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NPEANCNOBNE

Lenb coznaHust KIMHUYECKUX peKOMEHAAUMN — oOecrieueHue MPUHSATUS BpauoM
KJIMHUYECKU KOPPEKTHBIX JISTUTUMHBIX PEIIEHUIi, CIIOCOOCTBYIOIIMX MOBBIIIEHUIO Ka-
YecTBa OKa3aHMSI MEIULIMHCKOM IMTOMOIIM MPU 3a00eBaHUSIX/COCTOSIHUSIX C Y4€TOM HO-
BEHIINX KIMHAYECKUX JAHHBIX U TPUHLIMITOB J0Ka3aTeIbHON MEIULIMHBI.

[Tepen BaMu COOPHUK KIMHUYECKUX PEKOMEHIALIUI, KOTOPBII COAepKUT MH(MOpMa-
11110 0 HanboJiee pacpoCTpaHEHHbBIX B TMHEKOJIOTMHY 3a00JIeBaHUSIX M CUHApOoMaX. TekcT
BKJIFOUEHHBIX B COOPHUK PEKOMEHIAIINI aKTyaJleH Ha MOMEHT cllauy U3aHusl B TIeYaTh.

C yderoM OOJBIIOTO 00beMa BKJIIOUEHHBIX B COOPHMK CBEACHUIA ObLIO TMPUHS-
TO pellleHue O MPeNCcTaBIeHUU YacTU KIMHUUYECKUX PEKOMEHAAlUi UM UX pa3esioB
B BJIEKTPOHHOM Bujie. JlocTyn K 3Toit nH(GOopMaluu Bo3MoxkeH nocpeactBoM QR-konos.
B neuyarHoM BapraHTe pa3MellieHbl HanboJiee BOCTpeOOBaHHbIE B MPAKTUKE Bpaueil aky-
1IepOB-TMHEKOJIOTOB KJIMHUYECKHE PEKOMEHIAIN.

[Tnamkamu ¢ cepbiM (DOHOM BbIIEJIEHBl T€3UChl PEKOMEHIALIMI ¢ METKaMU IIKaJl
JI0Ka3aTeJIbHOCTH M YpOBHel ybOenuTeabHOCTU pekoMeHmauuii (YYP) mis metomos
npoUIaKTUKU, TUATHOCTUKHU, JIEYEHUST U peadunutauuu (mpoduiakTUyecKux, aua-
THOCTUYECKMX, JIeUYeOHBIX, peaOMINTAlMOHHBIX BMEILIATEJIbCTB), a TAKXKe IIKaJl OLIEHKHU
YPOBHEM JOCTOBEpPHOCTH JoKa3aTeabcTB (Y /I) mist MeTogoB IMarHOCTUKM (IMarHOCTH -
YECKUX BMEIIATEIbCTB).

VVP PacumdpoBka

A CunbHas pekomeHgauns (Bce paccmaTpusaemble KpUTepun 3hheKTUBHOCTY
(ncxopbl) ABNAOTCA BAXKHbIMU, BCE NCCEA0BAHNA UMEIOT BbICOKOE U Ya0-
BNETBOPUTENbHOE METOAO0NONMYECKOe KauecTBOo, X BbIBOAbI MO NHTEpPecyto-
LWMM UCXOAM ABMAOTCA COMMACcoOBaHHbIMM)

B YcnoBHas pekomeHaauus (He Bce paccmaTprBaemble Kputepun 3¢ eKTUBHOCTM
(ncxoabl) ABNAOTCA BAXHbIMU, HE BCE UCCIeA0BaHNA MMEIOT BbICOKOE UK
YIOBMETBOPUTENIbHOE METO0MIOMMUYECKOE KAauecTBo, U/Unu UX BbiBOAbI MO WH-
TepecyLMM NCX04aM He ABMAITCA COrMacoBaHHbIMM)

C Cna6as pekomeHaaums (oTCyTCTBME AOKA3ATENbCTB HAANeXKaLlero KauecTea
(Bce paccmatpuBaembie KpuTepun 3 eKTUBHOCTY (MCXOabl) ABNAKOTCA He-
Ba)XXHbIMU, BCE MCCNEef0BAHNA MMEIOT HIU3KOE METO0N0rMuecKoe KauecTso,
1 UX BbIBOAbl MO NHTEPECYIOLLMM UCXO4AM He ABMAIOTCA COrNacoBaHHbIMM)

C 2019 r. xMuHUYECKUE peKOMEHIALMU Toce onoopeHus1 HayuHo-npakTuyecKum
coBeToM MuH3apaBa Poccuu Ipu MX COOTBETCTBUM YCTAaHOBJIEHHBIM TPEOOBAHUSIM CO-
rinacHo [1puka3zy MunsnpaBa Poccuu Ne 1031 ot 28.02.2019 «O06 yTBepKaeHUM MOpsiaKa
U CPOKOB pa3pabOTKN KIMHUYECKUX PEKOMEHIAINIA, NX ITePpeCMOTpa, TUITOBOI (pOpMBI
KJIMHUYECKUX PEKOMEHIALIMI U TpeOOBAaHUIA K UX CTPYKTYpE, COCTaBY U Hay4HOI 000-
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VAL PacumudcpoBka

1 CucTemaTtnueckme 0630pbl UCCNEAOBAHUN C KOHTPONEM pedpepeHCHbIM MeTo-
[IOM UMM CUCTEMATUUECKIUN 0630p PaHLOMU3UPOBAHHDBIX KTUHUYECKUX UCCre-
nosaHui (KN) c npumeHeHnem metaaHanusa

2 OTaenbHble UCCNeA0BaHUA C KOHTPOoneM pedepeHCHbIM METOOM UMK OTAENb-
Hble PaHAOMU3UPOBaHHble KW 1 cuctemaTnyeckme 0630pbl UCCnef0BaHUNM
n60oro An3anHa, 3a UCKNOUYEHeM PaHA0MU3UPOBaHHbIX KU, ¢ npumeHeHem
mMeTaaHanusa

3 WccnenoBaHus 6e3 nocnefoBaTesibHOr0 KOHTPOssA peepeHCHbIM METOAOM,
UM NccnefoBaHnsa ¢ pedhepeHCHbIM METOAOM, He ABAAIOWMMCSA HE3aBUCMMbIM
OT Uccneayemoro MeToaa, Ui HepaHAOMU3NPOBaHHbIE CPABHUTENbHbIE UC-
CNneaoBaHUs, B TOM YMCe KOTOPTHbIE UCCeA0BaHUs

4 HecpaBHuTenbHble nccnegoBaHus, onncaHme KNMHNYeCKoro cnyyvas

5 VmeeTcs Nniub 060CHOBaHUE MeXaHU3Ma AeCTBUS NN MHEHWEe IKCNepToB

CHOBAHHOCTHM BKIJTIOYaeMOM B KIIMHMUYECKME PEeKOMEHIALMN MH(pOpMaIlii»' pa3Meria-
10TCs B pyopukarope Munsnpasa Poccuu.

KnvHunueckue pekoMeHIalmu A0JKHbBI TlepecMaTpuBaTbesl He pexe 1 paza B 3 rona
n He yate | pasa B 6 Mec (11. 10 mopsiika 1 CpoKOB pa3pabOTKN KJIMHUYECKIX PEKOMEH Ia-
umit, ux rmepecmotpa [pukaza Munznpasa Poccrm Ne 1031 ot 28.02.2019 «O06 yTBepX-
JIEHUU TIOpsiJIKa U CPOKOB pa3pabOTKM KJIMHUYECKUX peKOMEHAAlMi, UX MepecMoTpa,
TUMOBOU (hOPMBbI KJIMHUYECKUX PEKOMEHAAMI U TpeOOBaHUIA K UX CTPYKTYpe, COCTaBY
U HAyYyHOU OOOCHOBAHHOCTM BKJIIOYAEMOW B KJIMHWYECKME pEeKOMeHAaluu MHOp-
Malun» ).

MenuurHCKUM pabOTHUKAM CleAyeT TPUIAEPXKUBATbCS PEKOMEHIAIM B TIpoliecce
MPUHSTUS KIMHUYECKUX pelIeHUuld i obecrieyeHusl naureHTa Haubosee 3(hheKTUB-
HOU 1 6e301acHOi MEAMIIMHCKON TOMOIIIbIO. B TO XKe BpeMsi KIIMHUYeCK1e PeKOMeH/1a-
LIMM HE MOTYT 3aME€HUTb MPO(PeCCUOHATIBHOE U KITMHUYECKOE MBIIIUIEHUE METUIITMHCKUX
pPabOTHUKOB: Bpay JIOJXKEH OlLIeHWBATh MOTEHIMAJIbHBIE TTOJb3Y U PUCK IS TallMeHTa
MPUMEHEHUST MEIUIIMHCKUX BMEILIATEIbCTB, YKA3aHHBIX B KIMHUYECKUX PEKOMEH A1V -
SIX, C YYE€TOM MHAMBUAYATbHBIX OCOOEHHOCTE! MalueHTa.

MenuuMHcke paOOTHUKK HECYT OTBETCTBEHHOCTb B OTHOIIIEHUM UCITOJTHEHUS BCEeX
HaJJiexalux TpeOoBaHW U TTpaBWI B paMKax BbIIOJHEHUS MpodhecCuoHalbHON es-
TEJIbHOCTH.

" PybpukaTop KIMHUYECKHUX peKoMeHmalnii — pecypc MuHanpaBa Poccru, B KOTOpoM pas-
MEILAITCSl KIMHUYECKHE PEeKOMEHIAlMK, pa3paboTaHHbIE M YTBEPXKIEHHbIE MEIMIIMHCKUMM
npodeccUoHaTbHBIMU HEKOMMEPUYECKUMU opraHu3anmsamu Poccuiickoii Pdenepaiuu, a Takke
METOIMYECKHNE PYKOBOJICTBA, HOMEHKJIATYPbI, CIIPABOYHUKM U IPYTUe CIPaBOYHbIC MaTepUalbl,
CBSI3aHHbBIE C KIMHUYECKUMU PEKOMEHIAIUSIMM.

PyOpukatop KIMHUYECKMX peKOMEHIAIMi CO3MaH B LIEISAX OOECIeYeHUsT TOCTyIa MeIu-
LIMHCKMX PAOOTHUKOB K KJIMHUYECKUM PEKOMEHIALIMSIM, pa3pabOTaHHbBIM B COOTBETCTBUM C 3a-
KoHopaarenbecTBoM Poccuiickoii Denepauny 1 mpuHLMIIAMU T0Ka3aTelbHO MenuiuHbl (https://
cr.minzdrav.gov.ru).
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MeHeHus (Pacriopstkenne I[TpasutenscrBa PO ot 12.10.2019 Ne 2406-p)

# — npuMeHeHue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKLUM JeKap-
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KOMMCCUHU, ¢ pa3pelieHus JIoKaabHOro 3TUYeCKOr0 KOMUTETAa MEAULIMH-
CKOIi opraHu3anuu (IIpy HaJTMYMU ), C yCJIOBUEM MOANMCAHHOTO UH(POPMU-
POBAHHOTO COIJlacusl poauTeseil (3aKOHHOTO MPeACTaBUTENS) U MalueHTa
B Bo3pacTe cTtapiie 15 et

TEPMIHDI U ONPEAENEHNA

AMeHopesi — 3TO CUMIITOM, 0003HAYAIOIINI OTCYTCTBME MEHCTPYAIIMii MJIN WX Tpe-
KpallleHre Yy AeBYIITKHU VTN SKEHIIWHBI PeTTPOAYKTUBHOTO Bo3pacrTa [1].

IlepBuuHass M BTOpMYHAS aMeHOpes BO3HUKAIOT IO W TIOCIe MEHapXe COOTBET-
CTBEHHO [2].

OJmromMeHopes — yBeJIWYeHUE MTPOIOKUTEILHOCTH MEHCTPYaTIbHOTO IIMKJIa 0oJee
38 mneii [1].

1. KPATKASl UHOOPMALIUSA N0 3ABO/IEBAHUIO NN COCTOAHUIO
(rPYNNE 3ABONEBAHNI UMW COCTOAHNN)

1.1. ONPEAENEHWNE 3ABOJIEBAHUA NN COCTOAHNA
(rPyMnbl 3ABOMEBAHWIA NI COCTOSAHWNI)

CoBpeMeHHOe olpeie/icHre TepMIHA «aMeHOopesI» TTopa3yMeBaeT Mo CO00I CIIeny-
IOIIME COCTOSTHUS:

« TIEPBUYHAS aMeHOpes — OTCYTCTBHME MEHCTpYyalluii B 15 jieT (pu yCJIIOBUU pa3BU-
THSI BTOPUYHBIX TTOJIOBBIX TIPU3HAKOB) WJIM Yepe3 3 Toja Mocjie Tejapxe, a TakxKe
OTCYTCTBUE Pa3BUTHSI BTOPUIHBIX ITOJIOBBIX IPU3HAKOB M MEHCTPYAIINii K BO3PacTy
13 ner;

« BTOpWYHAsI aMeHOpesT — OTCYTCTBHE MEHCTPYalIlMii B TeUeHHE 6 Mecs1IeB ITpU paHee
HeperyJIsspHOM MEHCTPYaJIbHOM ITUKJIe, OTCYTCTBUE MEHCTPYallMil B TEUCHHUE 3 Me-
CSILIeB MPU paHee PeTyIIpHOM MEHCTpyalbHOM LUKIe [2—4].

Kommentapum: Kiaccuueckoe onpedenerue mepmuna «ameHopes» noopazymeéaem noo
coboil omcymcemeue MeHcmpyayuli @ meueHue 6 mecayes y panee MeHCMpyupoeasuien
nayueHmku.

Tepmun «onueomeropesr» nodpazymesaem HAPyUeHue MEHCpPYaabHO20 YUKAAQ, NPU KOMO-
POM e20 dnumenvHocms cocmaensem 6onee 38 Oueil; uau uacmoma meHcmpyauuii meree 10
6eo0[1].

Konkpemmoie kpumepuu 0uaeHOCMuKY 0AUOMEHOpeU 8 3a8UCUMOCIU OM OAUMEAbHOCIU
MENCMEHCMPYANbHBIX UHMEPBAN08 U HUCAA 1em Nocae MeHapxe: He bonee 90 Oueil — 6 meueHue
1 200a nocae menapxe, He 60aee 45 Oneit — om 1 do 3 nem nocne menapxe u He bonee 38 OHell
npu npodoaxcumenvHocmu 3aoonesanus bonee 3 nem nocae menapxe [ 1, 3.

1.2. 3 TUONOTNA N NATONEHE3 3ABOJIEBAHNA U COCTOAHNSA
(rPYNMbl 3ABONIEBAHUIA U1 COCTOAHUIA)

dusnosornyeckas aMeHopes: BKIIIoUYaeT 6epeMEeHHOCTh, €CTECTBEHHYI0O MEHOMay3y,
IpyIHOE BCKapMJIMBaHue [5].

OnuromeHopest 1 aMeHopes (3a UCKITIIoUeHUEM MaTOUHOM (popMbl), KaK IPaBUIIO, SIB-
JITIOTCST KTUHUYECKUMU TTPOSIBJICHUSIMU OBYJISITOPHOM TUCHYHKIINHI, TUATTa30H KOTOPOit
BapbUPYET OT AMU30ANISCKUX HAPYIIEHUI B BUIE HEMOCTATOYHOCTH JIIOTEMHOBOM (ha3bl
IO XpPOHUYECKUX — B BUIE CTOMKOM aHOBYJISIIIMN M aMmeHoper. CormacHo KiacCuuKaum
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HyPO-P FIGO 2022 roga [1], oByAsiTOpHBIE HapyILIeHUs MOAPA3AeIsIiOT Ha 3 OCHOBHBIX
TUIIA B 3aBUCMMOCTHU OT YPOBHSI TTOpaXKeHUsT PENPOAYKTUBHOIM OCH — THUITOTaJlaMU4e-
CKUi1, runou3apHbIi, SMYHUKOBBIN, U OTAEIBHO (M3-32 HEOAHO3HAYHOCTU TPAKTOBOK
U CJIO0XHOCTHU TATOTeHe3a) BbIACASIOT 4- TUIT — CUHAPOM MOJMKUCTO3HBIX SINUHUKOB
(CIT4). OnuromeHopest UM aMeHoOpes HauboJiee YacTO BO3HUKAIOT BCAEACTBUE HApPY-
HeHni (YHKUMU TUIOTaJaMo-Tunodu3apHO-IMYHUKOBOM CHUCTEMBI, COIPOBOXKAAIO-
LIUXCSI TUMIOACTPOTEHUE U/Uan aHOBYJsLMel ((pyHKIMOHAIbHAS TUITOTaJaMUYecKast
ameHopest (PI'A), runepnposlakTUHEMUsI, TpeXAeBPEMEeHHAas HeI0CTaTOYHOCTh SIMY-
HukoB (ITHS), cuHAPOM MOAMKUCTO3HBIX SIMYHUKOB) [1, 4—9]. [IpuunHoii ameHOpeu
MOTYT OBITb MOPOKM Pa3BUTHS MATKM M Biarajmiia (cuHapoMm Maiiepa-PokuraHcko-
ro-Krocrepa-Xayszepa, CMHHAPOM HEUYBCTBUTEJIBHOCTH K aHAPOTeHaM, aTpe3usi TMMeHa,
M30JIMPOBAaHHAs BarMHAJIbHAS areHe3usl U AP.) WIU TTOBPEXACHUST SHAOMETPUS pa3iny-
HOToO reHe3a (cuHIpoM Anrepmana) [2, 9, 10].

IlepBuuHasi ameHopesl, CBsi3aHHasl ¢ HapylleHueM (byHKLUMU TUIlOTajaMyca, Hau-
Oojiee 4acTO TPOSIBISIETCS TMEPBUUHBIM TUIIOTOHAJAOTPOIHBIM TMIIOTOHAAU3MOM,
B OCHOBHOM O0YCJIOBJICHHBIM MyTallUSIMU T€HOB, OTBEYAIOILIMX 32 CEKPELIMIO TOHAA0TPO-
MUH-pUIU3UHT-ropMoHa (I'HPT') u uyBcTBUTEILHOCTD K Hemy [11]. ITepBUYHBINA TUIIO-
TOHAJOTPOIHBIN TMIOTOHAAN3M B COUETAHUU C AHOCMMUEH SIBJISICTCSI TATOTHOMOHUYHBIM
npu3HakoM cuHapoma Kannimana. PazButue cuHapomMa CcBsI3aHO ¢ HapyllleHUeM MUTpa-
LIMY TOHAJOTPONMH-PUIN3UHT HEHPOHOB B TIEpeIHUE OTE/IbI TUIIOTaiamMyca. 3aboieBa-
HUE FTeHeTUYeCKM 00yCIOBJICHO, XapakTepusyeTcs aedekToM reHa KAL1 B X-xpomocome
U HacJIeayeTcs ayTOCOMHO-PeLieCCUBHO [12].

HawuboJsee yacToil npuynHON BTOPMUYHON aMEHOPEU, CBI3aHHOM ¢ TUCPYHKIIMEH T1-
noranamyca, siasiercss @I'A. 1151 naHHO (hopMBbl aMEHOpeU XapaKTepHO MpeKpalleHre
MEeHCTpyaluii Ha (hoHEe cTpecca, Ype3MEePHbIX (PU3NUSCKUX HATPY30K U / WU CHUKEHMUS
Macchl Tejia. B maToreHese naHHO# (hOpMbl aMEHOPEU BaxKHYIO POJIb UTPAET JCIITUH, SIB-
Jisioluiics peryasaropoM cekpeunu ['HPIT 1 cHUKalomumiics: mpy XpOHUYECKOM dHEpre-
tnyeckoM geduunte [10].

K penkum ¢popMam runoragaMuiyeckKoil aMeHOpeu OTHOCSIT OMYXOJIU TUIIOTalaMuyJe-
CKOIi 00J1acTy Win UH(EKIIMOHHBIE TTIOpaXkKeHUsT TUTIoTajaMmyca BCISACTBUE TyOepKyJe-
3a, cuduimca, sHuedalInuTa U1 MEHMHIUTA [2].

AMeHopesi, oOyCJIOBJIEHHAsI MaToJOorueil runodusa, Haubojee 4YacTo pa3BUBACTCS
B pe3yJbTaTe TUIEPIPOJaKTUHEMUU. MeXaHU3M pa3BUTUSI TUIIEPIPOJAKTUHEMUN O0-
YCIIOBJIEH HapylleHWeM J0(paMMUHEPruyecKoro MHIMOUPYIOIIEro KOHTPOJIS CeKpelnuu
MPOJaKTUHA TUTTOTAIAMYCOM, a TAKXKE CTUMYJISILIMEN CEKPELIMU MPOJaKTUHA TUPEOTPOTI -
HbIM ropMoHoM (TTT), T'uPI', aueTunxonmHom, cepOTOHUHOM, SHIOTEHHBIMU OMUOM-
JaMH, TUCTAMUHOM, OKCUTOLIMHOM, CHIDKEHMEeM (DYHKIIMU MOYeK W medeHu [13—16].
Penkumu npuuyrHamMy runo@u3apHOil aMeHOPEU MOTYT ObITh: CUHAPOM «ITYCTOTO» TY-
peLKOoro ceiia, OMyXOJu Turodusa, CeKpeTUpYIIIUe TOHAJAOTPOIIMHBI, aapeHOKOp-
tukoTpornHbiii TopMoH (AKTT), comatorporHsbiii ropmon (CTT). CuHapoMm IycToro
TypelLKoro ceajia o0yciaoBjeH aedeKToM auadparMbl TYpeLKOro ceuia, B pe3yjbTaTe
Yero OT JaBJICHUS] CIIMHHOMO3TOBOM XKMIKOCTU MPOUCXOAUT aedopMalius runodusa
U HapyllleHHe TpaHcropTa JubepruHoB. [TopaxkeHust runodusa B pe3ysbTaTe OCTPOro
MH(papKTa WIM HEKPO3a MOTYT MPUBOAUTH K pa3BuThiO cuHapoma IlluxaHa, conpoBo-
xkparomerocd neunuroM CTT, ronagorpornmmuoB, AKTI u TTT wiv K nNaHTUITONUTY-
UTapU3MY.

K mepBUYHOI SIMYHUKOBOI aMEHOpee MOXHO OTHECTU pa3jiuyHbie (DOPMbI IUC-
reHe3Uu TOHajl, pa3BUBAIOIIMXCS B pe3yJbTaTe XPOMOCOMHBIX aHOMAaIUuil (CMHAPOM
IlIepemeBckoro-TepHepa, uyncTast AucreHe3ust roHan, cuHapoM Caaiiepa) [17]. bonee
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peakue (hopMbl MMEPBUYHON SIMUHUKOBOW aMEHOpPEeU MOTYT ObITh CBSI3aHbI C Acdek-
TOM (epMeHTHBIX cucTeM — 17-anbda ruapokcuiaassl, 17,20-11asbl, apoMartassbl,
B pe3yJbTaTe Yyero HapyllaeTcsl CTepOUAOTreHe3, CUHTe3 aHAPOreHOB WJIM MX apoMa-
Tn3auust B actporeHsl [18]. [Ipu BTopuuHOii SMUHUKOBOI aMeHOopee HauboJjiee 4acTo
BcTpeuvaetcs [THA, pa3zBuBatoiasicst B pe3yyibTaTe UCTOLIEHUS OBapUalbHOTO pe3epBa
U TIOJpa3Aeisiiolasicsl Ha TeHeTUYECKYH, ayTOUMMYHHYIO, UIMOIAaTUYECKYIO U SITPO-
TEHHYIO (DOPMBI.

OnuroMmeHopesi, OCOOEHHO ¢ MeHapxe, HauboJjiee YacTo SIBISIETCS XapaKTepHBIM
npusHakom CITA. MexaHusm pa3BuTusi oauromeHopeu u ameHopeu npu CITA cBs-
3aH C pa3jJMYHbIMU FOPMOHAJIBHBIMU HapyleHUsiMU. K MX 4MCiIy OTHOCSIT Hapyle-
HUSI CEKpEeLUU U ACHCTBUSI TOHAAOTPONIMHOB, aHIPOTeHOB, MHCYAUHA. 1 Kaxaou
Bropoil nauueHTku ¢ CIIS xapakTepHa runoTtaiaMmuyeckasi TMCHYHKIIUS CEKpeLUU
I'HPI', cnocoGeTBytomass npeumyinectBeHHoMy cuHTe3y JII' B cpaBHeHuu ¢ OCI.
B pesynbrare runepcekpeuuu JII' mpoucXoauT CTUMYJISILIUS TeKa-KJIETOK U yBeJIude-
HUE TIPOAYKILIMU aHAPOTEHOB B IMYHMKAX. MeXxaHU3Mbl (pOPMUPOBAHUSI TOHAAOTPOTI-
HOI AMC(HYHKUIMU OO CUX MOP He SICHBI, 00cyxXmaeTcsl poJb runepanaporeHuu (I'A),
runepuHcynuHemuun ('), nentuHa. B psige ciaydyaeB oluroMeHopesi MOXKET SIBJSIThb-
Csl CIeACTBUEM (DYHKIIMOHAIBHBIX KUCT SUMYHUKOB ((POIUKYJISIPHBIE KUCTHI M KUCThI
JKEJITOro TeJla), B pe3yjbTaTe uero MoAAepKUBAeTCs MOCTOSHHBIN YPOBEHb 3CTPaanoa
WJIY TIPOTeCTEPOHA, YTO MPEISITCTBYET HUKINYECKUM KOJIeOaHUSIM IMTOJIOBBIX TOPMOHOB
Y HapylIaeT OTTOPKEHUE SHIOMETPHSI.

MarouHbie (opMbl aMEHOpPEU, CBSI3aHHBIE C OTCYTCTBUEM MAaTKHU, TMPEACTaBICHbI
2-Ms1 bopmamu: cuHapoM Maiiepa-Pokutanckoro-Kiocrepa-Xay3epa 1 CMHIPOM I10JI-
HOIf HEYYBCTBUTEJIBLHOCTU K aHAporeHaM. B mepBoM ciiydyae 3THoJIOrus 3aboJieBaHUS
TOYHO HE M3BeCTHA. BO3MOXHOI NMpUYMHON SBSIOTCS MyTamus reHa AMIT wim ero
pelienTopa, UASHTU(UIIMPOBaHA MyTalldsl rajakros-1-dochar-ypuanuna TpaHchepasbl
[18]. B cimyyae cuHIpoMma IT0JIHOM HEYYBCTBUTEIBHOCTH K aHIpOreHaM IaToreHes 3a00-
JIeBaHUSI OOYCJIOBJIEH MyTallMeld TeHa aHAPOT€HOBOTO PELIEIITOpa MPU MY>KCKOM Kapuo-
TtiIie. B pe3yabrate 3TOro MpoOMCXOAUT pa3BUTHUE TOHAl, coxXpaHseTcsl cekpeunss AMI,
COIMpPOBOXIaeMasi perpecCoM MIOJJIEPOBBIX TTPOTOKOB U OTCYTCTBUEM Pa3BUTHUS MATKH,
ee MPUIATKOB U BepxHell TpeTu Baaranuiia. OTCyTCTBUE YYBCTBUTEIbHOCTU K aHIpOTe-
HaM IIPUBOAUT K OTCYTCTBUIO Pa3BUTHUS NIPUIATKOB SIMYKA M HAPYKHBIX ITOJIOBBIX Opra-
HOB I10 MYXCKOMY THUIIY, OJHAKO B CBSI3M C COXPaHSIONIEICsI KOHBEpPCHUE aHIpPOTreHOB
B 3CTpOTeHbl U hepeHINPOBKA HAPYKHBIX MOJOBBIX OPraHOB U Pa3BUTUE BTOPUYHBIX
MOJIOBBIX MPU3HAKOB MPOMCXOAUT IO XXEHCKOMY THUITy C (POPMHPOBAHMEM KEHCKOTO
¢enoruna. Apyrvue aHaromuueckue nedeKThl (areHe3usl Biarajuiiia, aTpe3ust TMMeHa),
MPUBOASIINE K MEPBUYHON MaTOYHON aMeHopee, BcTpeuaroTcs: peako [19]. B 1998 r.
Anamsn JI.B., XamykoeBoii A.3. nipenjioxkeHa KiaccuduKalus aHoOMaJIMii MaTKK U Bjla-
raymia [20].

Pa3zBuTre BTOpMUYHOI MaTOYHOI aMEHOPEU MOXET ObITh 00YCIIOBJIEHO HanboJjiee ya-
CTO BHYTPUMATOYHBIMU BMeEIIATEIbCTBAMU WJIM TE€PEHECEHHBIM ITOCIEPOI0BBIM SHA0-
METPUTOM, B pe3yJbTare 4ero (opMUpYyIOTCsI BHYTpUMATOUHbIe cuHexuu. [1pu moaHoi
00IUTEPALIUU TTOJIOCTU MAaTKU CUHEXUSIMU (hOPMUPYETCSI CUHAPOM AlllepMaHa.

OnuromeHopest U aMeHOpPesT MOTYT OBITh O0YCJIOBJICHBI TAKUMU SHIOKPUHHBIMU 3a-
OoJieBaHUSIMU, KaK BpoXKAeHHasl 1UcyHKIMS Kopbl HaanoyeuHrukos (BJIKH), Haamo-
YEYHUKOBasI HEAOCTaTOYHOCTb, TUIIEPKOPTUIIN3M, aHAPOTeH-IPOAYLIMPYIOIIasi OMyX0Jb
SMYHUKA VWJIM HAATIOYEeYHWKA, TUpeOnIHas nuchyHKus [6, 18].





