[okyMeHT npepoctasneH KoHcynbTaHTIN0C

MWHUCTEPCTBO 3PABOOXPAHEHUA POCCUANCKOW ®EOEPALINU

KNMHWYECKUE PEKOMEHOALIUA

AMEHOPESA U OJIUTOMEHOPEA

KogupoBaHne no MexayHapooHon cTaTUCTMYECKOW Krnaccudumkaumm 6onesHer n npobnem, cBA3aHHbIX CO
sgopoBbeM: N91, N91.0, N91.1, N91.2, N91.3, N91.4, N91.5, N92.5, E28.8

loa yTBepxxaeHus (4actoTa nepecmotpa): 2024

BospacTtHas kateropus: Bapocnbie, [letn

MepecmoTp He no3gHee: 2026

ID: 644

Pa3paboTymMk KNMHMYECKOW peKoMeHpauum

- Poccuiickoe 06LLecTBO akyLLepoB-rMHEKOOroB

OpobpeHo Hay4yHo-npaktudeckum Coeetom MuHsgpasa PP

Cnuncok cokpalieHumn

AMI - aHTMMIONEPOB FOPMOH;

AKTI - agpeHOKOPTUKOTPOMHbIA FOPMOH;

BOKH - BpoxxgeHHasa gucyHKUUSA Kopbl HaANOYeYHMKOB;
BPT - BcnomoratenbHble penpogyKkTUBHbIE TEXHONOMNN;

A - rnepaHgporeHus;

N - rMnepuHcynnHemuns;

MPl - roHagoTpPONUH-PUITU3NHT-TOPMOH;

"CII - rmo6ynuH, cBA3bIBalOLWUIA NONOBbLIE FOPMOHbI, B KPOBU
Or3A-C - permgpoanuangpocTepoHa cynbgar;

O3PA - nByxaHepreTmyeckasi peHTreHoBckasa abcopbunomeTpus;
3I'T - 3amecTuTENbHAA rOpMOHanbHasa Tepanus;

3MIP - 3akoHOMEpHas MeHCTpyanbHONo40OHas peakums;
NMT - nnpekc maccbl Tena;

KP - KnuHn4yeckne pekoMmeHgaumm;

JII - nioTenHnsMpyoLwmMm ropMoH;
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MK - MMHepanbHas NIOTHOCTb KOCTHOW TKaHu;

MPT - marHUTHO-pe3oHaHCHas ToMmorpadus;

MHA - npexxaeBpeMeHHas HeQOCTaTOYHOCTb SIMMHUKOB;
PKW - paHgomunampoBaHHbIe KOHTPONMpPYeMbIE UCCIEA0BaHMS;
CNA - cnHopoM NONUKNCTO3HLIX SUYHUKOB;

CTI - comMaTOTPOMHbIN FOPMOH;

TTI - TMPEOTPONHLIN FTOPMOH;

Y3W - ynbTpasBykoBOe UcCrneaoBaHue;

OIrA - dyHKUMOHanNbHaga rmnoTanaMmmyeckas ameHopes;
OCI - hoNNUKYNoCTUMYNMPYIOLLNA FTOPMOH;

OKO - akcTpakoprnopaneHoe onog0TBOPEHUE.
TepMuHBbI 1 onpeaeneHus

AmeHopesi - 3TO CUMMTOM, 0603HaYaloLLMIA OTCYTCTBUE MEHCTPYaLUUi NN UX NpekpalleHne Y AeBYLIKMA Unu
XEHLLMHBbI penpoayKTUBHOro Bo3pacta [1].

MepBunyHasa 1 BTOpMYHasA ameHopes BO3HMKAOT O M MOCIe MeHapxe COOTBETCTBEHHO [2].
OnuromeHopes - yBenu4eHne NpoaorknTeNnbHOCTU MEHCTPyanbHoro uukna 6onee 38 gHen [1].

1. Kpatkas nHcopmauus no 3aboneBaHMIo UNm COCTOAHUIO (rpynnbl 3a6oneBaHUM UNM COCTOSAHMN)

1.1 OnpepeneHve 3aboneBaHUsA N cocTosiHusA (rpynnbl 3aboneBaHU NN COCTOSAHUN)
CoBpeMeHHoe onpeaeneHne TepMyHa "ameHopes" nogpasymeBaeT nog cobol criefyowme CoCTOSHMS:

nepBMYHasi aMeHopesi - OTCYTCTBUE MeHCTpyauur B 15 neTt (npu ycnoBum pasBUTUS BTOPUYHBLIX MOSOBbIX
NpM3HaKoB) nnNu Yepes 3 roga nocrne Tenapxe, a Takke OTCYTCTBUE Pa3BUTUSA BTOPUYHBLIX MOMOBbLIX MPU3HAKOB U
MeHCTpyauui kK Bospacty 13 ner,

BTOpMYHAs ameHopes - OTCYTCTBUME MeHCTpyauui B TeyeHne 6 mecsAueB Npu paHee HeperynspHom
MEHCTpYyanbHOM LUKNe, OTCYTCTBME MEHCTPyaLun B TedeHne 3 MecsueB npu paHee perynsipHoM MeHCTpyarbHOM
uukne [2 - 4].

KommeHTapuu: Knaccudeckoe onpeaeneHve tepMuHa "ameHopes” nogpasymeBaeT nog cobon oTcyTcTBue
MEHCTpyaLuMi B Te4eHne 6 MecsiLleB y paHee MEHCTPYMPOBAaBLUEN NALNEHTKM.

TepmuH "onuromeHopesl” nogpasymMeBaeT HapyLWEHUEe MEHCTPyanbHOro UWKMa, MNpyM  KOTOPOM  €ero
ONUTENbHOCTL cocTaenseT 6onee 38 gHen; unu Yyactota MeHcTpyauun meHee 10 B rog [1].

KOHKpeTHble KpUTEPUN OMArHOCTUKMA OFIMFOMEHOPEN B 3aBUCUMOCTM OT ANUTENBHOCTU MEXMEHCTPYarnbHbIX
WHTEpPBArioB 1 YMcna feT nocrie meHapxe: He 6onee 90 gHen - B TedeHne 1 roga nocrne meHapxe, He 6onee 45 gHen
- oT 1 go 3 net nocrne MeHapxe u He Gonee 38 gHel Npu NPOAOCIMKUTENBHOCTM 3aboneBaHus 6onee 3 neT nocne
meHapxe [1], [3].

1.2 3Tnonorus v natoreHe3 3aboneBaHUs UM COCTOSAHMA (rPynnbl 3aboneBaHU UM COCTOAHUN)

dusnonormyeckas ameHopes BKIoYaeT 6epeMeHHOCTb, eCTECTBEHHYIO MeHonayay, rpyaHoe BckapMivBaHue
[5]-



OnvromeHopes n ameHopesi (3a UCKINIOYEHNEM MaTOYHOM (POpMbI), Kak NpaBumno, SIBASAOTCA KIMHUYECKUMU
NPOSIBMEHUSIMU OBYNSATOPHON AUCYHKLUK, AManasoH KOTOPOW BapbupyeT OT 3MM304MYECKMX HapyleHnn B Buae
HeJOCTaTOYHOCTM MIOTEUHOBOW ha3bl 4O XPOHUYECKUX - B BUAE CTOMKOW aHOBYNAUMM U ameHopewn. CornacHo
knaccudpukaumm HyPO-P FIGO 2022 roga [1], oBynATOpHbIE HapyLlLleHMs1 noapasfensioT Ha 3 OCHOBHbIX TUMNa B
3aBUCUMOCTU OT YPOBHS MOpPaKeHUs penpoayKTUBHOW OCU - runoTanamudeckui, rmnodusapHbIin, SUHHUKOBBIN, U
OTAenbHO (M3-3a HEOAHO3HAYHOCTWM TPaKTOBOK WM CMOXHOCTM naToreHesa) BblAEnAT 4-n Tun - CUHOPOM
NONMUKNCTO3HbIX AndHuKoB (CI1A). OnuromeHopess unv ameHopes Hambonee 4acTo BO3HMKAKT BCreacTeue
HapylweHMn YHKLMK rnoTanamo-runou3apHo-an4yHMKOBOM CUCTEMbI, COMPOBOXAALUMXCA FMNO3CTPOreHnen
uwvnn  aHoBynauuen (pyHKUMOHaNbHAs  runotanamuyeckas ameHopes (®MA), runepnponakTnHemus,
npexgeBpeMeHHas HeJoCTaTO4YHOCTb AnYHMKoB (MHA), cMHAPOM NONMMKUCTO3HLIX AMdHKKOB) [1], [4 - 9]. MNpuynHon
ameHopeu MoryT OblTb NMOPOKM Pa3BUTUS MaTku 1 Bnaranuvwa (cuHgpom Manepa-PokuTtaHckoro-Kioctepa-Xaysepa,
CVMHOPOM HEYYBCTBUTENBHOCTU K aHOpPOreHam, aTpe3uns rmMeHa, M3onMpoBaHHasi BarmHarnbHasi areHeausi u ap.) unm
NOBPEXAEHUS SHAOMETPUST pasnnyHoro reHesa (cuHgpom Awepmana) [2], [9 - 10].

MNMepBunyHas ameHopes, CBA3aHHAA C HapyleHvem yHKuMKM runotanamyca, Hambornee 4acTo nposBnseTcs
NepBUYHbLIM TMNOrOHaAO0TPOMHBLIM MMMNOrOHaAM3MOM, B OCHOBHOM OBYCNOBMEHHBIM MyTaUMSAMU reHOB, OTBEYaoLLMX
3a CeKpeuuto roHagoTPONUH-pUNU3anHr-ropmoHa (MHPI) n  yyBcTBMTENbHOCTb K Hemy [11]. [lepBuYHbIN
rMNOroHagoTPONHBIN TMNOroHaAN3M B COMETaHUM C aHOCMUEN ABMAETCH NaTOrHOMOHWYHBIM NMPU3HAKOM CMHAPOMA
KannmaHa. Pa3Butre cmHapoma CBS3aHO C HapyLleHWeM MUrpaumnm roHagoTpOnyH-PUNN3NHT HEMPOHOB B NepeaHue
oTAenbl runotanamyca. 3abonesaHne reHeTudeckn obycnoeneHo, xapaktepusyetca gedektom reHa KAL1 B X-
XPOMOCOME W HacrnegyeTcs ayTOCOMHO-peLeccusHo [12].

Hanbonee 4acton NpuYMHON BTOPUYHOM aMeHOopewn, CBA3aHHOW C AMCYHKUMEN runoTanamyca, siBnsietcs
®rA. lna gaHHOW POPMbl aMeHOpen XapakTepHO MpekpalleHne MeHCTpyauuin Ha (oHe cTpecca, Ype3MepHbIX
PU3NYECKMX HArpy30K U/UIn CHUXKEHNs1 Maccobl Terna. B naTtoreHese gaHHOW (hOPMbl aMEHOPEN BAXKHYIO POSib UrpaeT
NenTuH, ABNALWNACS perynatopoM cekpeunn NPT 1 CHkaloWwmnes npym XpOHMYECKOM 3HEPreTM4Yeckom geduumTe
[10].

K pegkum dopmam runotanaMmyeckon amMeHopen OTHOCHAT ONyxonu runotanamuyeckond obnactn wnu
NMHMEKLMOHHBbIE MOPaXeHUs runoTanamyca scnegcreme Tybepkynesa, cucunuca, saHuedanita unm MeHuHruTa [2].

AmeHopesi, 00ycroBneHHass naTtorormen runogusa, Hambonee 4acTto pas3BMBaeTCs B pesynbrarte
rmnepnponakTMHeMuu. MexaHn3m pasBuUTUSA rmnepnponakTmHeMmnm obycnoBneH HapyLieHnemM
O0aMUHEPTNYECKOTO MHIMBMPYIOLLLEro KOHTPOSA CEeKpeuun NpornakTMHa runoTanamycom, a Takke CTUMynaumen
CeKkpeLun nporakTMHa TupeoTponHbiM ropmoHoM (TTI), MHPI, aueTunxonuHoM, CEpPOTOHMHOM, SHOOTEHHbIMU
onuongamu, rmCTaMUHOM, OKCUTOLIMHOM, CHUXEeHMEM (YHKUUKM Moyek u neyeHn [13 - 16]. Pegkumu npuyvHamu
rmnocpmsapHoOn ameHopeun MoryT ObITb: CMHAPOM "NMyCTOro" TypeLKoro ceana, onyxonu rmunogusa, cekpeTmpyoLme
rOHaJOTPONUHbLI, aApPeHOKOPTUMKOTPOMNHbIN ropMmoH (AKTI), comaToTponHbin ropmoH (CTI). CuHapom nycToro
Typeukoro cegna obycroBrneH gedektoMm auadparMbl Typeukoro cefnia, B pesynbrare 4vero oT [aBleHust
CMMHHOMOS3rOBOM XXMAOKOCTU npoucxoouT aedopmaums runodmsa M HapyleHue TpaHcnopTa JMGepuHOB.
MopaxeHusa runodmsa B pesynbTaTe OCTPOro MHMapkTa Unm Hekpo3a MOryT NPUBOAUTL K PasBUTUIO CUMHOpPOMA
LLnxaHa, conpoBoxgatowieroca gecdouvumtom CTI, roHagoTponmHoB, AKTT u TTI unu K naHrmnonuTymtapusmy.

K nepBrvyHON ANYHMKOBOW ameHOopee MOXXHO OTHECTU pasruyHble popMbl ANCTEHE3NU FOHa, pa3BMBaOLLMXCA
B pesynbTaTe XPOMOCOMHbIX aHomanumn (cuHgpom Lepeluesckoro-TepHepa, yicTtas gucreHesuns roHag, CMHAPOM
Ceanepa) [17]. bonee pegkve ¢opmbl NEPBUYHOM SMYHWKOBOW aMeEHOpPEeM MOryT ObiTb CBSi3aHbl C gedeKkToM
depMeHTHbIX cuctemMm - 17-anbdha rmgpokcunasbl, 17,20-nvasbl, apomarasbl, B pe3ynbTaTe 4Yero HapyllaeTcs
CcTepouaoreHes, CUHTE3 aHApPOreHOB MNM MX apoMaTtusaums B 3cTporeHbl [18]. MNpu BTOPUYHON ANYHWKOBOM
amMmeHopee Haubonee Yacto BcTpedaeTcs NHA, passuBatoLwasncs B pesynbtaTe UCTOLLEHNSA OBapManbHOro pesepsa
1 nogpasaensiolwasncsa Ha reHeTUYECKy, ayTOUMMYHHYO, MAMOMNATUYECKYH0 U STPOreHHY OPMbI.

OnuromeHopesi, 0cobeHHO C MeHapxe, Hanboree YacTo ABMSeTCs XxapakTepHbIM npusHakom ClMA. MexaHuam
pa3BuUTMA onuMromeHopen n ameHopen npu CrA ceasaH ¢ pasnuyHbIMY ropMoHarbHbIMU HapyLeHusaMu. K nx yucny
OTHOCAIT HapyLlleHus Ccekpeuunm U OeNCTBUA TOHAOOTPOMNWHOB, aHAPOreHOB, WHCYNuHA. [na kaxgon BTOpPOK
naumeHtkn ¢ ClMA xapakTepHa runotanammyeckas AucyHKUMA cekpeuun [THPI,  cnocobcreytowasn
npeumyLlecTseHHoMy cuHTedy J1I B cpaBHeHumn ¢ OCIT. B pesynbTtaTe runepcekpeumm J1IIN npoucxogut CTMMynsaums
TeKa-KIMeToK U yBernum4yeHue npoaykuMnm aHOporeHoB B siMvHukax. MexaHusmbl ¢popmMupoBaHMS rOHagoOTPOMHON
ANCYHKLMM OO CUX NMOP He ACHbI, 0bcykaaeTca ponb runepadgporexdun (FA), runepuHcynmHemun (M), nentuHa. B
psige cnyvyaeB ONMroMeHopes MOXET SABMNSATbCHA CrneAcTBMEM (DYHKLUMOHAMbHbBIX KUCT SUYHUKOB (DONNMKYNSPHbIE
KACTbl M KWUCTbl XENToro Tera), B pe3ynbraTe 4Yero noadepXuMBaeTcs MOCTOSHHbIA YPOBEHb 3cTpaguona umm



MporectTepoHa, 4TO MPEnsTCTBYeT UMKIMYECKMM KorebGaHusiM MOMOBbIX TOPMOHOB M HapyllaeT OTTOPXKeHue
SHOOMETPUS.

MaTo4Hble OpMbl aMeHOpeU, CBSI3aHHbIE C OTCYTCTBMEM MaTku, NpeAacTaBneHbl 2-Msi popMamMmn: CUHAPOM
Mawepa-PokutaHckoro-Kioctepa-Xaysepa M CUMHOPOM MNOSIHOM HEYYBCTBUTENbHOCTU K aHaporeHam. B nepsom
cny4yae aTuonorusa 3abonesaHns TOYHO He U3BeCcTHa. BO3MOXHOM npuumHon saBngaTca mytauuda reHa AMIT unu ero
peuenTopa, MaeHTuuunpoBaHa mMyTauusa ranakros-1l-cpocdat-ypuamn tpaHcgepasbl [18]. B cnyyae cuHgpoma
MOTHOWM HEYYBCTBMTENBHOCTM K aHOporeHam natoreHes 3aboneBaHus 06ycrnoBneH MyTaumMen reHa aHoporeHoBOro
peLenTopa npy MY>XCKOM KapuoTtune. B pesynbTate 3TOro npoMcxoguT pasBUTUE TOHah, COXpaHsIeTCs ceKkpeuust
AMTI, conpoBoxgaemass perpeccoMm MIOSINIEPOBbIX NMPOTOKOB M OTCYTCTBMEM Pa3BUTMS MaTku, ee MpuaaTKoB U
BepxHen TpeTu Braranuwa. OTCyTCTBME YYBCTBUTENBHOCTU K aHApOreHam MpPUBOAMT K OTCYTCTBUIO PasBUTKSA
NPMAATKOB AMYKa M HAPY>KHbIX MOMOBbLIX OPraHoOB MO MY)XCKOMY TWMY, O4HAKO B CBSA3M C COXPaHSIHOLLLENACS KOHBEPCUEn
aHOpOreHoB B 3CTpPOreHbl AnddepeHUmnpoBka HapyXHbIX MOMOBbLIX OPraHOB U pasBUTUE BTOPUYHBLIX MOSIOBbLIX
NPU3HaKoB MPOUCXOAUT MO XEHCKOMY Tuny C (POPMUPOBAHMEM XEHCKOro deHotuna. [pyrve aHaTomuyeckue
aedekTbl (areHe3ns Bnaranuviia, atpesns rmMeHa), NpuBoAsiLLMeE K NePBMYHON MAaTOYHON aMeHopee, BCTpeYvalnTcs
peako [19]. B 1998 r. AnamsH J1.B., Xawykoesor A.3. npegnoxeHa knaccudukaums aHomanuim MaTkm 1 Bnaranuiia
[20].

Pa3Butre BTOPUYHOM MaTOYHOW aMeHopen MOXeT BbiTb 0bycnoBneHo Hanbonee 4acto BHYTPUMATOYHLIMM
BMelLaTenbCTBaMM WU MNepeHeceHHbIM MOoCnepodoBbiM 3HAOMETPUTOM, B pesynbTate 4ero OopMMUpYHOTCS
BHYTpMMaTO4YHble cuHexun. [pu nomHow obnuTepauuy MNOMOCTU MAaTKM CUHEXMAMU OpMUPYEeTCs CUHAPOM
AwepmaHa.

OnuromeHopess M ameHopes MOryT ObiTb OOYCNOBMEHbl TakKMMW SHAOKPUHHBIMKW 3aboneBaHusMM, Kak
BpOXAeHHas aucdyHKUus kopbl HagnovevHukoB (BOKH), HagnoveyHrKkoBas HeAOCTAaTOYHOCTb, MMMEPKOPTULIA3M,
aHOporeH-NpoayLmMpyoLWas onyxonb SUMHUKA UM HAAMoYeYHUKa, TupeongHasa ancdyHkums [6], [18].

1.3 dnuaemmnonorusa sabonesaHUA unu cocTosiHuA (rpynnbl 3aboneBaHMn N COCTOAHUN)

Cpean XeHWwuH penpoaykTUBHOIO Bo3pacTa pacnpoCTpPaHeHHOCTb ameHopeun BapbupyeT oT 5% go 13%,
onuromeHopew - ot 8% o 22% [2], [21 - 29].

CooTHoOLeHne NepBUYHON U BTOPUYHON ameHopeu - 1:10.

1.4 Ocob6eHHOCTN KOAUPOBaHUA 3aboneBaHUsi LN COCTOAHUA (rPynnbl 3aboneBaHM NN COCTOAAHUI)
no MexpayHapoaHoI cTaTucTU4Yeckon knaccudmkaumm 6onesHen 1 npobnem, CBA3aHHbIX CO 34,0POBLEM

N91. OTCcyTCTBME MEHCTPYALMIA; CKYOHbIE U PEAKAE MEHCTPYaLUK;
N91.0 MNMepBnyHan ameHopes

N91.1 BtopuyHasa ameHopesi

N91.2 AMeHopes HeyTOYHEeHHas

N91.3 NepBryHasa onuromeHopes

N91.4 BropuyHas onuromeHopes

N91.5 OnuromeHopes HeyTo4YHEeHHas

N92.5 [ipyrne yTo4HeHHble (hOPMbl HEPETYNAPHBLIX MEHCTPYaLIMM
E28.8 Opyrve Bnabl AUCHYHKLUN ANYHUKOB

1.5 Knaccudmkaumus 3aboneBaHusi UM COCTOAHUA (rpynnbl 3a6oneBaHUM UM COCTOAHUN)
BblgensoT nepBUYHYIO 1 BTOPUYHYO aMmeHopeto (cM. pasgen 1.1).

OG6Lenpu3HaHHOM Knaccudukaumm ONMroMeHopen HeT, OOHAKO, Kak U ameHopelo, ee noapasfensioT Ha
NepBUYHYIO Y BTOPUYHYIO [2].
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OBynATOpHbIE HapyleHus noapasfensioT Ha 3 OCHOBHbIX TUMA - runoTanamuyeckuid, rvnocusapHbin,
AndHukoBbln, CIA. (cm. npunoxexune I pucyHok 1)

1.6 KnuHnyeckasa kapTuHa 3aborneBaHUA UM COCTOAHUSA (rpynnbl 3a6oneBaHUM UM COCTOSHUN)

KnuHuyeckas kapTuHa onpegensietca dopmon ameHopeun. [ina sBcex oopM aMmeHopen ANnTensHOCTLI0 Bonee
1 roga xapakTtepHo Hanuume becnnogusi.

1. AmeHopeun, o6ycnoBfneHHbIe HapyLWEeHMAMN Ha YPOBHEe runoTtanamyca

nepBVI‘-IHaﬂ rmnoTanamMmunuyeckKkas ameHopes:

A. CVIH,EI,pOM KannmaHa Xapakrtepunsyetcd nepBnUYHbIM TMNOroHagoTpoOnHbIM rmnoroHagn3mom, OTCyTCTBUEM
pa3BUTNA BTOPUYHbLIX MOJTOBbLIX MPU3HAKOB, alvleHopee|7| B COYETaHUM C aHOCMUEN.

BTOpVI‘-IHaFl rmnoTanamMmunyeckKkasa ameHopesn:

B. ®yHkumoHanbHas runoTanamuyeckass ameHopes. [na gaHHOM OPMbI  aMeHOpeu XapakTepHOo
npekpalleHne MeHcTpyauuin Ha doHe aHepreTudeckoro gedmumrta 3a cYeT MOTepu Macchbl Tena, Ype3MepHbIX
dun3nyecknx Harpysok, ctpecca. Hepenko BbISBNSOTCS cybcuMHApOMAribHblE NMCUXMYECKME HapylleHusl B Buae
paccTponcTB npuema nuwim (aHopekcusi, Oynumus), OMNONAPHOrO pPacCTPOWCTBA, TPEBOXHO-OENPECCHMBHBIE
paccTpoicTsa [30].

2. AMeHopeun, 0GyCnoBrieHHble HapyLUeHUSIMU Ha YPOBHe nepeaHei gonu runodusa

Mpu onyxonsax runogmsa MoryT HabnwaaTbLCa NPorpeccupytoLLmne ronoBHble 6onu, HapyLleHne Nonemn 3apeHns,
CYMNTOMbI CBSAI3aHHbIE C U3BbITOYHOW cekpeuner TponHbIX ropmMoHoB: TTT (runepTupeos), AKTI (6oneaHb KywnHra),
CTT (akpomeranus). 'MnepnponakTMHEMNst MOXET MPOSIBNATLCS ranakTopeew, CHMKEeHUEM nMbunao.

Mpu HeonyxorneBbIX hOpMax NopaxeHUsi TrMnognaa, Taknx kak CUHAPOM MyCTOro TYPeLKoro ceana, CUHAPOM
LunxaHa, naHrMnonuTyutapmam, HabnoaaTca CUMNTOMbI AeduLmMTa TPOMHBLIX FOPMOHOB.

3. AMeHopes, o6ycnoBneHHas HapyLeHUAMU Ha YPOBHe SINMHUKOB
A. ducreHesus roHan;

- C aHoMarnbHbIM KapuoTunom - cuHapom Llepewesckoro-TepHepa (45X0, Mo3aundHble dopmbl). OAng
cvHaopoma LlepelieBckoro-TepHepa xapakTepHa NepBUYHasl, pexe BTOPMYHAs aMeHopes, MOMOYHbIE Xene3bl He
pa3BMBalOTCA UMM BbIpaXeHbl O4eHb cnabo, HU3KUIA POCT, KPbINTOBUAHBLIE CKMAAKU KOXM B 0ONacTu Lweu, BbICOKOE
"rotudeckoe Hebo", 6oukooOpasHas rpygHas KneTka, BanbrycHasi 4eBuMaLnsi CYCTaBOB, MOPOKU Pa3BUTUSA CEpOEYHO-
COCYANCTOWN CUCTEMBI.

- HOpMarbHbLIM KaPUOTUIOM - YUCTas gucreHeanst roHag 46XX, cuHgpom Ceanepa 46XY. B nepuog nybepraTa
ansa cuHgpoma Ceaviepa xapakTepHbl NepBMYHAs aMeHopesi, OTCYTCTBME Pa3BUTMS MOMOYHBIX Xenes, CKygHoe
OBOJIOCEHME B 06nacTu nobka 1 NogMbILLEK, MYXXCKOW TUM TENOCMNOXEHMWS!, BbICOKUIA POCT.

B. Jednunt depMeHTHbIX cuctem - 17-anbda rugpokcunassl, 17,20-nmasbl, apomarassbl.

KnuHnuyeckas kapTuHa 3aboneBaHusi onpedensieTcs YpOBHEM HapylleHus cTtepouporeHesa. B cnyuae
AedekTa 17-anba rugpokcunasel, 06ycnosneHHoro mytauunen reHa CYP17A1, xapakTepHbl nepBuYHasi ameHopes,
OTCYTCTBME Pa3BUTUS BTOPWMYHBLIX MOMOBLIX MPU3HAKOB, HapyLlEeHWUs BOAHO-3NEKTPOMNUTHOrO GanaHca B CBS3UN C
yBernvyYeHneM ypoBHS anbAoCTepoHa, YTO COMNpPOBOXAAETCs apTepuanbHon runepteHsuen. MNMpu gedpuuute 17,20-
nnasbl KNMHUYECKNe NPOSBIEHNS CXOXW, 33 UCKITIOYEeHMEM apTepuanbHON MnepTeH3nn, HexapakTepHON Ans 3TuX
nauneHTok. lMauneHTKM Hepeako NpeabABAAOT Xanobbl Ha 6onyM BHU3Y XMBOTA, CBA3aHHbIE C pasBUTUEM
MHOXECTBEHHbIX (PYHKLMOHANbHbIX KUCT SUYHUKOB [31].

B. [llpexaeBpeMeHHasi HeLOCTATOMHOCTb SAWYHUKOB -  XapaKTepusyeTcsi pas3BUTMEM  BTOPWUYHOM
rMNeproHagoTPONHOM aMeHOpPeU Y KeHLWWH B Bo3pacTe Ao 40 neT BcreacTBue NCTOLLEHVS OBapuarbHOro pesepsa.
OTmevaloTcss  CnaboBbIPaXXEHHbIE ~ CUMNTOMbI  3CTporeHgeduumMTa B~ BuMAE  BEreTo-COCyAMCTbIX,
MCMXO3MOLIMOHASTBHBIX PACCTPONCTB, BYNbBOBArnMHarbHoOW atpodmm 1 CHUXKeHUs nmbuao.



. CuMHOPOM  MOMMKUCTO3HBLIX  SIMYHUMKOB -  XapakTepusyeTcs  OnuMroaMeHopeem C  MeHapxe
(onuro/aHoBynaumen), rmnepaHgporeHnen, NpM3HakaMmm MHCYNMHOPE3UCTEHTHOCTY (B KaXKAOM TPETLEM crydae) (CMm.
KnuHu4yeckne pekomeHgauumn "CUHAPOM MOSMKUCTO3HbIX AUYHMKOB") [32].

4. MaTouHble chopMbl ameHopeun

I'Iopa>KeH|/|e Ha ypOBHE MaTkm M Bnaranuulia, conpoBoxaaruieecqa OTCYyTCTBUEM LUKITNYECKUX M3MEHEHNN
SHOOMETPUA N MEHCTPYaJibHOIo KpoBOoTE4YEeHUA n/vnn HapyLieHnem OTTOKa MeHCpraJ’IbHOVI KpoBW.

nepBVI‘-IHaSI MaTo4Has aMmeHopes:

A. Cungpom Manepa-PokutaHckoro-Kioctepa-Xaysepa - nepBuyHOE OTCYTCTBUE MEHCTpyauum npu
HOpMarnbHO Pa3BUTbIX NEPBUYHbBIX U BTOPUYHBIX MOMOBLIX MPU3HAKaX, NOMHOE UMM YacTUYHOE OTCYTCTBUE MaTKU U
Bnaranuwa B 1/3 crnydyaes accouMmMpoBaHHOE C MOPOKaMU Pa3BUTUS MOYEBBLIBOAALLMX MyTEl (SKToNMYeckas noyka,
yOBOEHME NOYKK, areHe3mnsa n ap.).

B. CMHAPOM He4YyBCTBMTENBHOCTU K aHAporeHam (TeCTUKynsipHas peMuHn3aums) - NepBUYHOE OTCYTCTBUE
MeHCTpyauuii, agpeHapxe. eHOTUMN XEHCKWI, Kak NpaBuio, BbICOKWIA POCT, HEAOCTATOYHO Pa3BUTble MOJIOYHbIX
)Kenesbl, OTCYTCTBUE UMK CKyQHOE OBOMOCEHME Ha NobKe 1 B NOAMbILLEYHBIX BlaguHax.

Takune aHaToMmuyeckve AedekTbl, NPUBOASLLME K MEPBMYHON MATOYHOM ameHopee, Kak M30nMpoBaHHas
BarvHanbHas areHesus, artpesns T[VMEeHa XapaKTepu3yloTCs MNepBUYHbIM OTCYTCTBMEM MEHCTpyauuni u
LMKNNYECKUMM Ta3oBbIMK BoNsiMu, 06YCrOBEHHBIMW FeMaTOKOMbMOCOM, reMaToMeTPOM, reMaTocanbNMHKCOM.

BtopuyHasa maTtoyHas ameHopes

B. BHyTpumaTtouHble cuHexum (CuHApPOM AlwepmaHa): CKydHble MeHCTpyauuu, nporpeccupyowmne Ao
ameHopewu.

5. AMeHopeun, o6ycrnoBneHHble HapyLIeHUsIMU APYruxX aHAOKPUHHbIX XXerne3

A. BpoxaeHHas AncdyHKLUS KOPbl HAANOYEYHMKOB - MPU3HAKN rMnepaHapoOreHn Y XXeHLUMH C KIaccuyeckumm
dopmamn geduumnta 21-rugpokcmnasbl 06bIYHO SPKO BblpaXeHbl M MpWM OTCYTCTBUWM FNEYEHUS MNPOSIBNSAITCA
BMPUNM3aLMENn HapyXHbIX MOMOBbIX OPraHOB, aMeHOpeen, BbIPaKEHHOW anoneuvMen un rMpPCyTU3MOM.
Heknaccuueckaas dopma BIOKH He conpoBoxgaeTcss npusHakamMmy HaAMOYeYHUKOBOW HEOOCTATOYHOCTM MU
NposiBMSeTCH AOBOMIBHO NO3AHO - 06bIMHO Mocne nybepTtaTtHoro Bo3dpacta. OTMeyalTCs MPU3Haku ymepeHHown
rMnepaHaporeHMn: akHe, TUMPCYTM3M, anoneuus; 4Yacto Habniogaetcs OnMroMeHopesi, HeBblHallMBaHue
B6epemeHHocTK, Gecnnogue.

B. CuHapom Nuenko-KylwnHra - knnHndeckas kapTuHa pasHoobpasHa M MOXeT 3aTparvBaTb NpakTUYecKn Bce
opraHbl U cucTembl: npubaBka Maccbl Tena C HepaBHOMEPHbIM OTMOXEHUEM Xupa B MOAKOXHOW KreTyaTke,
noxygaHue pyKk M HOr, OTEYHOCTb, CUNbHO MNPOSBASAIOLWAACS Ha Nuue, NOBbILEHWE apTepuansHOro OaBreHus,
MblLeyHas cnabocTb (MPenMyLLECTBEHHO B HUXKHUX KOHEYHOCTSAX), MOSBMEHNE APKUX CTPUIA (MOSTOC PaCTSHKEHNST) Ha
XnBoTe, nnevax, 6egpax, NPOrpeccMpyoLLmMn rMpCyTU3M.

B. AHOpOreH-cekpeTupyoLLmMe Onyxomnu sIMYHUKOB U HAAMOYEeYHUKOB, NPOSIBISAOLINECS ObICTPbIM pa3BUTUEM
BMpUNM3aLMM U CUMNTOMOB runepaHgporeHuu. MNpu onyxonax HagMnoOYe4YHMKOB CO CMELLIAHHOW CeKpeLuen, Hapsiay
C NPOSIBNEHUAMW rMNepaHaporeHn3ma UMerTCsl Te UMK UHbIE NPU3HAKN MMNepKopTMLX3MA.

2. InarHocTuKka 3aboneBaHUs UNN COCTOSIHUS (rpynnbl 3ab6oneBaHU Unu COCTOHHMVI) MeaAUUNHCKune
nokKa3aHusa u NpoTuBoNOKa3aHuA K N puMeHeHno meTogoB ANarHOCTUKU

Kputepusimu "ameHopen" siBNsieTcs OTCYTCTBUE Pa3BUTUS BTOPUYHLIX NOMOBLIX NPU3HAKOB U MEHCTPYaLUiA K
Bo3pacTy 13 neT, OTCYTCTBME MEHCTpyaLuii NMpu YCIOBUU pa3BUTUSI BTOPUYHBIX MOJIOBLIX NMPU3HaKkoB B 15 neT nnu
Yyepes 3 roga nocre Tenapxe, a Takke OTCYTCTBME MEHCTPyauMii B TeYeHe 6 MecsiLieB Npu paHee HeperyrnsipHoM
MEHCTpYyaribHOM LIUKIIE UK B Te4eHue 3 MecsiLeB Npu paHee perynsipHOM MEHCTPyaribHOM LMKITe.

Kputepuamun "onmromeHopeun" aBnseTca HapyLweHne MeHCTPYanbHOro LMKna, Npyu KOTOPOM ero AnnTenbHOCTb
coctaBnsieT 6onee 38 gHen [1].

2.1 XKanoobl n aHamHe3
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- PekomeHayeTcsl BCeEM MauueHTKam NpoBOAWTb COOpP aKyLLIepCKO-TMHEKONIorMYeckoro aHamHesa U xxanob ¢
OLIEHKOW BPpEMEHMU BO3HWKHOBEHUSI aMEHOPEeU, ee CBSA3M C APYrMMuU cumnToMamm [2 - 3].

YpoBeHb yGeamTenbHoCT pekoMmeHaaumuin C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 5).

KommeHTapuu: pu onpoce naumeHTkM crnegyet obpalwatb BHMMaHWe Ha BO3pacT MeHapxe, Hanuuue
BTOPMYHBIX NOSOBbLIX NPU3HAKOB, XapakTep MEeHCTPyaribHOro LuMKna, NpuMBbIMKU B NUTAHUU U YPOBEHb (PU3NYECKUX
Harpysok, ncnxocoumarbHbIX CTPECCOB, USMEHEHUSA B Macce Tena, nepenombl, NpueM fekapcTs U NCUXOaKTUBHBIX
BELLECTB, XpOHUYeckne 3aboneBaHus Hanmyne nocrnepopoBoro kposoTeyeHus [2 - 3, 33]. MMoTeps macchbl Tena,
BbIPAXEHHbIN  CTPecc, u4pe3MepHble U3MYeckue Harpysku, npeglwecTByowmMe pasBUTUIO  aMeHopew,
ceuaeTenbcTBytoT 0 PIA. ManakTopes, BHOBb NOSBMBLLMECS UIM NPOrpeccupyoLLme XpoHuyeckne ronosHble 6onu,
0COBEHHO B COYETaHWM C BbiNageHNeM Nornen 3peHuns, MOryT ykasbliBaTb Ha Onyxonb runotanaMmyca unm runodusa
(B TOM 4ncne NponakTUH-NPOaYLIMPYIOLLYIO ONyXonb runodusa) [34, 35], a akHe unm rmpcyTMam MOryT yKkasblBaTb Ha
Hanuuve runepagporeHum [32, 33, 36]. BazomMoTOpHbIE CMMNTOMbI, TakMe Kak NpPUMBblI UM HOYHASA MOTMMBOCTb,
MoryT ykasblBaTb Ha [HA [17, 19]. BHyTpumaTO4Hble XMpypruyeckne BmellaTenbcTBa MOryT ObiTb NPUYUHON
MaTo4YHon oopMbl ameHopeu [37].

Heobxogumo nonyuntbs MHMOPMMPOBaHHOEe [O0OPOBONBHOE corfacue poauTeNns WM MHOMO 3aKOHHOMO
npeacraBuMTeNs HecoBepLUeHHoNeTHero B Bo3pacte Ao 15 net (6onbHOro HapkoMaHuen - B Bo3pacte 16 net) nnu
nvua, NPU3HaHHOIo B YCTaHOBIEHHOM 3aKOHOM NOpsAKe HegeecrnoCoBHbIM, eCnn Takoe N1 No CBOEMY COCTOSHMIO
He crnocobHo AaTb cornacue Ha MeanLMHCKOe BMeLLaTeNbCTBO, a Takke CaMoro HeCoBepLUEHHOMETHEro B BO3pacTe
15 - 17 neT BKNIOYUTENBHO B Nopsigke U no dopme, yTBepxaeHHbIMM npuka3om Munsgpasa Poccun ot 20.12.2012
N 11771 "O6 yTBepxgeHuu nopsgka Aadv WHPOPMUPOBAHHOTO AOOPOBOMBHOMO COrnacus Ha MeguvLUHCKoe
BMELUATENbCTBO U OTKa3a OT MEeAMLMHCKOro BMeLlaTenbCcTBa B OTHOLIEHUW OnpedenieHHbIX BUAOB MeAULMHCKNX
BMeLLaTensbcTs, hopmM MHAOPMUPOBAHHOTO AOOPOBONBHOrO Cornacust Ha MeguUMHCKOe BMeLLaTensCcTBO U hopM
OTKasa OT MeAMLIMHCKOro BMellaTenbcTea".

2.2 dusukanbHoe obcrnegoBaHue

- PekomeHayeTtca Bcem naumeHTkam npoBoanTe msmkanbHoe obcnegoBaHme, BKOYasa BU3yarbHbIA OCMOTP
HapY>XHbIX MOMOBbLIX OPraHoOB, a TaKkKe MOMOYHbLIX Xere3 ANs OLEHKN pasBUTUS BTOPUYHBLIX MOJIOBbIX MPU3HAKOB,
n3mMepeHne Maccbl Tena un pocrta, pacyeT ungekca maccel Tena (MMT) [2, 38].

YpoBeHb y6eamTenbHoCcT pekoMeHaaumuin C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5).

KommeHTapun: Mpu npoBegeHumn umamnkanbHoro obcnegoBaHvsa y OeTeln BaXHbl: U3MEPEHNE pocTa, Macchl
Tena n VIMT B conocTaBneHuMn € napameTpamu LEeHTUNbHbIX Tabnuy BO3pacTHbIX HOPMATUBOB, onpenerieHue
CTaauu NOfoBOro Co3peBaHud no Lwkane TaHHepa C ykasaHuem 6annbHOM OLEHKM COCTOSIHUSI MOSTOYHBIX Xenes u
NobKoBOro 0BOOCEHMS (CM. NpunoxeHue 2).

Ha HauvanbHOM 3Tane HeobxoAMMO MpoaHanM3npoBaTb MacCO-pOCTOBble MoKa3aTenu U WX AVHAMUKY.
[MepBnyHass ameHopes W OTCYTCTBME pa3BUTUA BTOPWUYHBIX MOMOBLIX MNpu3HakoB (ctagus Tanner |, )
cBMOeTenbCTByeT O rUMOroHaaM3Me W KOCBEHHO YKasblBaeT Ha BO3MOXHOE Hanuyme rmnoroHagoTpOnHOro
rMnoroHaguama, OuCreHe3un roHaf, HacrnegcTBeHHbIX Aedpektax ctepouporeHesa [12]. HopmanbHoe pasBuTue
MonouyHblx >xenes (ctagusa Tanner lll, IV) cBugeTenbctByeT 06 MCXOAHO COXPaHHOM YpPOBHE 3CTPOreHOB WU
andpdepeHUnanbHO-AUarHOCTUYECKUI NMOUCK JOIMKEH NPOBOAUTLCA MEXAY MaToYHbIMKM hopmMaMu aMeHopeu
(CMHOpOM He4vyBCTBUTENBHOCTM K aHaporeHam, cuHapom Mariepa-PokutaHckoro-Kioctepa-Xaysepa, atpesus
rmmeHa, N3onMpoBaHHasi BarmHanbHasa areHesus) U runepaHaporeHHsiMu coctosHuamu (CrNA, BOKH) [39].

BTopnyHas ameHopes B coveTaHWM CO CTPUSAMM, "KNMMaKTepnyeckum ropbom”, LeHTpanbHblM OXMpeHUeM,
rMnepToHUen unu cnabocTbio NPOKCUMAnbHbBIX MbILLL, MOXET rOBOPUTL B MONb3y runepkopTnumama (bonesHb mnu
cvHgpom MueHko-KywnHra). AMeHopes B COYeTaHuM C runepaHgporeHnen (akHe, rupcytuam) roBopsiT B Monb3y
ClA, B codeTaHum C BbIpaXKEHHOW BMPUNMU3aumnen - B NOMb3y aHOPOreH-CEKPeTUPYIOLLE ONyXOnn SSUYHMKOB UMn
HaAnoOYeYHUKOB.

- PekomeHayeTcsi BCceM nNauuveHTKam npoBoAuTh 6uMaHyanbHoe BRaranuiiHoe unu BruMaHyanbHoe
pekToabJoMuHaNbHOE WUccredoBaHWe C Lenbl OLEeHKUM aHaTOMUYeckMx ocobeHHOCTeil opraHoB Maroro Tasa,
BbISIBIIEHNS MOPOKOB Pa3BUTUSI BHYTPEHHMX 1 HAPYXXHbIX NOJOBLIX OPraHoB U BbiGopa TakTukK BegeHus [18 - 20].

YpoBeHb yoeanTenbHoCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKA3aTeNbCTB - 5).
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KommeHTapun: OTCyTCTBME MaTKU U BEPXHEW TpeTu BRaranuiia npu Hanvyum HopMarbHO pa3BUTbIX
BTOPUYHbLIX NMOSIOBLIX MPU3HAKax MOXeT CBUAeTeNbCTBOBaTbL O CMHApoMe Manepa-PokuTtaHckoro-Kioctepa-Xaysepa.
CoyeTaHne annasmm MaTkm U BepxHeW TpeTu Bnaranvua npu criaboBbIpaXeHHOM OBOMOCEHUN fOGKa MOXeT
CBMOETENbCTBOBAaTb O CUHAPOME HEYYBCTBUTENBHOCTU K aHaporeHam [39].

23 J1a60paTopr|e AnarHoCcTu4eckume mccnegoBaHus

- PekomeHayeTcs BceM MauueHTam Ha MepBOM 3Tane WCKMio4YaTb OepeMeHHOCTb, Kak BO3MOXHYIO
HPU3NONOTNHECKYHO MPUYMHY aMEHOPEN, MYTEM OLIEHKM YPOBHS 6eTa-cybbeaAnHNLIbI XOPMOHWYECKOTO roHaA0TponuHa
B MOYe (MccrnegoBaHMe MOYM Ha XOPUOHUYECKMIA TOHAOOTPOMMH) MU B CbIBOPOTKE KPOBW (MCCReaoBaHMe YPOBHS
XOPMOHMYECKOro roHagoTponvHa (cBoboagHasi 6eta-cybbeamHuua) B CbIBOPOTKE KPOBM) [2].

YpoBeHb y6eamTenbHoCT pekoMeHaaumuin C (ypoBeHb OCTOBEPHOCTU AOKA3aTENbCTB - 5).

- PekomeHayeTcsi BCeM nauMeHTKaM NPOBOAUTbL WCCrefoBaHWE YPOBHSA  (hOnnMKyNOCTUMYNUPYOLLETO
ropmoHa (PCrI') B cbiBOopoTKe KpoBu (PCI), nccrnegoBaHne ypoBHS NMoTenHU3NpYyoLero ropmoHa (J1N) B cbiBOpoTke
KPOBW, UCCNEAOBaHNE YPOBHS NPONaKTUHA B KPOBW U UCCIEA0BaHME YPOBHS TUPEOTPOnHoro ropmoHa (TTI) B kpoBu
C Uernbto BbISIBNEHUS BOMbLUMHCTBA SHOOKPUHHBLIX MPUYMH ameHopewm [2], [5].

YpoBeHb ybeautenbHoCcTM pekomeHaaumi C (ypoBeHb AOCTOBEPHOCTM AOKa3aTenbCTBs - 5).

KommeHTapwuu: MNpn nepernyHon ameHopee cHmkeHne PCI nnum JIT meHee 3,0 ME/n B 6onbLuei cteneHn MOXeT
CBMAETENbCTBOBATb O MEPBUYHOM MMMOrOHaA0TPONHOM runoroHagmame [11]. Mpu runeproHagoTpPONHOM COCTOSIHUM
(®CT 6onee 25,0 ME/n) Heobxogmmo npoBoanTb AnddepeHLManbHy ANarHoCTUKY MeXay pasnuyHbiMu doopMamu
AVCreHe3nn roHag, B pedkux criyyasix, ¢ (bepmMeHTonatMsamun, NpyvBOASAWMMW K HapYLWEHWIO CUHTe3a MOroBbIX
FrOPMOHOB Ha pas3nu4yHbIX 3Tanax crepougoreHesa [40 - 41]. lNpu HOopmOroHagoTponHOM ¢opme nepBUYHOM
ameHopeun Heobxoanmo NpoBoANTb AnddepeHLmanbHY ANarHoCTUKY Mexay nopokamu passutmus matku, CMA v
Heknaccuyeckon dopmori BOKH [2].

B cnyyae BTOpMYHON ameHopeun CHmxXeHue ypoBHsi roHagoTponuHoB (JIIT meHee 3,0 ME/n) ykasbiBaeT Ha
HapyLleHnsa runotanamo-runousapHo cuctembl, Haubonee 4acTo HocswMe QYHKUMOHANbHBIN XapakTep
(Hanpumep, ®I'A). MNosbiweHHbIe ypoBHU OCI (6onee 25,0 ME/N) npy ABykpaTHOM onpeaeneHumn ¢ MHTepBasnom B
4 - 6 Hegernb CBUOETENbCTBYIOT O CHDKEHUW UMW OTCYTCTBUM OBapuanbHOro pesepsa 1 ykasbiBaloT 0 Hanmuum MHA
[42]. HopmoroHagoTponHas BTopuyHas ameHopes HabnogaeTcsa npu ClA, matodHon popme ameHopeu, pexe npu
BOKH, dyHKUMOHaMNbHbBIX HapyLWEeHNaX rmnotanamo-runousapHor CUCTEMBI.

- PekomeHgyloTca uccrnegoBaHue ypoBHS obLiero n cBob6odHOro TeCTOCTepoHa B KPOBW, MccregoBaHue
ypoBHsa CII" (ansa pacyeTa uHgekca cBOOOAHbLIX aHAPOreHOB), UCCreAoBaHME YPOBHS AerMapoannaHapocTepoHa
cynepata (OM3A-C) B KpoBU M uccriefoBaHwe YpPOBHA 17-rugpokcunporecTepoHa B KPOBM NauueHTkaMm C
HOPMOrOHaZOTPOMNHOW aMeHopeen C Lenbilo AMarHOCTMKM aMmeHopeun, 00yCnoBreHHON runepaHaporeHmen [38, 43,
48].

YpoBeHb yoeanTenbHOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KommeHTapun: TloBbilieHne ypoBHSA obwero u cBOOOOHOrO TecToCTepoHa sBndeTcsa Haubonee
WHpOpMaTMBHBIM  nokasaTenem Ana  auvarHoctukm  CIA  [32, 43, 44]. ViccnepgoBaHue — YpOBHA
aerngpoanunaHgpoctepoHa cynedarta (OM3A-C) n aHapocTeHANOHa B KPOBU crieyeT NPOBOAUTL B Criyyae, Korga
ypoBHM 0obLLero n cBoBOAHOrO TECTOCTEPOHa He MOBbLIWEHbI, XOTH 3TU MapKepbl NPeacTaBnsioT OrpaHUYEHHYHo
AononHuTensHyo uHdopmaumio B anarHoctuke CIA [32]. C uenbio gnarHocTuku Heknaccudeckon gopmel BOKH
uenecoobpasHo NPoBOAUTbL MUCCedoBaHWe YpPoBHSA 17-rmgpokcunporecTepoHa B KPOBM B yTpeHHue 4achkl [45]. B
crnyyae ecnu KoHueHTpauus 17-rmgpokcunporectepoHa npesbiaeT 6 HMOMb/N unu 2Hr/Mn MoxeT noTpeboBaTbcH
npoBefeHne aHanmsa Ha reHeTudeckoe mccnegosaHme reHa CYP-21A2 (B cniydae HEBO3MOXHOCTM onpeaerneHune
peakuuMm Ha CTUMYNSUMIO aapeHOKOPTUKOTponuHoMm) [45]. MNMosblweHne yposHsa OM3A-C csbeiwe 700 Hr/gn wnu
obuero TectocTtepoHa cBbiwe 200Hr/ON MOXeT CBUAETENbLCTBOBATb OO0 aHOPOreH-CekpeTUpYHLLEA OMyxonu
Hagno4veyHuKoB [44, 45]. Y nauneHToK ¢ NeEpPBUYHON aMeHopeen, 0OyCnoBNeHHOW OTCYTCTBUEM MaTKU, NOBbILLEHME
YPOBHA TECTOCTEPOHA [0 3HA4YeHWW, COOTBETCTBYHOLLMX HOPMAanbHOMY YPOBHIO TECTOCTEPOHA Y MYXKYMH,
CBUOETENbLCTBYET O CUHAPOME HEYYBCTBUTENBHOCTM K aHaporeHam [46].

- PekxomeHayeTcs BceM naumeHTkam nccrnefoBaHne ypoBHS aHTUMonneposa ropmoHa (AMIT) B KpoBuM € LieNbLo
OLIEHKM OBapuanbHoro pesepsa [2, 43, 47].

YpoBeHb yoeanTenbHoCTN pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKA3aTeNbCTB - 5).



KommeHTapun: KoHueHTpaums AMIT B KpoBM aBRsieTCa nokasaTenemM oBapuarnbsHOro pesepsa, yBenmyeHume ero
YPOBHS MOXET ObITb MHPOPMATMBHBIM MOkasaTenem y xeHwuH ¢ ClMA. B HacTosiLee BpeMsi onpeneneHne ypoBHs
AMI paccmaTpuBaeTcs B KayecTBe OAHOro u3 guarHoctmyeckux kputepueB CIMA [43]. OgHako, nosiBNSAlTCA
JoKasaTenbCTBa TOro, YTO C ynydlleHnem 1 ctaHgapTtusaumen metogoB onpegenenna AMI u yctaHOBneHus ero
NMOPOroBbIX 3HAYEHWI B rpynnax HaceneHms pasHbiX BO3PACTOB M 3THUYECKUX rpynn, nokasatens AMIT 6yget nmetb
fonbluee guarHocTu4eckoe 3HaveHue [47 - 49].

- PekomeHoyeTcs  npoBOAMTb  LUMTOrEHETMYECKOE  UccnefoBaHve  (KapuoTun)  nauueHTkam ¢
rMneproHagoTponHon ¢opmMon aMeHopen unu Npu OTCYTCTBUM MaTKM C LENbl OUArHOCTUKUM XPOMOCOMHbIX
aHomanum [2], [50].

YpoBeHb y6eamTenbHoCT pekoMeHaaumuin C (ypoBeHb 4OCTOBEPHOCTY AOKA3aTENbCTB - 5).

KommeHTapun: [pu runeproHagoTponHoW ameHopee Lernecoobpa3Ho npoBOAUTL  LIMTOreHeTuyeckoe
nccregoBaHune (KapuoTtun) Ans onpegenennst kapyotuna metogoM anddepeHunanbHOW OKpacku XpoMOCOM Mpu
pasnMYHbIX TFEHETUYECKUX HapyLIEeHUsX C Uenbo Bepudukaumm pguarHosa. Kapuotun 45-X0, 45-X0/46-XX
cBMOETENbLCTBYIOT 0 cMHApoM LepeweBckoro-TepHepa, kapyuoTtun 46 XY - o cuHgpome Caliepa, 45-X0/46-XY - o
cMellaHHon popme aucreHesun roHag [50]. MNpu pa3BUTMM BTOPUYHBIX MONOBbLIX MPU3HAKOB U OTCYTCTBUM MaTKu
LUTOreHeTM4ecKoe mccrnegoBaHne LenecoobpasHo nposoaute Anga anddepeHunansHOM ANarHoCcTMKU CMHOPOMa
Manepa-PokuTaHckoro-Kioctepa-Xaysepa (kapnotun 46 XX) ¢ CMHOPOMOM HEYyBCTBUTENbHOCTM K aHAporeHam
(kapnotun 46XY). LlenecoobpasHo npoBoauTb aHanu3 Ha Hanudve npemyTtaumm B reHe FMR-1 (umcno CGG-
nosTopoB B AuanasoHe 55 - 200) naumeHTkam c MHA c uenblo BbisBNeHMs reHeTudeckon copmbl NMHA [46].
XKeHwmHbl ¢ npemyTtauuen B reHe FMR-1 (55 - 200 noBTOPOB) MMEIOT NOBLILWEHHbIN puck pa3suTtusa MNMHA Ha 13 -
26% ¥ NOBbILLIEHHbIN PUCK poxaeHus pebeHka ¢ cuHapom MapTtuHa banna (y Manb4YnkoB - yMCTBEHHas OTCTanocTb
n konudecteo CGG-nosTopoB Gonee 200) [42].

- PekoMeHOoOBaHblI CKPVHWHI Ha Hanuyve aHTUTen K CTepovANnpoayLMPYHLIMM KNneTkaM HagnoyveyHuka v
onpeaeneHne cogepXaHusa aHTuTen K Tupeonepokcugase B KpoBu nauueHtkam ¢ MNMHA ona yrouHeHuns atnonorum
3abonesaHus [42].

YpoBeHb ybeautenbHoCcTM pekomeHaaumi C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB - 5).

2.4 NHcTpyMeHTanbHbIEe AuarHocTU4ecKkue uccrenoBaHus

- PekomengyeTcsa Bcem nauneHTkam nposoanTtb Y3W opraHoB Manoro Tasa KOMMNeKCHoe (TpaHcBarmHansHoe
1 TpaHcabaoMuHanbHoe) C Lenbio AnarHOCTUKN aHaTOMO-(YHKLMOHANBHOMO COCTOSIHMUSA MaTKu U NpuaaTkos [2, 48].

YpoBeHb yoeanTenbHOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KommeHTapuu: MNpu nogo3peHnn Ha NOpoK pasBUTUS MaTKM 1 NPUAATKOB B HESICHBIX CUTYaUMAX UK C Lenbio
anddepeHumnanbHOM AuarHoCcTukM pekomeHayetcs nposegeHve MPT opraHos manoro Tasa [2], [48].

- Pekomenpyetca nposepeHve MPT ronoBHoro mosra npu Mnodo3peHMM Ha Onyxofb rurnortanamo-
rmnodusapHon obnactu [2, 33, 48].

YpoBeHb yoeauTensHocTM pekoMmeHaaumi C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB - 5).
KommeHTapuu: MNMaymeHTtam LenecoobpasHo nposegeHme MPT npu codeTaHmm ameHopeu c:
- TSKESOW UM NOCTOSIHHOW FONIOBHOM 60nbIo;

- NePCUCTUPYIOLLIEN PBOTOW (HECaMOMHAYLIMPOBAHHOWN);

- HApPYLLEHUSMU NOJEN 3PEHMS;

- KaXkJoM UNu yyalleHHbIM MOYencnyckaHnem;

- 04aroBbIMM HEBPOJIOTMYECKUMM CUMMTOMaMWU;

- KNWHMYECKMMM Mpu3Hakamu  w/unu  pesynbTaTtamum  nabopaTopHbIX — WUCCregoBaHWi,  KOTopble
CBUOETENbCTBYIOT O AeduunTe Unmn n3bbiTke FOPMOHOB rnnodmsa.



- PekomeHayeTcs npoBOaNTb OBYX3HepreTU4eckyto PEHTreHOBCKYHO abcopbunomeTpuio
(PeHTtreHogeHcuTomeTpus, OOPA) no3BoHOYHMKA Ha ypoBHe | - IV MOSACHMYHBIX MO3BOHKOB M LWenkn Gegpa
nauMeHTkam C TrMNOroHagoTPOMHOW WM TMNEProHagoTPOMHON aMeHopeen AN AMAarHOCTMKM OCTeonoposa U
YCTaHOBMEHUSA UCXOAHOMO pucka nepenomMoB (Npy Hanu4Mm Bo3moxHocTu) [2], [51], [52].

YpoBeHb ybeautenbHoCTM pekomeraaumi C (ypoBeHb AOCTOBEPHOCTM AOKa3aTenbCTs - 5).

KommeHTapuun: B crniyyae anutenbHOcTM aMmeHopeu 6ornee 6 mecsueB Heobxoanmo NnpoBecTy 6a30BYHO OLIEHKY
COCTOSIHUSI MUHeparnbHOM NITOTHOCTKN KocTHOM TkaHu (MIIK) [9]. Lilenbto JOPA KOCTHOW TKaHW SIBMSIETCS BbISIBIIEHNE
nvu, NoABEMKEHHbIX PUCKY MNEepenoMoB, onpederieHne CTeneHu MnoTepu KOCTHOM MacCbl y MauMeHTOK C
ycTaHoBneHHon Hu3kon MIIK, a Takke KOHTponb 3PEKTUBHOCTN rnedeHns. Heobxoammo npoBOAUTb
OOMONHUTENBHYIO OLLEHKY NMMTaHWSA NauneHTKaM ¢ ameHopeen ecnu ucxoaHsln Z-kputepuin MINK coctaenset -2,0SD
unu meHee B nobon nokanusauuun ckeneta. [Ina cnopTCMEHOK C ameHopeel cneayeT NpoBoAMTL HabnoaeHne 3a
nokasaTtenem Z-kputepus npu ero CHxeHun mexee -1,0SD [51].

2.5 NHble gnarHocTuvyeckue nccrnenoBaHus

- PekomeHgyeTca naumeHTKaM C aMeHopeen Mocre WCKNYeHnss OepemMeHHOCTU npoBecTn npoby ¢
nporectareHamn (ATX - ectareHbl) C LEnbo OLEHKM CTEMEHU BbIPAXEHHOCTUM FMNO3CTPOr€HUN U UCKIHYEHUs
MaTo4HOM hopMbl ameHopewu [2, 48, 53].

YpoBeHb ybeauTenbHoCTM pekomeHaaumi C (ypoBeHb AOCTOBEPHOCTM AOKa3aTenbCTs - 5).

KommeHTapum: MNpoby ¢ nporectareHamy LenecoobpasHo BbINOMHATL nocne Y3W opraHoB manoro tasa
KOMMNIIEKCHOro (TpaHcBarnHanbHoe n TpaHcabgomunHanbHoe). BapnaHtamu npoBegeHus nporectareHoBon npobbl
ansetca 10-4HEBHbIA MpUMEM MUKPOHM3UpoBaHHoro #nporectepoHa** (MHH - nporectepoH) 400 mr/cyt wnu
#onpporectepoHa*™ 20 mr/cyT B TeyeHne 10 gHeli [48, 54 - 56]. MNosiBneHne 3aKOHOMEPHOM MEHCTPYanbHOMNOAOOHOM
peakumm (3MIP) (nonoxwutenbHas npoba) NO3BONAET WCKMAYUTL MaTOYHYHO (DOPMY aMeHOpeun W HUSKYHO
3CTPOreHHy HacblweHHocTb. CooTtBetcTBeHHO oTcyTctBue 3MIP (oTpuuaTtenbHas npoba) ykasbiBaeT Ha
BbIPAXXEHHYIO MMNO3CTPOreHN0 UMM MaTOYHy0 hopmy ameHopen [2].

- PekomeHayeTca HasHayaTb recrtareHbl U acTporeHbl ((PUKCMPOBaHHbIE KOMOVHALMM U CEKBEHLMANbHbIE
npenapaTbl (ANa nocnegoBaTenbHOro Npuema)) B cnyyae otpvuartenbHon npobbl ¢ rectareHamMu Ans UCKITHYeHUs
MaTo4HOM hOpMbl ameHopeu (guarHocTnyeckasa npoba) [48].

YpoBeHb ybeautenbHoCTM pekomeHaaumi C (ypoBeHb 4OCTOBEPHOCTM AOKa3aTenbCTs - 5).

3. JleyeHme, BKNYaA MeOUKAMEHTO3HYIHO W HEMeOAMKAMEHTO3HYH Tepanuu, AueToTepanuio,
obe3bonnBaHue, MeAMLIMHCKNE NOKa3aHUsA U NPOTUBONOKa3aHUA K NPUMEHEHUIO METOAOB NleYeHUs

JleyeHne ameHopeun 1 oniMroMeHopen 3aBUCUT OT STUOSOMMN HapYLLEHUI, Nexalunx B Ux ocHose [1 - 2, 48].

3.1 MegnkameHTO3Hass 1 HeMeAMKaMEHTO3Hasi Tepanusa COCTOSIHMIA, CONPOBOXAALMXCA ameHopeen
M onuromeHopeen

3.1.1 AMeHOopeu, 0O6yCnoBIeHHbIe HapYyLIEHUAMU Ha YPOBHEe runotanamMmyca

- PekomeHayeTcsa 3amectuTensHas ropmoHansHas Tepanus (3IT) acTpaguonom B coMeTaHuuM € rectareHamu
B uuknunyeckoMm pexume (no ATX - lpupogHble M NONyCUHTETUYECKMe ICTporeHbl, [ectareHbl, [ecTareHbl u

3CTpOreHbl, PUKCMPOBaHHbIE KOMBMHaLUW) NauneHTKaM C NepBUYHBIM FTMNOrOHaA40TPOMHbLIM MMNOroHaAN3MOM (B TOM
yncne cuHapomom Kannmana), nocnepogoBbiM runonutyutapmuamom (cuHapom Lnxana) [11, 57].

YpoBeHb y6eanTensHocTn pekomeHgaumii C (ypoBeHb JOCTOBEPHOCTU A0Ka3aTenbCTB - 5).
KommeHTapun: B KkayecTBe 3CTPOreHHOro KOMMOHEHTa 3aMeCTUTENbHOW TFOPMOHOTEPAnMM BO3MOXHO
HasHayeHve TpaHcaepMarbHbIX UM NepoparbHbIX POpM 3CTPOreHoB B CTaHAapTHbIX fo3ax (no ATX - MpupogHble

1 NONYCUHTETUYECKME 3CTPOrEHbI)

TpaHcaepmarnbHble GOpMbI;



- #3cTpagmon renb TpaHcaepmanbHbin (0,6 Mr/r) B cytouHon pose 1,5 mr actpagmona (2,5 r rens)
- #3cTtpagwnon renb TpaHcaepmanbeHbiv (0,1%) B cyTouHom gose 1,0 mr actpagwmona) (1 r reng) [57 - 59].

[MepopanbHble hopMbl SCTPOreHOB BKMOYaOT #3cTpaguona BanepaT B cyTouHonm gose 2 mr (no ATX -
MpupogHble M MONMYCUHTETMYECKME SCTPOreHbl); rectareHbl U 3CTPOreHbl, CEeKBEHUManbHble npenapatbl (4ns
rnocnenoBaTesibHOro NpMeMa); rectareHbl U 3CTPOreHbl, PUKCMpoBaHHble KOMBUHaumn) [57].

B kauecTBe rectareHHOro KOMNOHeHTa BO3MOXHO MCMOMNb30BaTb MUKPOHN3MPOBaHHbIN #nporectepoH** (MHH
- nporectepoH)) (no ATX - lectareHbl) B fo3e 200 mr/cyT Ha cpok 12 gHen unu #omaporectepoH™  nepoparnbHO B
nose 10 mr/cyT (Hanpumep, B kKOMBMHaLMK C #3CTpPaanonom B CYTOYHOW A03e 2 Mr) Ha cpok 14 aHen BO BTOPYHO
¢hasy MeHCTpyansHOro Uukna ans npounakTuki runepnnacTmyeckux npoLeccoB saHaoomeTpus [2, 56, 58 - 66].

Bo3mOoXXHO ncnonb3oBaHmne nepoparnbHbiX PUKCUPOBAHHBIX COMETaHUIN NporectTareHoB U 3cTporeHoB (no ATX
- rectareHbl U 3CTpPOreHbl, OUKCMPOBaHHbIE KOMOMHALMW); recTareHbl U 3CTPOreHbl, CEKBEHUManbHble npenapaTtbl
(onsa nocnepoBaTenebHOro NpMemMa)); rectareHbl U 3CTpPoreHbl, UKCUPOBAHHbIE KOMOMHaLUUN)):

- #naporectepoH + Actpaguon n Actpaguon [Habop] - 2 mr actpagmona ¢ 10 mr #gugporecTtepoHa [42, 63 -
64, 66] nnu

- Ons B3pocnbix naumeHTok #Hoprectpen+3cTpaguona Banepat; 3cTtpaguona BanepaT [Habop] - 2 mr
acTpaguona Banepar ¢ 0,5 Mr HoprecTpena B CyTK/ B LIMKIIMYECKOM pexunme [55, 66, 67].

- PekomeHayetca HanpaBnAte naumeHTok ¢ ®IA Ha KOrHUTUBHO-MOBELAEHYECKYIO Tepanuio OMs OLEHKU
HanNUuMs 1 KOPPEKL MU NCUXONATONOMMYECKNX COCTOSIHUIA, Moaudukaumio obpasa xusHu nauneHtkam ¢ rA [10, 67].

YpoBeHb y6eamTenbHoCT pekoMeHaaumuin C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5).

KommeHTapuii: B ¢Bs3U ¢ BbICOKON YacTOTOM KOMOPOMAHBIX MCUXUYECKMX COCTOSIHUIA (paccTponcTBa npuema
nuLLM, AeNPeCcCUBHbIE, TPEBOXHbIE U OMNONSAPHbBIE PaCCTPONCTBA) Bpayy-aKyLlepy-rMHEKONory cnegyeT HasHaunTb
nauueHTkam ¢ ®IA KoHCynbTaumio cneyuanmcTa ncmxunaTpudeckoro npoduns [10, 67, 68].

- PekomeHayeTca HanpaBnaTb nauneHTok ¢ PI'A Ha npuem (OCMOTpP, KOHCYNbTaLMIO) K Bpayvy-aueTosnory Ans
KOpPEeKLUN pauuoHa 1 BOCCTaHOBMEHUS Macchbl Tena B criydae HeobxoammocTu [10].

YpoBeHb ybeanTenbHOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKA3aTeNbCTB - 5).

KommeHTapwuii: Llenb OneTonormyeckoro KOHCYNbTUPOBaHWS - HOpManusauusi 3HepreTMyeckom LEeHHOCTM
paunoHa 1 cbanaHcupoBaHHOCTU HyTpueHToB [10]. NMocne Hopmanu3auumn NUTaHMs U BOCCTaHOBMNEHUN Macchl Tena
BO30OHOBNEHME MEHCTPYaLMM MOXET OXXuaaTbcs B TeyeHue 6 - 12 mecsaues [10].

- PekomeHpyeTcsa HaszHayeHne 3IT 5CTpaamMonom B COYETAHUM C rectareHamm B LIMKITMYECKOM pexnme (no
ATX - TpupoaHble N NoONycUHTETUYECKUE 3CTporeHbl, [ectareHbl, [ecTareHbl M 3CTPOreHbl, (PUKCMpoBaHHbIE
koMOuWHaumm) naumeHTkam ¢ PI'A B cnyvyae HeahHEKTMBHOCTU NPOBOAUMBIX B TEYEHNE 6 MECALEB MEPONPUSTUNA,
HanpaBeHHbIX HAa KOPPEKLMIO NCMXOMNATONONMYECKMX PACCTPOMCTB (NPW HAann4Mun) 1 HopManuaaumio paunoHa [10].

YpoBeHb y6eamTensHoCcT pekoMeHaaumuii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5).

KommeHTapun: He cnegyeT HasHadaTb rOpMOHanbHble MepopanbHble KOHTpauenTuBbl AN CUCTEMHOrO
NPUMEHEHNST NauUueHTKaM C ameHopeen C uenbto npodunaktukn notepyn MIK. 3T nonoBbiMM cTepovgamm
okasblBaeT nonoxurernsHoe BnusHue Ha MIK, nockonbKy B OTAMYME OT FOPMOHanbHbIX KOHTpauenTUBOB He BNUSIOT
Ha cekpeuuto WHcynuHonodobHoro daktopa pocta - |, KOTOpbI OkasbiBaeT aHabonuueckun acpdekT Ha
kocTteobpasoBaHue [65, 67]. 3[ T npoBoanTCcsl NepopanbHbIMU UNKU TpaHcAepMaribHbIMU dOpMaMK 3CTPOreHOB B
COYeTaHMM C rectareHamm B LIUKIMYECKOM PEXMME B CTaHAAPTHBIX 403aX, B TOM Yncre pmkcMpoBaHHbIMU hopmamm
[2, 10, 62 - 64, 67, 69, 70]. TpaHcaepmanbHble OPMbI 3CTPOreHoB npeanoyvTutensHee npu ®rA mns-3a Gonee
BbIP@)XEHHOIr0 MONOXMTENbHOro BrvsHna Ha MK [10, 67 - 69].

3.1.2 AMeHopeu, o6ycnoBreHHble HapYyLeHUAMU Ha YPOBHe nepeaHen gonu runocgusa

- PekomeHaoyeTcsi Tepanus MHrMbuTOopamy nNponakTuHa unum npuvem (OCMOTP, KOHCyrnbTauus) Bpaya-
Helipoxupypra ans pelieHnst Bonpoca o HeobXxoauMOCTU yaaneHust NPonakTMHOMBI (MPY HanNMyYnM) NauueHTkam c
amMeHopeen uUnu oNMroMmeHopeen, BbiI3BaHHOW runepnponaktuHemuen [13], [34], [71 - 81].



ypOBeHb y6e/:|,MTeanocm peKomeH,u,au,Mﬂ C (ypOBeHb OOCTOBEPHOCTU OOKAa3aTENbCTB - 5).

KommeHTapuun: lNpenapatom nepBov NMHUN MeAWKaMEHTO3HOW Tepanun ABnsieTcs kabepronuH, HavanbHas
Jo3a kotoporo coctasnseT 0,5 Mr B Hejento ¢ BO3MOXHbIM NOCneayoLmMM yBeNU4YeHeM 403kl 4O HOpManu3awum
ypoBHA nponaktnHa [13]. HavyanbHas po3a GpomokpuntvHa** coctaenseTr 1,25 Mr B CyTkM, TepaneBTUYECKUN
AnanasoH B npegenax 2,5 - 7,5 mr B cyT. [13, 82, 83]. CHWxXeHMe [03bl NpenapaTta unm ero oTMeHa pekoMeHayTCs
He paHee, YeM Yyepes 2 roga HenpepbIBHOIO NIEYEHWsI MPU YCNOBUM CTOMKOW HOpManu3aLumn ypoBHS NPonakTnHa u
3HAYUTENBbHOrO YMEHbLUEHMWS OMYXONW UK OTCYTCTBUSI TAaKOBOM Mo AaHHbIM MPT ronoBHoro moasra. Y naumeHToK C
PE3UCTEHTHBIMA WM  YaCTUYHO PE3NCTEHTHbIMU  MPOMaKTMHOMaMW Meped pacCMOTPEeHWeM Bompoca o
XUPYPruyeckoM BMeLLaTenbCTBe LienecoobpasHo yBenuyeHne Oo03bl MHIMOMTOPOB NponakTuHa A0 MaKCUMarnbHO
nepeHocuMbIX. TpaHccdeHomaanbHble onepauun MNpPOBOAAT MNauMeHTaM C HENepeHOCMMOCTbIO BbICOKMX [[03
KabepronvHa n pe3ncTeHTHOCTbIO K ApYrMM npenapataM AaHHOW rpynnbl. B crniyyae cnoxHocTu B AMarHOCTUKE Unm
BblOOpe TaKTUKM BeOeHUSA NaumMeHTOK C rmnepnponakTMHeMmen HasHa4yaeTcsl KOHCYNbTaumsa Bpayva-aHaoKpuHorora
[71 - 81].

3.1.3 AMeHopes, o6ycrnoBrieHHaA HapyLWeHUAMU Ha YPOBHEe ANYHUKOB

- PekomeHpyeTcs [OBYCTOPOHHSAS TOHAAdKTOMWUS (yAaneHue [UCTEHETUYHbIX [OoHad) MauueHTkam ¢
ancreHesnen roHag npyu Hanvyum B kapuotune Y-XpOMOCOMbI B CBA3U C BbICOKMM PUCKOM ManuruHu3auuun roHaj
(nocne nepuoaa nonoBoro co3peBaHus) [84 - 86].

YpoBeHb y6eamTenbHoCcT pekoMeHaaumuin C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5).

- PekomeHpyetca 3I'T #acTpagmonom B COYETaHMU C rectareHamu B UMKnu4eckom pexume (no ATX -
MpupoaHble n NoNyCUHTETUYECKNE SCTPOreHbl, ['ecTareHsbl, ectareHbl 1 3CTporeHbl, PUKCUPOBaHHbIE KOMBMHaLMK)
(Mpy HanNMYMM Y-XpoOMOCOMbI - NOCIe rOHaA3KTOMMM) C Liefblo NepBUYHOM NPodunakTuki 3abonesaHnn cepaeyHo-
cocyancTon cuctemol n cHmxeHnsa MIMK [42, 84 - 88].

YpoBeHb ybeanTenbHoOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KommeHTapwuii: B kavectBe acTporeHHoro komnoHeHTa 3T BO3MOXHO Ha3HadeHne TpaHcaepManbHbIX Unn
nepoparbHbiX (POPM 3CTPOreHoB B CTaHOApTHbIX Ao3ax. TpaHcaepmarnbHble opmbl acTporeHoB (no ATX -
MpupoaHble 1 NONyCUMHTETUMYECKMEe ICTporeHbl) BkMtoyawT 0,6 Mr/r HakOXHbIA renb B CyTOoyHoW go3e 1,5 wmr
#acTtpagwona, (2,5 r rens) unu 0,1% HakoxHbIV renb B cyTodHon Aose 1,0 mr #actpagmona (1,0 r rens) [42, 57, 59,
85, 86].

MepopanbHbie hopMbl 3CTPOreHOB BKIMOYAOT #3CTpaamona BanepaTt B CyTo4HoM fo3e 2 mr [86] (mo ATX -
rectareHbl M 3CTPOreHbl, (OUKCUPOBaHHbIE KOMOMHALWMK); recTareHbl M 3CTPOreHbl, CeKBeHUManbHble npenaparhbl
(ons nocnegoBaTenbHOro NpMeMay)); rectareHbl U 3CTPOreHbl, UKCMPOBaHHbIE KOMOMHaLUMK) [88].

B kayecTBe rectareHHOro KOMNoHeHTa BO3MOXHO UCNONb30BaTb MUKPOHN3NPOBaHHbLIN #nporectepoH™* (MHH
- nporectepoH) (no ATX - lectareHsbl) B fo3e 200 mr/cyT unu #anpporectepoH*™ nepopansHo B Ao3e 10 Mr/cyT Ha
cpok 12 - 14 gHen BO BTOpy hady MEHCTpyarbHOro LMKna Ans npodunakTuky runepniacTuyecknx npoLeccos
aHgomeTpus [42, 87].

Bo3moxHO ncnonb3oBaHve nepopanbHbIX OUKCUPOBaHHbBIX COMETaHUIM NporectareHoB 1 acTporeHos (Mo ATX
- rectareHbl U 3CTPOreHbl PUKCUPOBaHHbIE KOMOMHALMMW); FecTareHbl U 3CTPOreHbl, CeKBEHLManbHbIe nNpenapaThbl
(ons nocnegosaTenbHOrO NpyMema); rectareHbl U 3CTPOreHbl, (PUKCUPOBaHHbIE KOMBUHauun)): #OugporectepoH +
Octpaguon n Octpaguon [Habop] - 2 mr actpaguona ¢ 10 mMr gugporectepoHa, unu Hoprectpen + OcTpaguona
Banepart u 3cTpagnona Banepar [Habop] (Tonbko Anst B3pOCHbIX) - 2 Mr acTpaguona sanepat ¢ 0,5 mr HoprecTpena
B CYTKM B LIMKNINYECKOM pexunme [42, 55, 66, 86].

- PekomeHayeTtca npoeegenune 3T aCTpagmnonom B COYETaAHMM C recTareHamm B LIMKIMYECKOM pexume (no
ATX - O3ctpaguon [lpupogHble W MOMNYyCUHTETUYECKUe IcTporeHbl, [ecTtareHbl, [ecTareHbl W 3CTPOreHsbl,
UKCMpOBaHHbIE KOMOWMHAaLMK) [0 BO3pacTa €CTECTBEHHOW MeHonay3bl nauueHTkam ¢ MHA gna nedeHus
KNMMaKTEPUYECKNX CUMMTOMOB, YNy4YlLEHUS KayecTBa >XU3HW, NPOUNAKTMKM OCTeonoposa M LpYyrux Bo3pacT-
accoummpoBaHHbIX 3abonesaHun [42, 88, 89].

YpoBeHb yoeanTenbHOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKA3aTeNbCTB - 5).

KomMmeHTapwuii: uenecoobpasHo Ha3HayeHWe ICTPOreH-rectareHHoOM Tepanun B LMKIMYECKOM pexnMe Kak
MWHMMYM OO BO3pacTa ecTecTBeHHOM meHonaysbl - 50 - 51 roga. MNpu anutensHom npumeHeHnn 31T npun NMHA ectb



BO3MOXHOCTb Nepexofa Ha HEeMnpepbiBHYO MOHOGa3Hyo Tepanuio npu HeobxogumocTtu. MNpu MHA B kavectBe
3CTPOreHHOro KOMMOHEHTa 3aMeCcTMTENbHOW Tepanuu npenaparamMu MOOBbIX FOPMOHOB BO3MOXHO Ha3HayaTb
TpaHcOaepMarnbHble WM  nepopanbHble (OpPMbl 3CTPOrEHOB B CTaHAAPTHbIX WM, Npu  HeobxogumocTu
(HepocTaToyHOE KynMpoBaHWe CMMNTOMOB), BbICOKMX Ao3ax [89].

TpaHcaoepmanbHble dopmbl acTporeHoB (no ATX - MNMpupogHble 1 NONYCUHTETUYECKME SCTPOreHbl) BKNIOYaOT
0,6 Mr/r HakoXHbIN renb B cyTovHom gose 1,5 - 2,25 mr #actpagmona, makcumansHo go 3,0 mr (2,5 - 3,75 r rens,
mMakcumanbHo o 5,0 r B cyTku) unm 0,1% HakoXHbIV renb B cyTovHon gose 1,0 - 1,5 mr #actpagunona, MakcumarnsHo
0o 2,0 wr (off-label) (1,0 - 1,5 r rensa, makcumansHo go 2,0 r B cyTkn) [42, 57, 59, 84 - 86].

MepopanbHble ¢OpMbI 3CTPOreHOB BKMOYalT #3cTpaguona Banepatr B CYTOYHOW fJose 2 mr (mpu
HeobxoamMmocTun, makcumanbHo Ao 4 mr B cyTku (off-label)) (no ATX - rectareHbl n 3CTporeHsbl, PUKCUpoBaHHbIE
kKoMbuHaLMn); rectareHol U 9CTPOreHbl, CeKBeHLUManbHble npenapatbl (4Ns nocnefoBaTenbHOro npuema));
rectareHbl U 3CTPOreHbl, MKCMpoBaHHbIE KOMBMHaLUmK) [86, 88].

B kayecTBe rectareHHOro KOMNOHeHTa BO3MOXHO UCNONb30BaTb MUKPOHU3NPOBaHHbIV #nporectepoH*™ (MHH
- nporectepoH) (no ATX - lectarensl) B go3e 200 - 400 mr/cyT (mepopanbHO Unn BarMHanbHO) unu #angporectepoH™*
nepopanbHo B fo3e 10 - 20 mr/cyT Ha cpok 12 - 14 gHen BO BTOPYO ¢ha3y MEHCTPyanbHOro LMKia ans npogunakTukm
rMnepnnacTMyYecknx npoLeccos aHgomeTpua [42, 67, 84, 87, 88]

Bo3MoxHO ncnonb3oBaHne nepoparnbHbIX PUKCUPOBAHHBLIX COMETaHMI NporecTareHoB 1 acTporeHoB (Mo ATX
- rectareHbl U 3CTPOreHbl PUKCUPOBaHHbIE KOMOMHALMW); recTareHbl U 3CTPOreHbl, CEKBEHLManbHbIE nNpenapaThbl
(ana nocnegoBaTenbHOrO NpUeMa)); rectareHbl U aCTporeHbl, PUKCMPOBaHHbIE KOMOUHauun)): #uaporecTepoH +
Octpaguon n AcTtpagunon [Habop] - 2 Mr acTpaguona ¢ 10 mr guaporectepoHa, unu 2 mr actpagmona ¢ 150 mkr
neBoHoprecTpena, wnn Hoprectpen + 3OcTpaguona BanepaT u OcTpaguona Banepat [Habop] (Tonbko Ans
B3pocCnbix) - 2 Mr acTpaguona sanepar ¢ 0,5 Mr HoprecTpena B CyTKU B LIMKITMYECKOM PEXNME B CYTKM B LIKITMYECKOM
pexume [42, 55, 66, 86, 90,].

- PekomeHpyeTcsa BegeHue naumeHTok ¢ ClA npu ameHopee nnm onnuromeHopee CornacHoO COOTBETCTBYIOLLMM
KNMMHUYeCKUM pekomeHgaumsam (cMm. KnuHudeckne pekomeHgauum "CuHAPOM NOMMKUCTO3HbIX SiMdHMKOB") [2, 32].

YpoBeHb y6eamTenbHoCT pekoMeHaaumuin C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5).

KommeHTapun: [laumeHTkam, He 3avHTepecoBaHHbIM B 6epemMeHHOCTH, MNpOBOAUTCA MOHOTEpanus
rOpMOHarnbHbBIMK KOHTpauenTMBaMyM CUCTEMHOIO AENCTBUSA C aHTUaHOPOreHHbIM 9hEKTOM B KayecTBe Tepanuu
NepBON NMHUEWN MPU HAPYLUEHUW MEHCTPYanbHOIO LUUKMa, rMpcyTuame M akHe. lMpu Hanuuum metabonmyeckux
HapyLLIEeHUI, CONPOBOXAAOLUNXCHA NHCYNUMHOPE3UCTEHTHOCTBIO, NOKa3aH npueM MeTdopmuHa™™  [43]. ns nevyeHus
OXMPEHMS U n3bbITOYHOW Macchkl Tena y naumeHTok ¢ ClMA cnegyeT ncnonb3oBaTh TEPANeBTUYECKYHO MOANGUKALMIO
obpasza xu3Hu (TMOXK), BkntovatoLyto usmyeckue ynpaxkHeHms n guety [32, 43, 92].

- PexomeHayeTca XeHWwmHaM ¢ HOPMOroHaZoTPONHOW HOPMOMNPONaKTUHEMUYECKON ONUro-aMeHopeen npu
NMONOXUTENbHOW rectareHoBonW npobe HasHadeHue recTtareHOB B LMKIIMYECKOM pexuMe Ans  perynauum
MeHcTpyanbHoro uukna (npu CIIA - npy Hanuuum NPOTUBOMOKA3aHUM WMUM  HEXenaHuu MCNnonb3oBaTb
KOMOMHUPOBaHHbIE OparbHbIE TOPMOHarbHbIE KOHTPaLENTUBLI CUCTEMHOIO AencTBus) [32, 43, 54].

YpoBeHb yoeauTensHocT pekoMeHaauni C (ypoBeHb AOCTOBEPHOCTU A0OKA3aTENLCTB - 5)

KommeHTapun: B kadecTBe rectareHoB MpeanoyTUTENbHEE UCMNONb30BaTb  MUKPOHU3UPOBAaHHLIN
#nporectepoH™* B gose 200 - 400 mr/cyT nnn #oupporectepoH™™ B go3e 10 - 20 Mr/cyT B LIMKIMYECKOM pEXMME Ha
cpok He meHee 10 - 15 gHen [55, 56, 59, 93 - 95].

3.1.4 MaTo4yHasa chopma ameHopeu

- PekomeHpyeTca co3gaHme MCKYCCTBEHHOIo Bnaranuiia (Konbnonoas) Unu KonbnoanoHrauums nauneHTkam ¢
cvHgpomom Mawviepa-PokntaHckoro-Kioctepa-Xaysepa v npy CUHOPOME HEeYYBCTBUTENbHOCTM K aHaporeHam [2], [96
- 101].

YpoBeHb yoeanTenbHoOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM AOKA3aTEeNbCTB - 4).

KommeHTapuu: lNMpoeegenne 3T nauymeHTkam ¢ cuHapoMmom Maimepa-PokutaHckoro-Kioctepa-Xaysepa He
NMoKa3aHo B CBA3WN C COXPaHHOW PYHKLUMNEN SNYHUKOB.
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- PekomenayeTca yaaneHne ancreHeTUYHbIX roHag ¢ nocriegytowen 3T #actpagmonom nauuneHtkam (no ATX
- lNpvpogHble M MONMyCMHTETMYECKME 3CTPOreHbl) C CUHAPOMOM MOSTHOW HEYYBCTBMTENbHOCTUM K aHaporeHam
(TecTukynsgpHon emMunHM3aumM) nocre [AOCTWMKEHWS MOMIOBOrO CO3peBaHMS B CBA3UM C BbICOKMM PUCKOM
mManuramsaumm rodag [100 - 101].

YpoBeHb ybeautenbHoCTM pekomeraaumi C (ypoBeHb AOCTOBEPHOCTM AOKa3aTenbCTs - 5).

KommeHTapuu: B kavyecTtBe acTporeHHoro komnoHeHta 3 T BO3MOXHO HasHauyeHue TpaHcaepmarbHbIX Un
nepopanbHbiXx OpPM 3CTPOreHoB B CTaHAapTHbIX Ao3ax (no ATX - MNpupodHbie U MONYyCUHTETUYECKNE 3CTPOreHbl)
€Xe[IHEBHO B HENpepbIBHOM pexume. [JononHUTENsHOro HasHayeHust rectareHoB He TpebyeTcsa [102 - 105].

- PekomeHaOylOTCA pPEKOHCTPYKTMBHbIE MNnacTUYeckne onepauuu nauueHtkam ¢  aTtpesven MMeHa,
N30MMPOBAHHON BarvHanbHOW areHe3uen ONS BOCCTaHOBMEHUS OTTOKA MEHCTpyarbHOM KpoBM M obecneyeHus
YCIOBWUI ANs NofioBon »xu3Hu [100, 101, 106].

YpoBeHb yoeamTensHOCT pekoMeHaauuii B (ypoBeHb JOCTOBEPHOCTU AOKa3aTeNbCTB - 3).

- PexomeHpyeTcs npoBeaeHMe rmcTepoCKonuU ¢ paspyLlleHnemM BHYTPUMATOYHbBIX CUHEXUA 1 NOCNeayoLwmnm
Ha3HauyeHnem 3T nonoebiMu cTtepongamm (no ATX - MNMpupogHble N NONYCUHTETUYECKME SCTPOreHbl, ecTareHsbl,
ectareHbl U 3CTpOreHbl, (OUKCMPOBAHHbIE KOMOMHAUWUW) - B LUKIMYECKOM pEXUMe MauuMeHTkam C CUHOPOMOM
AwepmaHa [107 - 110].

YpoBeHb y6eamTenbHoCT pekoMeHaaumuin C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 3).

KommeHTapun: 3T nposBogutcsa nepopanbHbiMM UM TpaHcaepMarnbHbiMu - dOpMaMn  3CTPOreHOB
CTaHAAPTHBIMW WM BbICOKUMW [03aMyW B COYETaHWM C rectareHamm B LMKITMYECKOM pexume, B TOM uucne
doumKcmpoBaHHbIMK hopmamm [107 - 116].

3.2 MegukameHTO3HaA U HeMeAuKaMeHTO3Has Tepanusa 6ecnnoavsa y nauMeHTOK C ameHopeen unu
onuromeHopeemn

3.2.1 AMeHOpeun, ob6ycnoBreHHble HapyLEeHNAMU Ha YPOBHe runotanamMmyca

- PekomeHgyeTca HasHadeHue aHanoroB roHagoOTPONUH-PUNU3UMHT TFOPMOHA, NGO roHagoTPONUHOB
naumeHTKkam C rMnoroHagoTpPONHbLIM MMNOroHaaAM3MOM A5 BOCCTaHOBMNEHWs depTunsHocTh [11], [117].

YpoBeHb yoeanTenbHOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KomMeHTapumn: bepeMeHHOCTb Y NauneHTOK C rMnoroHagoTPOMNHbLIM MMNOroHaAM3MOM MOXET ObiTb 4OCTUTHYTA
3a cyeT CTUMyNAUMM OBYNAUMM C ucnonb3oBaHnem npenapatosB [HPIT (ATX: GO3G roHagoTponuHbel U gpyrue
ctumynatopel osynsaumm), ®CIr (MHH - donnutponuH anbda**) wnu JIC (MHH - nytponuH anbda). Lenb
WHAYKLMOHHON Tepanuu oBynsLmu - 4O6UTbCA ogHOKpaTHow oBynsAumm [110, 111, 117 - 120].

- PexomeHayeTcs NpoBOAWTL CTUMYMSLMIO OBYNAUUKM roHagoTponMHamu (no ATX - ToHagoTponuHbl 1 apyrve
CTUMYNATOPLI OBYNAUMK) naumeHTkam ¢ ®rA gna goctuwkeHus 6epemernHocTu [10], [121 - 123].

YpoBeHb ybeautenbHoCcTM pekoMmeHaaumn C (ypoBeHb AOCTOBEPHOCTY A0Ka3aTenbCTs - 5)

KommeHTapun: Hgykuuio oBynsauum y xeHwuH ¢ A uenecoobpasHo npoBOAUTL TOMLKO NOCHE AOCTMKEHNS
UMT 6onee 18,5 kr/m? BBMAY MOBLILLEHHOMO pUCKa aKyLLEPCKUX OCIMOXHEHWI (NOTeps nnoga, poXxaeHue aeTen
MansiM A8 recTauMoHHOro Bo3pacTa BecoM, NpexaeBpemMeHHble pofbl) [10]. [Ana oBapuansHOW CTUMYRAUUK
crnepyeT Mcnonb3oBaTh NpenapaThbl rpynnbl roHagoTponuHos (MHH - meHoTponuHel) [122 - 123]. Y nauneHTok ¢ PTA
npu AOCTaTOYHOM YpPOBHE 3CTpagvorna Ans oBapuarnbHON CTUMYMSLMU MOXHO MCMONb30BaTb KnoMudeH™™ [122,
123]. B cnyyae Hea(peKTMBHOCTM OBapuanbHOW CTUMYNSAUUU C UCMOMNb30BAHWEM FOHaAOTPOMNUHOB U APYruxX
CTUMYNATOPOB OBYNALUN peKOMEeHA0BaHO nposefeHne nporpamm BPT.

3.2.2 AmMeHopewu, 06ycnoBreHHble HapYLIEHUAMWU Ha YPOBHE nepeaHen gonu runodusa

- PekomeHpyeTca npoBefeHve Tepanuu, HamnpaBfeHHOW Ha BOCCTAHOBMEHME OBYMSALMM, NauueHTkam C
rMnepnposiakTMHEMMEN C LIENbLo HacTynneHms 6epemeHHocTr [13, 34].



ypOBeHb y6e/:|,MTeanocm peKomeH,u,au,Mﬂ C (ypOBeHb OOCTOBEPHOCTU OOKAa3aTENbCTB - 5).

KommeHTapun: LlenecoobpasHo npoBoauTb Tepanuio MHIMOUTopamu NponakTuHa ANS CHWXKEHUS YPOBHS
NponakTUHa, YMEHbLUEHUS pa3MepoB OMYXOMW, BOCCTAHOBMEHUSA (YHKUMM SUYHUMKOB" NPOBOAUTL Tepanuio
WHIMBUTOpPaMM MpOnakTUHa Afs ero CHWXKEHWS, YMEHbLUEHUsT pa3MepoB OMyXOmfu, BOCCTAHOBMEHUS YyHKLUN
sandHukoB. Npu BbiIGope npenapaTta MHrMbMTOpPa NponakTuHa HeobxoaAMMo oTAaBaTb NpeanoyTeHne kabepronuHy,
NoTOMY 4YTO OH Bonee adPeKTUBEH B OTHOLUEHUN HOPMAaNU3aLMn YPOBHSA MPOMAKTUHA U YMEHbLUEHMS pa3MepoB
onyxonu runodusa. Hambonee 6naronpusaTHbIM (QOHOM ANS 3a4aTus SBNSETCA MONHasi HopManu3auns YpoBHSA
MponakTMHa W yMeHblUeHne pa3mepoB onyxonn meHee 10 mm. [Npu nogTBepxaeHMn dakta HacTynreHus
GepeMeHHOCTM Tepanuio MHrIMbUTopamm NponakTuHa cnegyeTt oTMeHuTb [34].

3.2.3 AMeHopeun, 06ycrnoBeHHble HapyLEeHUAMU Ha YPOBHE SSIMMHUKOB

- PexomeHpyeTtca nposeaeHne nporpammbl BPT naumeHTkam ¢ cuHgpom LepelueBckoro-TepHepa € Lienbto
HacTynneHns 6epemeHHocTy [84, 124 - 125].

YpoBeHb yoeamTenbHoCT pekoMmeHaaumuin C (ypoBeHb 4OCTOBEPHOCTU AOKA3ATENbCTB - 4).

KommeHTapumn: CnoHTaHHOe HacTynneHne 6epemeHHOCTM oTMevaeTcs y 4,8 - 7,6% nauneHToK ¢ CMHOPOMOM
LLlepelwesckoro-TepHepa, Npy 3TOM 4acToTa HeBblHawmBaHus coctasnseT 30,8 - 45,1% [124 - 127]. MNporpamma
BPT ¢ koHTponupyemon oOBapuanbHOM CTUMYRSUMEn C Mocrenylolwen KPUOKOHCepBaumenl OOLMTOB MOXET
NPOBOAUTBLCA NaUMeHTKaM ¢ Mo3an4yHon popmon cuHgpoma [127].

- PekomeHpgyeTtca npoBegeHue nporpammbl BPT ¢ goHaumen oouutoB naumeHtkam c MHA B neyeHumn
6ecnnoams (Npn HEBO3MOXXHOCTW NONYy4YeHUA COBCTBEHHbIX 0OUMTOB) [42].

YpoBeHb ydeanTenbHOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 5).

KommeHTapun: XXeHwmHbl ¢ THA gomkHbl ObiTb MPOMHOPMUPOBaHbI 06 OTCYTCTBUM HaOEXHbIX W
AOKa3aHHbIX BMeLLaTeNbCTB, CMOCOBHbLIX MOBLICUTE (YHKLUIO SUYHMKOB W YBENUYUTL YacTOTy €CTEeCTBEHHOrO
3a4aTtumsa. Ha poHe npoBogumon 31T rectareHamy B KOMOUHaLMK C 3CTporeHamu Yactota 6epemMeHHOCTH JocTuraeT
5 - 10%. CneagyeT ncnonb3oBaHWe AOHOPCKUX OOLMTOB OT cecTep naumeHtok ¢ HA BBMAY BbICOKOro pucka
HeyaauHbiX nonbITok KO [42].

- PekomengyeTca noaTtanHoe BegeHue naumeHTok ¢ CMA um BGecnmogmem € Uenblo  HacTynneHus
6epeMeHHOCTU COrnacHO KIMHUYeCKUM pekomeHgaumnsm "CUHAPOM MONMKUCTO3HbIX AnyHUKoB" [32, 43, 117].

YpoBeHb y6eamTensHoCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KomMeHTapuu: ¢ uenbio neyeHnss aHoBynsTopHoro 6ecnnogusa naumeHTtkam ¢ ClMA n oxupeHnem cnegyet
NMOCOBETOBAaTb M3MEHeHMEe obpasa XU3HM C HopMmanusaumen Maccel Tena. Ons nHoykummM oBynsiuumn TpaguumMoHHO
ncnonb3yeTcs kKnommudeH**. OgHako, B HacTosiLee BPeMsi B MMPOBOM NPaKTUKe B KAYECTBE NEPBON NMMHUKN Tepanuu
aHoBynaTopHoro 6ecnnoaus y nauneHTok ¢ ClMA ncnonb3ayoT netposon [32, 43]. CornacHo AaHHbIM NPOBEeAEHHbIX
PKW 1 meTa-aHanu3os netpo3on B 1,5 - 2 pasa achdekTmBHee knommudeHa*™ B JOCTUXEHUM OBYNSALMU, HACTYNNEHUN
GepeMEeHHOCTU 1 XNBOPOXKAEHNSA 6e3 yBENMYEHNsT PUCKOB MHOFOMNMOAHOM 6€peMEHHOCTM NN HEBbIHALLMBaHUA [128
- 136].

- PekomeHpyeTca nanapockonus, ApUINUHT SUYHUKOB unu BPT npu HeaddeKTMBHOCTN KOHCEPBATUBHbLIX
MeToAoB npeogoneHusa 6ecnnoaus y naumeHTok ¢ CIMA [32, 43].

YpoBeHb y6eamTensHoCT pekoMeHaaumnii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5)

KommeHTapuun: Mpu HeadhdekTUBHOCTM KnoMudeHa™™ nnmn neTposona B kayecTBe BTOPOW NUHMM Tepanuu
NpoBOAMTCA CTUMYNALNS rOHAAOTPOMMHAMMU UMW APUIMUHE ANYHUKOB. [pn HEahPEKTUBHOCTY B KayecTBe Tepanum
3-i NMUHMM ncnoneb3ytoT npoBegeHue nporpamm BPT. MNogpobHble faHHbIE, kacalowmecs AMarHOCTUKA U NevYeHns
xeHwmH ¢ CIA, Bkmwoyaa nokasaHus kK nporpammam BPT, npeactaBneHbl B COOTBETCTBYHOLUMX KIMHUYECKUX
pekomeHaaumnsax.

3.2.4 MaTo4Hble hopMbl ameHopeun

- PexomeHgoBaHo nposefeHve nporpamm BPT ¢ cypporaTHbIM MatepuvHCTBOM MauMeHTKam C CMHOPOMOM
Mawepa-PokutaHckoro-Kioctepa-Xaysepa ons peanusauum penpoayktusHon dyHkuum [39], [137].



YpoBeHb y6eauTensHoOCTM pekoMmeHaauuii A (ypoBeHb JOCTOBEPHOCTU A0Ka3aTeNbCTB - 3).
- Pekomennyetca npoBegeHue nporpamm BPT ¢ ucnonb3oBaHMeM AoHaLUMKM SWLEKNETOK/SMOPUOHOB U
CypporaTHOro maTepuHCTBa ONs NpeodonieHns Gecnnogmsa B CYMpy)Xeckol nape nauveHTkam C CUHOPOMOM

HEeYyBCTBUTEMNbHOCTU K aHAporeHam (BBuAy OTCYTCTBUS AVYHWKOB U MAaTKM CUMTAOTCA abCOmMOTHO CTEPUIbHBIMM,
BOCCTaHOBIEHNE PenpoayKTUBHOW (DYHKLMN HEBO3MOXHO) [138].

YpoBeHb ybeanTensHocTn pekomeHgaumii C (ypoBeHb 4OCTOBEPHOCTUN A0Ka3aTenbCTs - 5).

- PexkomeHooBaHO pacceyeHne W UCCeYeHMe CMaeK >XEHCKMX MOSIOBbIX OPraHoB C MCMOMb30BaHWEM
BMAEO3HOOCKONUYECKNX TEXHOMOrMN naumeHTkaMm ¢ cuHaApoMoM AlwlepmaHa Ansg peanvsaumy penpoayKTUBHON
dyHKuum [139].

YpoBeHb yoeamTensHOCT pekoMeHaauuii B (ypoBeHb JOCTOBEPHOCTU AOKa3aTenNbCTB - 3).

KommeHTapuun: [locne Xupyprmyeckoro mneyveHusi BHYTPUMATOMYHbIX CUHEXWA PenpoaykTvBHas (yHKUMS
BoccTaHaBnmBaeTcs 6onee yem y 50% xeHwmH [140].

4. MeguuuHcKaa peabunutauus M CcaHaATOPHO-KYPOPTHOE JfevyeHue, MeAULMHCKME MOoKa3aHus u

NPOTUBOMNOKa3aHUA K NPMMEHEHUI0 MEeTOAOB MeAULIMHCKOW peabunutaumu, B TOM YMCIe OCHOBAHHbIX Ha
MCMNONb30BaHMU NPUPOAHbIX Ne4ebHbIX hakTopoB

- PekomeHnayeTcsa npugepxuBaTtbCa NPUHLUMMNOB 340POBOrO obpasa >u3HKu, cbanaHCMpoBaHHOTO NUTaHWSA C
aJeKkBaTHOWM KanoOpUWMHOCTbIO pauMoHa naumeHTkam ¢ PIA nocne BOCCTAHOBMEHWS puUTMa MeHCTpyauuu noA
KOHTponem Bpaya-guetonora [10], [141].

YpoBeHb ybeanTenbHocTn pekomeHgaumii C (ypoBeHb 4OCTOBEPHOCTU A0Ka3aTenbCTs - 5).

KommeHTapui: 3gopoBbii obpas xu3Hu y naumeHTok ®IA nocne BOCCTAHOBNEHWS pUTMa MEHCTpyauun
nogpasymeBaeT MOBbILEHNE CTPECCOYCTOMYMBOCTM, YMEpEHHble (U3MYeckMe Harpysku, afeKkBaTHbIN pauMoH
nutaHuna [141].

- PekomeHpgoBaH ocMOTp (KOHCynbTauusl) Bpada-cuavoTepaneBTa nocrie paspylieHWUs BHYTPUMATOYHbIX
CUHexXuV ans onpegenexHvs nporpaMmmel peabunutauum [142].

YpoBeHb ybeautenbHoCTM pekomeHaaumi C (ypoBeHb 4OCTOBEPHOCTM AOKa3aTenbCTs - 5).

5. MpodmnakTnka n gucnaHcepHoe HabnrogeHue, MeOQULMHCKME NMOKa3aHUs M NMPOTUBOMNOKa3aHUA K
NPUMEHEHNIO METOAO0B NPOPUNAKTUKMN

MpochmnakTkm NnepBMYHON aMeEHOPEN HE CYLLLECTBYET.

MpodunakTka BTOPUHHOM aMeEHOPEN MOXET ObiTb paccMOTpeHa B oTHoweHun ®Ir'A, cuHgpoma AwepmaHa.

- PexkomeHnpgyeTtcs npugepxmBaTtbCsi cOanaHCMpOBAHHOIMO pauuoHa nuTaHus, u3beratb CUHOPOMA
nepeTpeHNpPOBaHHOCTM 1 CTPECCOBOW Ae3adanTaunn ¢ Luenbio npodunaktukn passutua GrA [141, 143].

YpoBeHb y6eamTenbHoCcT pekoMeHaauuii C (ypoBeHb OCTOBEPHOCTY AOKA3aTeNbCTB - 5).

KommeHTapum: B cnydae nosiBrneHusi cyGCcMHOpPOMAnbHbIX MPU3HAKOB PacCTPOMCTB MpUEMa MULLM Mnu
TPEBOXHO-OENPECCUBHOTO  PACCTPONCTBA, CregyeT HanpaBuTb NauUMEHTKY Ha KOHCYNbTauuw K  Bpad-
ncuMxoTepaneBTy Ans KOPPEeKUMW ajanTaumum K cTpeccy.

- PexomeHayetcsa nccneposaHune yposHs AMIT B kpoBu 1 pas B rof B TedeHne 5 neT y NaumneHToK, maTtepu
KOTOPbIX MMENMW paHHIo MeHonay3y nnu NHA ¢ uenbio BeigBNeHUst CybknmHudecknx dhopmM 3abonesaHnsi Ha paHHeN
cTaguv ans npodunaktukm 6ecnnoams npu MHA [144].

YpoBeHb yoeanTenbHoOCTU pekomeHaaumi C (ypoBeHb JOCTOBEPHOCTM A0OKA3aTeNbCTB - 4).

KOMMeHTapI/II/IZ ,D,VICI'IaHCGpHOMy HabnogeHWto noanexaT Bce NauneHTKN ¢ amMmeHopesaMn.



6. OpraHusaums okazaHuss MeEQULIMHCKOMN NOMOLLM

MauneHTkn C ameHopeeVl n OJ'IVIFOMGHOPGEVI HabntogaTes u npoxogdaT nedyeHne B aM6ynaTopr|x ycrnoBuax.
McknoyeHne CcOCTaBnsOT NauUEHTKU C HapyweHnemM OTTOKa MeHCpraﬂbHOVI KpoBW/ TMpuU nNOpoKax pas3BUTuUA
reHuTanuMm nnn aHaToOMUYEeCKNX U3MEHEHNS OpraHoB Marioro Tasa.

lMokasaHus K rocnutTanuaaumm naymeHTa: HapyLweHna OoTToKa MEHCpraﬂbHOVI KpOBU Mpwn NopokKax pa3BnTuA
reHuTanuMm Nnn aHaToOMU4YECKNX U3MEHEHNS OpraHoB mMarioro tasa.

Kputepum Bbinuckn: KnnHuyeckoe BbI3AOpoOBReHme

7. OononHuTenbHasa UHdgopmauusa (B TOM uucne ¢akTopbl, BAUSOWME Ha ucxon 3aboneBaHUs Unm
COCTOSIHUSA)

Ecnu pa3Bute ameHopen Unm ofiMroMeHopen CBSI3aHO C USMEHEHNEM 06pa3a XXU3HW, NUTaHUS!, CTPECCOBLIMU
COBbITUSIMU, C LieTbl0 BOCCTAHOBIEHUSI pUTMa MEHCTpYyaLuii pekoMeHayeTcs MoandvKaums hakTopoB, NpuBeawmx
K pasBUTMIO OCHOBHOIO 3aboneBaHus unu ycyryonsiowmx sabonesaHve. Moauduumpyemble dakTopbl, BiusoLme
Ha MCXOQ aMeHOpPen WM ONMIOMEHOPEN, a TaKkKe WX KOPPEeKUMss OOMKHbI paccMaTpuMBaTbCA B acrnekTe Takux
3aboneBaHWi Kak, PyHKLUMOHAMNbHAA runoTanaMmieckas aMeHopest U CUHAPOM MOMMUKUCTO3HBLIX AUYHUKOB.

B cnyyae dyHKUMoOHanbLHOM rMnoTanaMMyeckon ameHopen K 3HadMMbiM  dakTopam, onpeaensowum
BOCCTAQHOBIIEHME pUTMA MEHCTpyauui, OTHOCATCA nuTaHue, dusnMdeckas akTMBHOCTb, ajantaums K
ncmxonormyeckomy ctpeccy. CBoeBpeMeHHasi KoppeKums BblllenepeyvncrneHHblx ¢aktopos (cbanaHcmMpoBaHHOe
nMTaHue, CHUXKeHNe ypoBHSA (hN3NYECKON akTMBHOCTU, HOPMarnu3auus NCUXMYecKoro 6riarononyyms) yckopseT CpoKu
BOCCTaHOBIIEHUS PUTMa MEHCTPYaLMNA.

B cnyyae cuHgpoma NOMMKUCTO3HBIX AWYHUKOB M HanmMyuusa u3bbITOYHOW MacChl Tena WU OXUPEHUs, Ha
nepBOM 3Tane neyeHns pekomeHayeTtcss moandmkaumnsa obpasa XusHu, KOTopas OOMKHA BKMNoYaTb HOpManusaumo
NUTaHNA U PU3NYECKYI0 aKTUBHOCTb. Llenb KoppeKLmm - CHUKeHME Macchl TeMNa, YTO CNOCOOCTBYET BOCCTAHOBIEHNIO
puUTMa MeHCTpyauuni 1 OBYNSALMIA.

Kputepun oueHkn kayecTBa MeAULMHCKOW NOMOLLMU

N Kputepun kavectBa OueHka
BbIMOJSTHEHUSA
pa\HeT
1 BbinonHeHo Y3W opraHoB mManoro Ttasa KOMMfEKCHoe (TpaHcBarMHanbHoe U
TpaHcabaoMuHansHoe)
2 UcknioyeHa OGepemMeHHOCTb MyTeM OLEHKM YPOBHA OeTa-cydbeanHuupl

XOPVOHMYECKOTO  FOHaJoTpOMNMHa B Mode  (AccriefoBaHMe Mo4YM  Ha
XOPVIOHUYECKUI TOHAAOTPOMUH) WM B CbIBOPOTKE KPOBWU (McCcriegoBaHue
YPOBHS XOPWOHWYECKOro roHadoTponuHa (cBobogHas GeTa-cyGbeauHuua) B
CbIBOPOTKE KPOBM)

3 BbinonHeHbl nccregoBaHne ypoBHSA (PONMUKYNOCTUMYNMPYIOLLErOo ropMoHa
(PCI") B cbiBopoTKE KpoBM (PCIT), CCcnegoBaHMe YPOBHS NIOTEMHU3MPYIOLLLErO
ropMmoHa (J1I") B cbIBOPOTKE KPOBU, UCCIiefOBaHNE YPOBHS NPoriakTMHa B KPOBU
W nccnepoBaHue ypoBHsi TUpeoTponHoro ropmoHa (TTI7) B kpoBu

4 HasHayeHbl MccnegoBaHMe ypOBHsS obwero um cBobogHOro TeCTOCTEPOHa B
KpoBu, uccriegoBanne ypoBHA [CIMIT (gns pacyeta mHAekca CBOGOOHBIX
aHOpOreHoB), UCCNefoBaHME YPOBHS OernapoanuaHapocTepoHa cynbdaTta
(OAr3A-C) B KpoBM, UccriefoBaHne ypoBHSA 17-rmapoKkCUnporecTepoHa B KpOBU
nauMeHTkam C HOPMOrOHaJOTPOMHOM ameHopeelh npu MOAO3PEHMM Ha
rmnepaHaporeHunto




5 HasHauyeHa MPT ronosHoro mosara npu nogo3peHumr Ha onyxornb runogusa

6 MpennoxeHa roHaaskToMmusa (YaaneHne OUCreHeTUYHbIX roHad) nauueHTKam ¢
Hanuumem Y XpOMOCOMbI B KapuoTune

7 anI Heobxo4MMOCTM Ha3HaveHa KOHCYIbTauuda Bpada-guneToriora nauyneHTkam
c ®rA on4a KOppeKunun paunmoHa n BOCCTaHOBJIEHNUA MacCChbl Tena

8 HasHauyeHa 3amecTuTenbHas ropMoHarbHast Tepanusi No NokasaHnsiM
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Mpunoxexne A1

COCTAB
PABOYEW rPYNMbl NO PASPABOTKE U MEPECMOTPY
KNMWHWYECKUX PEKOMEHOALMA

ApawmsH Jlenna BnagumupoBHa - akagemunk PAH, o.m.H., npodeccop, 3amectutens gupektopa by "HMUL
AlM um. B.N. Kynakoea" MuH3gpaBa Poccun, 3acnyxeHHblh gesatenb Haykm Poccuu, 3aBefyrowasa kadenpon
aKylwepcTBa, rmHekosnormm mn PenpoayktmBHoM MeauuuHbl Poccuiickoro YHusepcuteTa MeguumyHbl, rnasBHbIN
cneunanuct MuHsgpasa Poccun no ruHekonorny, SBnseTca YneHoM obLliecTBa no penpoayKTUBHOM MeauumHe U
Xupyprum, Poccuinckon accoumauumn rmHeKonoroB-aHAoCKONMcToB, Poccuiickon accoumaumm no 3HO0METPUoasy,
Poccuiickoro oblecTtsa akyLLepOoB-rMHEKONOroB.

AHpopeeBa EneHa HwukonaeBHa p[.M.H., npodpeccop, 3amecTutenb Aupektopa - Aupektop WHcTutyta
penpoayKTUBHOW MeAULUHBI, 3aB. OTAENEHNEM SHOOKPUHHOM rTMHeKonoruu, npodgeccop kadenpb! SHOOKPUHONOrMK
MHLU "HaumoHanbHbIM MeANLMHCKUIA UCCeAoBaTENbCKUIA LLIeHTP 3HOOoKpuHonormn" MuHsgpasa Poccuun, npodeccop
Kacpegpbl akywepcTtBa, rmMHekonormn u PenpogyktmBHoW MeguvumHbl Poccuickoro YHusepcuteta MeguumHbl,
npe3sngeHT MexagyHapogHoM accoumauumn akylwepoB, TMHEKOSOroB WM 3SHOOKPWMHOMOroB, urneH Poccunckon
accoumnaunn rmHEKosToroB-aHO0CKONMCTOB, Poccuickor accounauumn no aHaomeTpuosy, Poccunckoro obuiectsa
akywepoB-ruHekonoros, POCI'OM.

ApTbiMyk HaTtanes BnagumupoBHa - 4.M.H., npodeccop, 3aBeayoLlas kadeapon akyLepcTsa 1 rMHeKonornm
umeHn npodpeccopa IN.A. Ywakoson ®IE0Y BO "KemepoBckuin rocyaapCTBEHHbIA MEOULUHCKUA yYHUBEpCUTET"
MwuHsgpasa Poccun, rmaBHbI BHeLWTaTHbIA cneunannucT MuHsgpaBa Poccun no akywepcTBy U rMHEKOnorum B
Cunbupckom henepanbHOM OKpyre, SBNSIETCA YrieHOM npesvavyma npaeneHms Poccumnckoro obectsa akylepoBs-



MMHEKOITIOroB, Npe3naeHT KeMepoBCKOW permoHanbHOM OO6LLEeCTBEHHOW opraHusauumn "Accouunauusi akyllepoB-
rMHEKOororos".

benokpuHuukasa TaTbaAHa EBreHbeBHa - AO.M.H., npodpeccop, 3aBefywowasa kKadegpon akywepcrsa Wt
rmHekonorun cpakynbTeTa [AOMOMHUTENBHOrO npodeccuoHansHoro obpasoBaHus OIrBOY BO "HuTtuHckas
rocygapcTtBeHHass meauvumHckas akagemusa” MuH3agpasa Poccun, 3acnyxkeHHbin Bpad Poccuiickon ®enepaumn,
rMaBHbIA BHELWTaTHbIN cneumanucT MwuH3gpaBa Poccuy no akywepcTBy M rMHekonormm B [danbHEBOCTOYHOM
denepansHOM OKpyre, sBRsieTcs uneHoMm Poccumnckoro obulecTBa  akylepoB-TMHEKOMOroB, Mpe3naeHT
3abalikanbcKoro obwecTBa akyLepoB-TMHEKOOroB.

MapuyeHko Jlapuca AHOpeeBHa - BeaywUW HayuyHblA  COTPYAHWK OTAENEHUA  MMHEKONOormy4eckon
aHgokpuHonorun OreY "HMWL, ATl um. B.U. Kynakosa" MuHsgpasa Poccun, o.M.H., npodeccop, SABRsieTCs YNeHom
Poccuiickoro obuiecTBa akyLepOoB-rMHEKOSOroB.

CmeTHMK AHTOHUHa AnekcaHOpoBHa - K.M.H., 3aBefyloLlasa oTaeneHneM rmHeKonorM4eckon aHAOKPMHONOrm
®rey "HMUL AT um. B.N. KynakoBa" MuHsgpaBa Poccum, npe3naeHT Poccuinckoro obuiectsa cneymanmcToB rno
MMHEKOITOrMYECKOM SHAOKPUHOMOMN 1N MEHOMays3e.

TypuHa Jlapuca BuktopoBHa - A.M.H., npodpeccop, pykoBoauTenb OTAeNna OXpaHbl PenpoayKTUBHOMO
C N B

3poposbss ®IBHY "Hay4yHbii ueHTp npobnem 300poBbs CEMbM UM PenpoayKumMm yenoseka", ABNSETCA YNEeHOM
Accoumaummn rmHekonoroB-aHAoKpuHonoros Poccuu, yneHom Poccuiickoro obectsa akyLepoB-rMHEKONOroB.

TabeeBa [to3sanb VckaHaepoBHaA - K.M.H., CTapLUW HayYHbIA COTPYOHWUK OTAENEHUs MMHEKONOrM4eckomn
aHgokpuHonorum ®Irey "HMUL ATl nm. B.A. Kynakosa" MuH3gpaBa Poccuu, HaydHbIn cekpeTapb Poccminckoro
obLecTBa cneunanncToB NO MMHEKONOrMYECKOM 3HOOKPMHOMOMMN U MeHonayse.

ToHosiH HapuHe Map3aneTyHOBHa - K.M.H., Bpay-aKyllep-rmHeKonor oTaeneHms onepaTtuBHON TMHEKONOrum
orey "HMUL AT um. B.U. Kynakoa" MuH3agpasa Poccun.

YBapoBa EneHa ButanbeBHa - YneH-koppecnoHgeHT PAH, o.M.H., npodeccop, 3acnyXeHHbIn esaTernb Haykn
P®, 3aBeaytowas 2 rmHekonormdeckum otaeneHnem OIrbY "HaumoHaneHbI MEeOUUVHCKUIA MccneaoBaTenbCKum
LEeHTP akylepcTBa, T[MHEKOMNOrn W nepuHatonormm umeHun akagemuka B.U. Kynakosa" MwuHuctepctBa
3apaBooxpaHeHus P®, npodeccop kadedpbl akywepcrsa, rmHekonorum un penpogykronorum UMO ®FAOY BO
"MepBbin  MoCKOBCKMIA rocygapCTBEHHbIN MeauumHekni  yHusepceuteT um. WM. CeveHoBa" (CeueHoBckui
yHuBepcuTeT) MuHuctepctBa 3gpaBooxpaHeHus Poccurvickon ®egepauun, rmasBHbIA BHELWTATHbIM Cleuuanunct
TMHEKomnor AeTCKOro M HHOWecKoro Bo3pacta MwuHucTepcTBa 3apaBooxpaHeHus Poccuiickon ®epepaumu,
npesvaeHT Accoumaumnmn eTCKUX U NOAPOCTKOBLIX rMHekonoros Poccuu, uneH Poccuiickoro obLecTBa akyLuepos-
TMHEKONoros

XaweHko EneHa lMeTpoBHa - K.M.H., BeOYLNA HAYYHbIN COTPYOHUK 2 rMHeKorormyeckoro otgeneHus orby
"HMWL, AI'TT um. B.N. Kynakosa" MuHsapasa Poccuu.

®dununnos Oner CeMeHoBMY - A.M.H., Npodeccop, 3acnyXeHHbIn Bpay P®, rmaBHbI BHELUTATHBIN akyliep-
rmHekonor ®MBA Poccuun, 3amectutens aupektopa PHKL, geten u nogpoctkoB ®PMBA Poccun, npodeccop
Kadeapbl akyllepcTBa, rmHekonorun n PenpoayktnsHon meaunumHel Poccuiickoro YHuBepcuteTa MeamumHbl.

YepHyxa [anuHa EBreHbeBHa - A.M.H., npodeccop, [rMNaBHbIN HayYHblA COTPYOAHWK OTAEeneHus
rMHekonornyeckon aHgokpuHonorum ®rey "HMUL AIT1 um. B.A. Kynakosa" MwuHsgpaBa Poccuun, npesngeHT
Accouuanmm rmHeKkonoroB-aH4oKpUHooros Poccuu.

ApmornmHckaa Mapus UropesHa - npodeccop PAH, AOKTOp MeaWMUMHCKUX Hayk, npodheccop, 3aBeayoLwmm
OTAENOoM MMHEeKoMNorMm n aHaokpuHonorum penpoaykunn ®reY "HNWU akywepctea u ruHekonorum numenn .0. OtTa",

npodeccop kadeapbl akywepcTsa v ruHekonorun ®ro0y BO C3rMY umenn N.M. MedHnkosa MuHagpasa Poccun,
SBNSAeTCH YneHoM Poccuinckoro obLecTsa akyLepoB-rMHEKOOroB.

KOoHMNWKT HTEepecos:

Bce uneHbl paboyeit rpynnbl 3asBnsoT 06 OTCYTCTBUM KOH(MKTa MHTEPECOB.



MpunoxeHne A2

METOAONOMA PASPABOTKU KITMHUYECKUX PEKOMEHOALIUIA

LleneBas aygutopus AaHHbIX KIMHUYECKUX peKOMeHAaUmni:

1. BpauM-aKyLLepbl-TMHEKOSOrM, Bpa4n-aHAOKPUHOSOMM

2. opaouHaTopbl akylepbl-IMHEKONOr1, oOpaNHaTOPbl SHAOKPUHOMNOM
3. CTyAeHTbl y4ebHbIX 3aBeAeHUN

Tabnuua 1. Wlkana oueHkn ypoBHeW O0OCTOBEPHOCTM AokasaTtensctB (YOAO) aonsa mMeTonoB AWarHOCTUKM
(OnarHocTMyeckmx BMeLlaTenbLCTB)

yan Pacwudposka

1 Cuctematunyeckne 0630pbl UCCNEQoBaHUA C KOHTpoNieM pedepeHCHbIM MEeTodoM MM
cuctemaTuyeckmii  0630p  PaHOOMU3MPOBAHHbLIX  KIMHUYECKUX  UCCIeJoBaHUiA  C
npYMeHeHneM MeTa-aHanmsa

2 OTpenbHble MccneaoBaHUs C KOHTporem pedepeHCHbIM MeTOAOM WNW OTAefNbHble
pPaHOOMU3NPOBAHHbIE  KIUMHWYECKME WCCMEedOoBaHUs U cucTemMaTtudeckue 0630pbl
nccnefoBaHuin noboro ausaiiHa, 3a UCKMIOYEHWEM PaHAOMMU3UPOBAHHbBIX KITMHUYECKNX
nccnefoBaHui, ¢ NPUMEHEHNEM MeTa-aHanun3a

3 WUccnepoBanus 6e3 nocnegoBaTenbHOrO KOHTPONS ped)epeHCHbIM  MEeTodoM  Mnu
nccnepoBaHss ¢ peddepeHCHbIM  MEeTodOM, He  SBMSIOWMMCS  He3aBUCUMMbIM - OT
nccrnegyeMoro meToaa Wn HepaHOOMU3VPOBaHHbIE CPaBHUTEMbHbIE MCCledoBaHus, B
TOM YWCrne KOropTHbIE UCCreaoBaHuUs

4 HeCpaBHMTeﬂbele ncenenoBaHnd, onncaHmne KInnHM4Yeckoro cry4as

5 MmeeTtca nuwb 060CHOBaHME MexaHM3Ma AeUCTBUS NN MHEHWE 3KCMEPTOB

Tabnuua 2. Wkana oOueHKM ypoBHEW OOCTOBEPHOCTM AokasdatenscTB (YOO) Ans mMeTodoB nNpoduriakTUKK,
neyeHus n peabunutauun (NPoduUNaKTUYECKNX, nevebHbiX, peabunuTaumMoHHbIX BMELLATENbCTB)

yon PacumndpoBka

1 CuncrtemaTtuyecknii 063op paHZOMM3NMPOBaHHbLIX KOHTpONMpyeMbix nccnegosanuii (PKN) ¢
NpMMeHeHeM MeTa-aHanmaa

2 OtpenebHble PKU n cuctematudeckne o0030pbl uccrnegoBaHum noboro gus3anHa, 3a
ncknioveHmem PKW, ¢ npumeHeHnem meTta-aHanmsa

3 HepaH,D,OMVI3I/IpOBaHHbIe CpaBHUTEIIbHbIE UCCI1eA0BaHUA, B T.4. KOTOPTHbIE NCCleaoBaHUA

4 HeCpaBHI/ITeJ'IbeIe ncecnenoBsaHuda, onncaHne KnnHMYeCcKoro criydada nnm cepum cny4aes,
uccrnegoBaHus "cnyyan-KoHTpons"

5 WmeeTcs nuwb o6oCHOBaHWE MexaHW3ma OeUCTBUS BMeLlaTenbCcTBa (OOKMUMHUYECKUE
UCCneaoBaHmnst) UM MHEHME 3KCNepToB

Tabnuua 3. Wkana oueHKkn ypoBHen ybeantenbHocTu pekomeHgaumn (YYP) ans metogoB npodunakTukm,
ONarHoCTuKK, nevyeHns 1 peabunutauum (NPounakTMYecknx, QUarHOCTUYECKMX, nedebHbIX, peabunmTaumoHHbIX
BMeLIaTernbLCTB)



YYP Pacwmdposka

A CunbHas pekomeHdauus (Bce paccmaTpuBaemble KpuTepumn 3EPEKTUBHOCTM (MCxodbl)
ABNAKOTCA BaXHbiMU, BCe WUCCnenoBaHUA MMEKT BbICOKOE WK yaoBleTBOpUTESbHOE
MeTogos1Iorm4eckoe KadecCcTteso, WX BbiIBOAbl MO WHTEpeCywnwunMm ucxogam ABIAKTCA
COrnacoBaHHbIMK)

B YcnoBHas pekomeHZauus (He Bce paccMaTtpuBaeMble KpUtepun adpdekTUBHOCTY (MCXOAbI)
SIBNSIOTCA BaXKHbIMW, HE BCE MCCIEAOBaHUS MMEIOT BbICOKOE MNW YAOBMEeTBOPUTESIbHOE
METOZOSIOMMYECKOe KauecTBO U/ UX BbIBOAb! MO MHTEPECYIOLLMM UCX0OaM He ABMSTCS
COrnacoBaHHbIMM)

C Cnabas pekomeHaauusa (OTCYTCTBME [OKa3aTeNbCTB Hanexalwlero kadectsa (Bce
paccMmaTpuBaemble KpuUTepun 3DEKTUBHOCTU (MCXOAbl) SABMSIOTCA HEBaXHbIMW, BCe
UCCNefoBaHUs WMET HU3KOE METOOOSIOMMYeckoe KayecTBO W UX  BbIBOAbI MO
WHTEPECYIOLLMM NCXO4aM He SBNSOTCS COrnacoBaHHbIMU)

Mopanok OGHOBNEHUA KITMHUYECKMX peKOMeHaauun.

MexaHn3m 06HOBMEHNS KNMHUYECKMX peKoMeHdauni npeaycmMaTpmBaeT X CUCTEMAaTUYECKYH0 aKTyanusauuo
- HE pexe 4YeM OAMH pa3 B TPU roda, a Takke npu NOSBIEHNM HOBbIX OAHHbIX C NO3MLMKN AOKa3aTENbHON MeanUMHbI
no BOMpoOCaMm AMAarHOCTWKKW, NeyeHus, NpodunakTukn n peabunurauum KOHKPETHbIX 3aboneBaHui, Hanuuuu
0BOCHOBaHHbIX AONONHEHUI/3aMeYaHnin K paHee YTBEPXKOEHHbIM KNnHudeckum pekomeHgaumsam (KP), Ho He yawe
1 pasa B 6 mecsueB.

Mpunoxexne A3

CMPABOYHbIE MATEPUAIbI,
BKIIOYASA COOTBETCTBUE NOKA3AHUA K NPUMEHEHUIO
U NPOTUBOMNOKA3AHWUIA, CMNOCOBOB MPUMEHEHUA U 003 NEKAPCTBEHHbIX
MPENAPATOB, MHCTPYKLX NO NPUMEHEHUIO
JIEKAPCTBEHHOI'O NMPEMNAPATA

- ®epepanbHbIi 3akoH "O6 ocHoBax OXpaHbl 300poBbs rpaxaaH B Poccuickon ®egepaumn” ot 21.11.2011 1.
N 323-93.

- TnHekonorusa: HaumoHanbHoe pykosoacTeo/nog pen. .M. CasenbeBon, I'.T. Cyxux, B.H. Ceposa, B.E.
PapauHckoro. - 2-e nsg. - M.: FTQOTAP-Meana, 2018 r.

- PykoBoacTBo no ambynaTOpHO-MONUKIMHUYECKOW MOMOLLM B akyllepcTBe U ruHekonorun/nog ped. B.H.
CepoBa, I'.T. Cyxux, B.H. Npunenckon, B.E. PagsuHckoro. - 3 - 3 usg. - M.: FTBOTAP-Megua, 2016 r.

- The FIGO Ovulatory Disorders Classification System. Munro MG, Balen AH, Cho S, Critchley HOD, Diaz l,
Ferriani R, Henry L, Edgar Mocanu, van der Spuy ZM; FIGO Committee on Menstrual Disorders and Related Health
Impacts, and FIGO Committee on Reproductive Medicine, Endocrinology, and Infertility. Fertil Steril. 2022 Oct; 118
(4): 768 - 786.

- ACOG Committee opinion no. 651: menstruation in girls and adolescents: using the menstrual cycle as a vital
sign. Obstet Gynecol. 2015; 126 (6): €143 - e146.

- Practice Committee of American Society for Reproductive Medicine. Current evaluation of amenorrhea. Fertil
Steril. 2008; 90 (5 suppl): S219 - S225.


https://login.consultant.ru/link/?req=doc&base=LAW&n=523556&dst=366

- The two FIGO systems for normal and abnormal uterine bleeding symptoms and classification of causes of
abnormal uterine bleeding in the reproductive years: 2018 revisions. International Journal of Gynecology &
Obstetrics.

- ACOG Practice Bulletin no. 194: polycystic ovary syndrome. Obstet Gynecol. 2018; 131 (6): e157 - e171.

- Amenorrhea: A Systematic Approach to Diagnosis and Management. David A. Klein, MD, MPH; Scott L.
Paradise, MD; and Rachel M. Reeder, MD. Am Fam Physician. 2019; 100 (1): 39 - 48.

- American Family Physician 781 Amenorrhea: An Approach to Diagnosis and Management. 2013. Vol. 87. N
11.

- KnuHuyeckne pekomeHgauum no AMarHOCTUKE U KOPPEKLMM HapyLUEHWIA NULLEeBOro ctatyca. HaumoHansHas
accouuayus KnmHuyeckoro nutanma. 2013 r

- depeparnbHble KIMHUYECKME pekomeHaaumm (NpoTOKOS) MO BEAEHMI MaUMEHTOK C  CUHOPOMOM
LLepelwesckoro-TepHepa

- XKeHckoe Gecnnogue coBpemeHHble MoaxoAdbl K AMArHOCTMKE W JIEYEHMIO) KIMHUYECKMEe pekoMeHaauuu
(npotokon neyexus), 2018 r.

MpunoxeHune b

ANrOPUTMbI JEUCTBUNA BPAYA

Cxema 1. ANropuTM ANarHoCTUKW NepBUYHON ameHopeun
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Cxema 2. AnroputmMm gMarHoCTMKuU BTOPUYHON aMeHopeun
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Mpunoxexne B

NH®OPMALINA OndA NAUMEHTA

HapyweHuss putmMa MeHCTpyauuii - cepbesHasi npobriema, BO3HUKAOWAs Y KEHLWWMH PenpoayKTUBHOMO
BO3pacTa, 3a4acTylo CBsi3aHa C HapyLleHNneM ropMOHasbHOro hoHa.

Moa HapylweHnem pyTMa MEHCTPyaL M MOHNMMAIOT ABa COCTOSAHUSA: 3a4EPXKKU MeHCTpyauun (onnromeHopes),
nmMbo NonHoe OTCYTCTBME MEHCTpyauun (ameHopes). B npakTuke Bcerga pasgensioT ONIMIOMEHOPEI0 U aMeHopero
Ha ABe hopMbl: NepBMYHas (Koraa HapyLueHve LuKna - C CaMoro Havana, ¢ paHHero Bo3pacTa, C MOMEHTa NnepBbIX
MEHCTPyaLuin) n BTOpPUYHasa (Korga HapylleHWsi BO3HMKAT Mocfie nepuoga CaMOCTOATENbHbIX PerynsipHbiX
MeHCTpyaLuun).

MprYnH HapyLLeHNa MEHCTPYanbHOro LKA - MHOXeCTBO. B cnyyae pegknx MeHcTpyaumi - Hanbonee 4yacto
NPUYNHON ABMSETCA CUHAPOM MOSIMKUCTO3HbIX AUYHUKOB (CI1A), dyHKUMOHaNbHbIE KUCTbI, rMnepnponakTuHeEMus,
BPOXAEHHAas rmnepnnasus Kopbl HaANoO4Ye4YHUKOB, CTPECCHI UNN AePULNT NUTaHUS.

B cnyyae ameHopeun peyb naet o 6onee rnybokMx HapyLleHWAX PenpoAyKTUBHOW CUCTEMbI, KOTOPblE MOTYT
ObITb Ha Pa3nM4YHbLIX YPOBHAX. Hanpumep, Ha ypoBHE rofloBHOIO MO3ra - B TaKOM CUTyauuy runotanamyc u runodus
He BblpabaTbiBalOT B HYXHOM pEXMME T[OHagOTPOMHbIE TOPMOHBLI (perynupyowue paboTy SUYHUKOB)
noteoHnsupytowmn (NN n  donnukynoctumynupytowmi  (PCI) ropmoHbl. [103TOMy He HadvHaeTcd pocT
ONNNKYNOB, XEHCKNE TOPMOHbI 3CTPOreHbl He BbipabaTbiBaloTCA B HEOOXOAMMOM KOnM4ecTBe, pocTa 3HAOMETPUS
HeT.

Opyro Npu4nHOMA aMeHopeu MOryT CRYXWTb HapyLUeHUsI Ha YPOBHE SIMYHMKOB, KOrga B npolecce
BHYTPMYTPOOHOro pasBUTMS HOpManbHas SIMYHWKOBAsi TKaHb He opmupyeTcs. OTO oAHa U3 Tak HasblBAaEMbIX
aHoManui pasBuUTUSI BHYTPEHHMX MOMOBbIX OPraHoB.

BO3MOXHbIMWU MpUYMHAMKU MOTYT ObITb OTCYTCTBME MATKM MMM HapyLleHWe aHaTOMUW BRaranuia, LIenku.
Pegnko GbiBaeT aTpe3uns 4eBCTBEHHOM NNEBbI (TMMEHA).

AMeHopesi MOXeT ObiTb CBsfid3aHa C NpexaeBpeMEeHHOW HeaocTaTovHocTblo sindHukoB (MHA), korpa
3aNOXeHHbIN BHYTPUYTPOOHO pe3epB honnnKyoB (OBapuarbHbI) pacxoayetcs ropasgo boicTpee, YeM 06bIYHO U
ucToLlaeTca paHblle BpeMeHu. B cBa3un ¢ aTum "MeHonaysa" HacTynaeT ropasgo paHbLue.

[locTaToyHO YacToW MPUYMHOW OTCYTCTBUS MEHCTPyaLun B COBPEMEHHOM MUpE ABMNSATCH XPOHUYECKUN
CTpecc, uYpe3mepHble (PU3NYecKMe Harpyskm Mnu HegocTaTouyHo cbanaHCMpoBaHHOE MUTaHue, B CBSA3M C YeM,
penpoayKkTMBHas yHKUUA "OTKNoYaeTcs" Ha BpeMsi.



Pegkummn npuuMHamMm ameHopeun SIBRSIOTCS  BHYTpUMATOYHblE BMeLlaTenbCTBa WM MOCNEepOLoBble
BOCMNanuTesnbHble 3aboneBaHnsa MaTku (SHAOMETPUTLI). ATO NPUBOAUT K BOCMANeHno 1 dOPMMPOBAHUIO CMaek B
nonocTu matku (cuHapom Aliepmana).

[Ona BblpaboTkn npaBunbHOW CTpaTerMn JencTBUS Bpady BaXHO MNOHWUMATb MNPUYMHY HapyLUEeHUN
MEHCTpyanbHOro umkna. [na 3Toro B KAMHMYECKOW MpakTUKe MCMOMb3YHTCA pasnuuHble MEeTOAbl OMAarHOCTUKM,
TakMe Kak MMHEKOMNOrMYeckUin OCMOTpP, ropMoHanbHoe obcnefoBaHWe, reHeTUYECKUn aHamus, ynbTpasBYKOBOE
nccrnegoBaHue, EHCUTOMETPUS KOCTHOW TKaHW, MarHUTHO-pe3oHaHCHas ToMorpadus.

KeHckve nonoBble TOPMOHBI KparHe BaXKHbl AN adeKBaTHOro (PyHKUMOHMPOBAHWSI BCEr0 OpraHusma.
AmeHopesi, COMpPOBOXAAKLWANACA TMMO3CTPOreHMen, MOXET NPUBOAUTb K YBEINMYEHUIO PUCKOB 3abonesaHui,
CBSI3aHHbIX C AedununToM acTporeHoB. K Takum 3aboneBaHnsiM OTHOCUTCHA OCTEONOpPOo3 (CHWXEHWE MUHepanbHOW
NNOTHOCTU KOCTHOWM TKaHM), cepaeyvyHo-cocyancTble 3abonesaHuns, HapyLleHne namsaT U KOTHUTUBHbBIX (QYHKLMNA.

Bonee Toro, onmMromeHopeda n ameHoped NpmBoaAT K CHMXEHUIO BEPOATHOCTU HaACTynneHna 6epemeHHocm,
YTO onpegendeT counarnbHyO 3HA4YNMMOCTb 3TUX COCTOSIHUM.

B CBA3N C Bblllenepe4yncrieHHbIM, aKTyaanon 3ajadven ABNSAeTCA  NnlevyeHne  3aboneBaHun,
conpoBoXaarLwmnxca HapylweHnemMm MeHCTpyarbHOro uukna.

CywiecTtByeT ABa NPUMHUMNMAnbHbIX NOAX0AA: NepBbin - yCTpaHeHue akTopa, KOTOPbIN MOCAYXWUMA NPUYNHOM
pasBMTUA HapyWeHWn MEHCTpyanbHOro UWKNa; BTOPOM - 3aMecTuTernbHas ropMoHanbHas Tepanusa (3[T) B
CUTyaLmsx, Korga BOCCTaHOBUTb eCTECTBEHHOe 0Opa3oBaHNe 3CTPOreHoB He NPeACTaBAeTCH BO3MOXHbIM.

HapylwieHusi MeHCTpyanbHOro Lukna BO MHOrOM MPEensiTCTBYIOT HACTYNIEHWUI0 eCTECTBEHHOW 6epeMeHHOoCTH,
MOCKOMNbKY 3a4acTyl0 OTCYTCTByeT oBynsuus. Mo 3Ton npuumHe npuxoauTcs npuberatb K MeTogam WMHOYKLMU
OBYNAUMM, B TOM 4YWUCMe C MPUMEHEHMEM METOAMK JKCTpakoprnopanbHOro onnoaoTeopeHus. [lporpamma
MCKYCCTBEHHOrO OMNSIOA0TBOPEHUS NoABUpaeTcs UHANBUAYATBHO.

Mpunoxenue M - 'N

LUKAJIbl OLUEHKW, BONPOCHUKU U APYTME OLIEHOYHbIE MHCTPYMEHTbDI
COCTOAHUA NALUMUEHTA, NMPUBEAEHHBIE B KMTMHUYECKUX PEKOMEHOALUAX

MpunoxeHue M

KINACCUDPUKALINA
AHOBYNATOPHbIX HAPYLLEHWWA NO YPOBHIO HAPYLUEHUA
PENPOAYKTUBHON CUCTEMbI

HasBaHne Ha pycckom s3blke: Knaccudumkaums aHOBYNSITOPHbIX HapYLUEHUM MO YPOBHK HapyLleHWI
penpoayKTMBHOW CUCTEMBI

NcTouHuk (ocbmumnanbHbii cant pa3paboTtymkoB, Nnybnukauus ¢ Banugaumen): [1].

Twn (nog4epkHyTL): Knaccudukaums

Copepxarue (wabnoH): Tabnmua coctout n3 5 cTpok (5 ypoBHEN HapyLLeHUs penpoayKTUBHOW CUCTEMBI), C
nogpasgeneHmem Kaxkaoro Ha NnepBuYHY0 Y BTOPUYHYO aMeHOopelo.



PucyHok 1. Knaccndukaums HyPO-P FIGO (2022) [1].

fenernuecxkne
Tun | AyrTommmyHHblie
MNMMnoranammyecKkmin Arporenmsie

HosooGpasosanunna

Ty N DyHKUMOHANBH LIS

rMnodusapHbIii Mudexymonnsie/socnanmrensHsie
Tpasmarmuecxkmne /cocyamcreie

DusmonormuecxKkmne

Twan 1

a & Manonarmuecxkne
HUHUKOSLS IHAOKPHMHHbBIC

Tvin IV AMarHocTKa 8 COOTBETCTEMM C KPHMTEePMAMM
cnsa mMmexxayHapoaron pabouen rpynno

nNo mayuwermo CNA

MosicHeHus: B Tabnuue npencrtaBrieHbl U COOTBETCTBYHOLLME YPOBHIO NOpa)KeHnAa HO30J10rmn.

Mpunoxenue 12

BO3PACTHASI XAPAKTEPUCTUKA
CTAOUI MNONIOBOIr0 CO3PEBAHMS IEBOYEK (MO TANNER J.M.,
MARSHAL W.A.) [145]

HasBaHune Ha pycckom a3bike: Bo3pacTHas xapakrepucTika cTaguii MonioBOro Co3peBaHusl eBOYEK
OpurnHaneHoe Ha3BaHue (ecnu ecTb): Tanner Stages

NcTouHuk (odmumanbHbIv canTt paspaboTtynkos, nydnvkaums ¢ sanmgaument): Hamlin A., Robertson M., Wilson
D. R. Tanner Stages and Pubertal Development//Journal of Pediatric Surgical Nursing. - 2022

Tun (nogYepKHYTL): LIKana OueHKn
HasHaueHune: OueHka cTeneHn pa3BUTUS BTOPUYHbIX NOSIOBbIX NPU3HaKOB

CopepxaHue (wabnoH): OueHMBaeTCs CTeMNeHb PasBUTUS BTOPUYHBIX MOMOBBLIX MPU3HAKOB MO CTaausM
(MonoyHas xenesa 1 NobkoBoe OBONOCEHNUE)

Kntoy (VIHTepFIpeTaLI,I/IFI)Z CooTBeTcTBME Pa3BUTUA BTOPUYHBLIX MOJ10BbIX NPU3HAKOB BO3PACTy NauyneHTKN

MosicHeHus: |_|pl/l HEeCOOTBETCTBMMN pPa3BUTUA BTOPUYHbLIX TMMOJIOBbIX MNPU3HAKOB BO3pacTy nNauneHTKU
yCTaHaBnMBaeTCA AMarH03 HapyLweHunsa nofioBoro co3peBaHnd
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