIeJoOBaHuE MapTHEpa Ha
npeMeT MyTallly B TeHe ¢pepMenTa 21 ruipoKCcHiassbl.

Yacras curyanus npu BJIKH — 3To ncuxonoruueckue npoodieMsl. ITo 3a00IeBaHKE,
0e3yCII0BHO, SIBJSIETCSI CTPECCOM JJISl WICHOB CEMbH U B3POCIIBIX MAI[IEHTOB.
Criennanu3upoBaHHas ICUXOJIOTHYECKask MOMOIIb BO MHOTHUX CTpaHax sIBJISIETCS HEOThEMIIEMOM
4acThIo paboThl ¢ maruentamu ¢ BJIKH.

B 3akmouenun xotenock Obl ckazath, uto B/IKH - 3a0oneBanue, moanatomieecs neuenuto. [Ipu
aJIeKBaTHOM Tepanuy U Ka4eCTBEHHOM HaOJII0JJ€HUH 32 MAllUEHTaMU OHU BEYyT HOpPMaJIbHbBIN
00pa3 K13HH, IOJIHOCTHIO COLMAIBHO aAANTUPYIOTCS, IOJy4atoT 00pa3oBaHUe, CO3al0T CEMbH,
BOCIIUTBIBAIOT JICTEH.

IIpunoxkenne I'.
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