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NEQIATPIA « HA SAMITKY JIKAPIO

Hapywenus Mexcmpyancoi dyHKyu
[eBOYEK-N0gpOCMKOB

OcHoBononaraioweil 3aaayen aKyLIepcKo-rMHEKONIOrMYecKoi HayKu aBnseTcs npeaynpexaeHue HapyLIeHUi
penpoayKTMBHOrO 34,0POBbS XXEHLUH ¢pepTUNbHOro Bospacra. OauH U3 NyTeil ee pelleHUs 3aKIO4AETCS B AUATHOCTUKE
1 3¢pPeKTMBHOM NnevyeHnn HapyLueHuit MeHcTpyanbHoi ¢yHkuum (HM®P), koTopble MOryT NpUBECTU K PA3AMYHBIM
rMHEKONIOrMYECKMM 3060/1IeBaOHUSM U AKYLLIEPCKMM OCIIOXKHEHUSIM, eLLe B AeTCKOM U nogpocTtkoBom Bospacte (P. Baran,
P. Mares, 1988; T.®. Tarapuyk, 1995; C.M. KysHeuoea, 2000; C.O. JleeeHeup i cniaer., 2004, 2005; XX.O. M'mnexko, 2008;
B.B. Mansp, 2008; 10.C. NMapawyk u coasr., 2008; M.A. lWnxHa6uesa, H.A. WnuxHa6uesa, 2010).

B nocnenHee pecsatuieTie BO BceX pa3BUTHIX
CTpaHax MUpa OTMEYaeTCsl POCT PacHpoCcTpa-
HeHHocTt HM® cpenut moapocTkoB. DTO CBs-
3aHO C TIOBBINIEHUEM TICUXO3MOIMOHATBHOM
Harpy3Kd Ha He TOJHOCTBIO Cc(HOPMUPOBAB-
HIMICST OPTAaHM3M, BIMSHUEM Pa3HOOOPa3HbIX
TEXHOT€HHBIX (haKTOPOB, HEPalMOHATbHBIM
MUTaHUEM, HECOOII0ICHUEM 3I0POBOT0 00pasa
KM3HU U Ap. Hopmanuzaiys MeHCTpyasbHO
(byHKIIMM y 3TOi Kateropuu OGOJNBHBIX TTO3BO-
JISIET CHU3UTDb Y HUX PUCK BO3HUKHOBEHUS Ha-
PYLIEHWIA PENMPOIYKTUBHOTO 3I0POBBSI.

Ha ocHoBaHuM pe3ynbraTtoB 00C/IEI0BAHUS
2900 neBouek B Bo3pacte 7-17 JieT ycTaHOBIE-
HO, 4TO y 2% neBOYeK IMepBble MEHCTPYAIMH
(MeHapxe) mosSBUINCH yxe B 9-10 jet, y
octanbHbIX — B 11-14,5 roma. CeromHs cpen-
HUI BO3pacT HACTYTJIEHUSI MEHApXe B KPYITHBIX
ropoxax cocrapisieT 12 jer 6 mec, B cemax —
13 net 1 mec. Y 61% comaTnyecKu 3M0POBBIX
JIEBOYEK PETYJISIPHBIA MEHCTPYaJTbHBINA IIMKI
YCTaHABIMBAETCS Cpasy Xe IMocjie HaCTyIIe-
HUs MeHapxe, y 93% MeHcTpyaly mpruoope-
TaOT MPABWIBbHYIO IIMKJIMYHOCTh K KOHILY Tep-
BOTO rojia. B TeueHue nepBoro roma rnocie mno-
SIBJICHUSI MEHCTPYalluii HapylIeHWs] WX LUK-
JIMYHOCTH M/WJTH TTPOJOJIKUTEIBHOCTH PETUCT-
pupytotcst v 15,4% XUTEIbHUII TOPOIOB, UTO
B/IBOE TIPEBBINIAET COOTBETCTBYIOLIMI MOKa3a-
tesb B 1978-1979 ropax (C.O. Jleseneup i
criBaBT., 1979). ¥ neBouek, npoxuBaroumx B
CeJbCKON MECTHOCTH, 3T TATOJNOTHUS BBISIBIISI-
eTCsl JOCTOBEPHO PeXe, OMHAKO TEeMITbl YBEIU-
YEeHMsI ee PacIpOCTPAHEHHOCTH BBIIIE, YeM B
ropojax (puc.).
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Puc. Yacrora HapyLueHuit MeHCTpyanbHol GpyHKLMM
Y XHUTENbHUL, FTOPOACKON U CENbCKOI MECTHOCTH

YacTtoTa paccTpoiCTB MEHCTpyaJbHOM
(yHKIIMM y XUTENTBHUIL OOJIBIINX TOPOIOB 3a-
BUCUT OT paiioHa uX MpoxuBaHus. B mecrax
BBICOKOTO TEXHOT€HHOTO 3arpsi3HEHUs] OKpY-
Kalollel cpeabl HapylIeHUS UUKJIUYHOCTU
W/WIW [UTATETbHOCTA MEHCTpYaluii TuarHoc-
TUPYIOT IPUMEPHO B MOJITOPA pa3a yalie, YeM y
MX CBEPCTHHULI, MPOKMBAIOIIMX B O0JIee 3KOJIO-
TMYECKU YUCTBIX paiioHax.

Oco0oro BHUMaHHS 3aCIyXXKMBaeT TOT (HaKT,
yTo 3a nocienHue 30 JeT pacnpocTpaHEHHOCTh
BTOpUYHOI ameHopeu (BA) m mybGepraTHBIX
MaTo4HBIX KpoBoTeueHuit ([IMK) cpenu neBo-
YeK BbIPOCTIa MOYTH B TPU pasa, a OJIUTOMEHO-
pen (OM) — Gonee ueM B ronTopa pasa. B cBs-
34 C 3TUM TEPBOOYEPEIHON 3amaueii crelnma-
JINCTOB, OKAa3bIBAIOIIMX MEIUIMHCKYIO MMO0-
MOIIb MOAPOCTKAM, SIBJsIETCS MpoduIakTUKa
HapylleHui (GYHKIMI OJOBOM CUCTEMBI, UTO
HEBO3MOXHO 0€3 YeTKOro MpEeACTaBIEHUS O
TOM, Kakue (hakTopbl MOTYT BBI3bIBATh pac-
CTPOICTBA MEHCTPYaIbHOM (DYHKIIMU B ITEPUOJT
ee craHopeHus. Kommieke npoduiakruyec-
KUX MEPOTIPUSITUI CPeu IeBOYEK MpeaycMaT-
pUBAeT Tpexie Bcero opMUpoOBaHUE TPYIITIBI
BBICOKOTO PKMCKA 10 BOSHUKHOBEHMIO HApYIIIe-
HMIA MEHCTPYaJIbHOU (DYHKIIUN.

ZKeHckas mosoBasi cuctremMa MMeeT HECKOJIb-
KO CTYNEHE 3aluThl OT BO3ACKCTBUS Hera-
TUBHBIX 3K30- M JHAOTeHHBIX (hakTopoB. Oj-
HAKO OHA BeChbMa ysI3BUMa Ha PaHHUX CTaausIX
CBOET0 Pa3BUTHSI, K KOTOPBIM OTHOCSITCS TIEpU-
HaTaJIbHBIN MIEPUOJ, PaHHUII TTybepTaT (0T Ha-
yana (HopMUpOBaHUS BTOPUYHBIX TOJOBBIX
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TIPU3HAKOB JI0 TIOSIBJIEHUsI TTePBOM MEHCTpya-
LIMM) ¥ B TIEPBBIi rof ociie MeHapxe. [locres-
CTBUSI OOJIBIIMHCTBA HETaTMBHBIX (haKTOPOB
HecTelM(MUIHBI, UMEIOT MHOTO OIMHAKOBBIX
YepT U KIMHUYECKM MOTYT MPOSIBIISATHCS Uepes
HECKOJIbKO JIeT Tocle MX Bo3meucTBus. [Ipu
9TOM XapakTep U TsKecTb MOpbhodyHKIIMO-
HaJbHBIX HApyUIEHUN 3aBUCAT OT CTEMEHU
3pEJIOCTH  TTOJIOBOI  CUCTEMbI, MCXOJHOTO
(DyHKIIMOHATLHOTO COCTOSTHUST LIEHTPOB pEry-
JIIUUy (TMnoTajnaMyc, TUNogu3) U SIMYHUKOB,
TPOIOJIKUTEIBHOCTU JIEHCTBUSI TTOBPEXKIat0-
mero akropa.

®akropsl prcka HM® ycioBHO aensTcest Ha
colLlMaJIbHbIE U MeInKo-0uonornueckue. K co-
IMaJTbHBIM (haKTOpaM, CIIOCOOHBIM BBI3BIBATh
paccTpoicTBa MEHCTPYaIbHOM (PYHKIIMM B TI€-
PMO/I €€ CTAHOBJIEHHSI OTHOCSTCS:

— TEXHOTEHHOE 3arpsi3HeHUe OKpYKalollei
Cpelbl;

— BOCITUTaHUE JEBOYKU B CEMbE COLIMANIb-
HOTO pUCKa WK 0e3 yJacTHsl poiuTesieit;

— TMOBBIIIEHHbIE (U3nUecKkue (CIOpPTUB-
HbIE) HAarpy3KH;

— OCTPBIi M XPOHUYECKUIA TCUXOIMOINO-
HaJIbHBII CTpecc.

[Tpu comocTaBieHUN YacTOTHI HapYIIEHUI
MEHCTpyalbHOI QYHKIINY y IeBOYEK U3 OJ1aro-
MOJIyYHBIX CeMEH WMJIM CeMel COLMAIbHOTO
pucKa (HEMoJHbIE CEMbHU, AECTPYKTUBHbBIE IO
OTHOILIEHUIO K PEOEHKY CeMbH, TOM YHUCTIE CO-
LIMaJIbHbIE CUPOTBI) OBUIO YCTAHOBJIEHO, YTO B
CeMbSIX COLMAIbHOTO PMCKA 3TH HapyLIeHHUs
OTMeyYaloTcs B rosTopa pasa yaite (p<0,05).

O0cienoBaHne BOCITUTAHHUIIL IIIKOJI-MHTEP-
HATOB ISl CUPOT M JEeTeil, JUIIEHHBIX POIM-
TEIbCKOM OTEeKHW, T0Ka3ajo, 4TO IOJOBOE
CO3peBaHMe Y HUX HauWMHaeTcs Ha 2-3 rona
MMo3:Xe, YeM Yy JIeBOUEK, BOCITUTHIBAIOIIMXCS B
ONITUMAJIBHBIX MaKpOCOLMATBHBIX YCIOBHUSIX,
npumepHo B 13,5 rona, 3aMeasieTcs: U CTaHOB-
JieHne ux MKanyHoctu. Cpasy e mocie mo-
SIBJIEHUSI MEHapXe peryJisapHblii MEHCTpyasb-
HBIA 1IMKJI ycTaHaBiauBaeTcs ouib y 30-35%
BOCIIUTAHHUIL IIKOJ-UHTepHaToB. HM® Ha
MPOTSIKEHUU 0oJiee roja Tocie TOSBICHUS
MEHCTpYalK TUarHOCTUPYIOTCS Y HUX B TIOJI-
TOpa pas3a 4Jallle, YeM Y JIeBOYeK M3 OJarorno-
JIyYHBIX CEMEN.

[MpuBeneHHBIe (GaKkThl TaIOT OCHOBAHWE OT-
HECTH B TPYIIITY BBICOKOTO PUCKA MO BO3HUK-
HOBEHUIO PaCCTPOICTB MEHCTPYaIbHOU (PYHK-
LIMY IEBOYEK, BOCIIUTHIBAIOIIMXCS B HeOIaro-
MOJYYHBIX CEMbSIX WJIU 0€3 y4acTusl poauTe-
neii. B mocneaHue roibl HEraTMBHOE BAMSIHUE
HeOJIaroNMpUsITHBIX COLMAIbHO-TUTUEHNYeC-
KUX YCJIOBUIA Ha BOSHUKHOBEHHE PAaCCTPOICTB
MEHCTpYaJIbHON (DYHKLIMM TOATBEPXICHO U B
npyrux uccnenosanusx (M. Jlebenesa u co-
aBT., 2010).

Ecnu emie B cepenune 1970-x romos Bomnpoc
0 HETaTUBHOM BJIMSTHUY OOJIBIINX CITOPTUBHBIX
Harpy3ok Ha CTaHOBJIEHHE MEHCTPYaJlbHOI
(GbyHKIMM Y NeBOYEK BBI3BIBAT COMHEHUS, TO
yxke K Havany XXI cTojieTusi HakOIuIoCh Or-
POMHOE  4YMCIO  J0KAa3aTeJbCTB  ITOMY
(B.A. Bullen et al., 1985; A.R. Glass et al., 1987;
C.A. Jleeneu, 1990; B.K. fpocnaBckuii,
C.A. JleBenen, 1991; B.B. AGpamMoB 1 COaBT.,
1993; M. Frivelli et al., 1995; E.A. 3bipsiHOBa 1
coant., 2008). Iloka3aHo, 4TO 4yacToTa W Ts-
JKECTh PacCTPONCTB MEHCTPYaTbHOU (DYHKIINU
y IeBOYEK-CITOPTCMEHOK 3aBHCAT OT BO3pacTa,
C KOTOPOTO HAYMHAIOTCS PETYJISPHbIE TPEHU-
POBKU C OOJIBIIMMY Harpy3KaMu, ¥ BUIa CIIOp-
Ta. YeM paHblile IeBOYKA HAYMHAET MCITBITHI-
BaTh MOBbBIIIEHHbIE (U3NYECKUE HATrpy3KH,
TEeM BBIILIE TSKECTh HAPYIIEHUH DYHKIMK TMO-
JI0BO#A cuctembl. [Ipu cructeMaTnyecKux 3aHsi-
TUSIX CIOPTOM C OOJBIIMMU (DU3NUECKUMU
Harpyskamu B JBa pa3a yaile HaOJofaercs
MO3/IHEE MEHAapXe, MOSBISIOTCS HapyLIeHUsI

——

LIMKIMYHOCTY MEHCTPyallMii B OCHOBHOM T10
TUITY OJJUMTOMEHOPEW U BTOPUYHON aMEHOPEU.
B ropmoHanbHOM cTaTtyce OTMEYaeTcsi TMIo-
3CTPOTeHUS, OTHOCUTENIbHAS WM a0COJIOTHAs
runepanaporedus (C.A. Jleseneu, 1983;
B. ToBanenkoBa, 1993).

[1pu obcnenoBaHuy neBOYEK U3 CIELUATN-
3MPOBAHHON CITOPTUBHOI ILKOJbI-MHTEpHATA
ObLIO YCTAHOBJIEHO, YTO PAacCTpPOiCTBaA (hYHK-
1IMU KEHCKOIA TTOJIOBOI CUCTEMBI Y HUX PETUCT-
PUPYIOTCS B TPU pa3a yallle, YeM Y UX POBECHUIL
— yueHMI] 0011e00pa3oBaTeNbHBIX CPEIHUX
mkon. Kpome toro, oOHapyXeHO 4TO Ha 3TOT
1oKa3aTeJib BIUSIET He TOJbKO BO3PACT, C KOTO-
pPOTO HAaYaJIMCh PETYJSiPHbIE CIIOPTUBHBIE Tpe-
HUPOBKMU, HO 1 BUJI criopTa. YacTo HapyleHust
MEHCTPYaJIbHON (DYHKIIMM OTMEYAIUCH Y I€BO-
YeK, Y KOTOPBIX PEeryJsipHble CIIOPTUBHbIE Ha-
IPYy3KM HaYMHAJIKUCh C TpernydepTaTHOro Te-
puona (¢ 7-9 nert, 37,5%) Wi B TEpBbIA TOX
nocne meHapxe (30,8%).

K menuko-6unonornyeckum ¢axkropam puc-
Ka OTHOCSITCSI:

— OTSITOLLEHHAsI HACJIENCTBEHHOCTh B OTHO-
IIeHUY HapyIIeHW (YHKIINHU TI0JI0BOM CHUCTe-
Mbl HEBOCIIAJIUTEILHOTO TeHe3a 10 MaTepuHC-
KOV WJIM OTLOBCKOM JIMHUM;

— HE3peJIOCTb PENpPOAYKTUBHON CUCTEMBI
MaTepu BO BpeMsi 0epEMEHHOCTH;

— OTSTOLUEHHBbII MepUHaTaIbHBIA aHaAMHE3
(yrpo3a rpepbIBaHUsI 66PEMEHHOCTH, JUTUTEb-
HbIi (mo 20 Hex 1 OoJiee) paHHUM TeCTO3, OIle-
paTMBHOE POIOpa3pelieHKe, TMITOKCHS TUToa
U TUCTPECC-CUHAPOM HOBOPOXIEHHOT0);

— MpexeBpeMeHHoe, paHHee (1o 11 ner)
wim no3gHee (rmocie 14,5 roma) IOsIBICHME
TIEPBOT MEHCTpYAlIUH;

— neuImT Win n30bITOK MacChl Teja, 3Ha-
YyuTeabHas MOTEPs Macchl Tejla 3a KOPOTKOe
BpeMSi;

— COIYTCTBYIOIIAS XPOHUYECKAsT IKCTpare-
HUTaJIbHASL MATOJIOTUSI, OCOOEHHO MaTONOTHs
IHHC, sHOOKPUHHOM, NHIIEBAPUTEIBLHON U
MOYEBBIICTUTELHON CUCTEM;

— OlepaTUBHbIE BMEIIATEIbCTBA C aHeCTe-
3MO0JIOTHYECKUM COTIPOBOXAEHUEM (TOH3MII-
JISKTOMMUSI, aNMeHA3KTOMUS U 1Ip.) 10 HACTYI-
JICHWsSI MEHCTpyalluii ¥ B TIEpBBIA TOA MoCie
MeHapxe.

Cpenu neBouek-noapoctkos ¢ HM® otsro-
LEHHAasl HAC/IENCTBEHHOCTb MO HapyIIEHUSM
MEHCTPYaJIbHOM, peNpOAyKTUBHOM (DYHKIIU U
SHIO0KPUHO3aBUCUMBIM THHEKOJOTUYECKUM
3aboeBaHusIM y ponctBeHHMIl [-111 cTemnenu
POJICTBA OTMEYAETCS MPAKTUYECKU C OIMHAKO-
BOW 4aCTOTOM KaK 10 MAaTEPUHCKOM, TaK U IO
OTLIOBCKOU JIMHUY U B CPEJHEM BCTpeYaeTcs B
37% cnydaes. [1pu aTOM 3TOT TIOKa3ateb 60-
Jiee 4eM B 2 pa3a IpeBbIIaeT aHAIOTUYHEI 20-
neTHei naBHocTu. Henb3st NCKITIounTh, 4TO O/~
HOHM W3 MPUYUH YBEJIUYEHHUS] YACTOTHI OTSITO-
LIEHHOI HACJeICTBEHHOCTHU SIBJISIETCS COBEp-
LIEHCTBOBAHKE PEMPOAYKTUBHBIX TEXHOJIOTUIA.

OnucaHbl MHOTOYMCIIEHHbBIE CIyyau Hera-
TUBHOTO BJMSIHUS TO3JHEr0 HACTYIUICHUS
MEHCTpyaluii Ha (YHKIMOHMPOBAHME XEHC-
KO TIOJIOBOM CHCTEMbl U TSKENIOe TeYeHUE

Bpeml nosBJNIeHUN xpouuqecxux 3Kﬁpﬂr0HHTﬂanbIX
3060neBaHUi

C.A. JlleeHey

kiuMakrepudeckoro nepuona (H.M. Becenos,
K.P. ABetucosa, 1984; C.A. JleBeHell 1 COaBT.,
2004; E. Vytiska-Binstorfer et al., 1987;
H. Komura et al., 1992). B To xe Bpemst TaHHbIe
0 CBSI3M MEXIY PETPOMYKTUBHBIM 3I0POBbEM
KEHIIMH M TPeXIeBPEMEHHBIM WM PaHHUM
MeHapxe TPaKTUIeCKH OTCYTCTBYIOT.

PesynbTaThl cpaBHEHMS KIMHUKO-aHAMHEC-
TUUYECKHUX TIOKa3aTes el MeXy TpyIIaMu AeBY-
mek, y kotopbix HM® Bo3HukIM Ha (oHe
paHHero (g1o 11 jeT) ¥ CBOEBPEMEHHOIO Me-
Hapxe, MoKa3ajlu, YTo NP PaHHEM MEHapxe y
a0COJTIOTHOTO OOJIBIIMHCTBA IEBOYEK CPa3y Xe
BCJIE]T 3a TIEPBOM MEHCTpYyalleil ycTaHaBIMBa-
€TCsl peryjisipHblii MEHCTPYaJIbHbIi LMK, HO
yepes iBa roaa y 39,4% n3 HUX BO3HUKAIOT pac-
CTpoOiicTBa MEHCTPyaNbHON (DYHKIUKU, YTO B
3,5 pa3a npeBbIIIaeT aHATOTUYHBIH TTOKa3aTesb
V POBECHUI] CO CBOEBPEMEHHBIM MeHapXxe.
Pannee mosiBiieHue TepBOil MEHCTPYAIlK SIB-
nsieTcst pakTOpoM BBICOKOTO PHUCKA HE TOJBKO
Bo3HukHoBeHUs [TMK, OM u BA, Ho 1 Hava-
Ja GHopMUPOBaHUSI yXe B MyOEpTATHOM BO3-
pacTe TUITMYHOW U LIEHTpalbHON (GOpPM CHUH]I-
poMa MOJUKUCTO3HBIX sindyHUKOB (CITKA).
[Tpu 3TOM TOSIBIIEHUE TIEPBOI MEHCTPYALIUU 10
11 ner He OTHOCUTCS K Hambojee YacThIM
npusHakam Gopmupyiomierocs CITKS, Ha uto
VKa3bIBaeTCss BO MHOTHMX MCCJIEIOBAaHUSIX JTaH-
HOTO CUHIPOMA.

MHoroseTHUi KIMHUYECKUI OTbIT CBUE-
TEJBCTBYET O TOM, UTO Y HEKOTOPBIX JAEBYIIEK
amMeHopesl pa3BUBAETCSl NIPU HEe3HAUUTETbHOM
CHIDKEHUH Macchl Tena (Bcero 5-6 Kr), HO 3a
KOPOTKOE BpeMsi, 0COOEHHO B CiIyyasix, KOraa
OHO TIPOMCXOAUT Ha (hOHE BBICOKOTO TCHUXO-
3MOLIMOHAJIBHOTO HampsikeHust. B To e Bpemst
B HEKOTOPHIX CJIyyasix jJaxe 3HAUUTEIbHOE
CHUXEHUE MacChl TeJla He TIPUBOANT K BO3HUK-
HoBenuio OM wmm BA. Pa3Butue BA 3aBucur
OT CKOPOCTH CHYKEHUS Beca, MCXOTHON MacChl
Tena, YPOBHSI JIETITHUHA.

Kpome toro, HM® moryT Bo3HUKATh 1 U
M30BITOYHON Macce Tela, B TOM YHUCIe TpU
OXMPEeHUM 110001 cTerneHu. OTHaKO HECMOTPSI
Ha yBeJMYEeHUe PacrpoCTPAHEHHOCTH OXMpe-
HUS B Pa3BUTBHIX CTPAHAX MUPA, B TOM 4uCle U
Cpeau IeTeil U MOAPOCTKOB YKPauHbI, KIUHU-
YecKre OCOOEHHOCTM DPAcCTPOICTB MEHCTPY-
aJIbHOM (DYHKIIMU U MX MTATOTeHE3 MPU O0XHpe-
HUU Yy JIEBYIIEK-TIOAPOCTKOB B OTJIUYUE OT
SKEHIIWH PENpPOAYKTMBHOTO BO3pacTa, M3yde-
HBI KpaiiHe HeI0OCTaTOYHO.

Henpb3st 3a0b1BaTh 0 TOM, YTO ITOIOBAST CHCTE-
Ma TeCHO B3aMMOCBsI3aHa CO BCEMU CHUCTEMaMU
opranusMa. OTKJIOHEHUS OT BO3PACTHBIX (hU3HU-
OJIOTMYECKUX TTApaMEeTPOB JIESITEbHOCTH 00Jb-
IIMHCTBA JKCTPAreHUTATbHBIX CUCTEM MOTYT
BbI3BaTb M3MEHEHUS (DYHKLMOHUPOBAHUS I10O-
JI0BO# cucTeMbl. CyIIecTBYeT JOCTaTOYHO JOKa-
3aTeJIbCTB HEOJIATOMPUSATHOTO BIUSIHUS XPOHU-
YEeCKMX 9KCTpareHUTAIbHBIX 3a00JieBaHUI Ha
pa3BUTHE MEHCTPYaTbHOM (DYHKIIMU Y TE€BOYEK,

IIponoskenne Ha ctp. 28.

OcobeHHOCTH cTaHOBNEHMUS HYHKLMM NONOBOW
CUCTEMbDI

Mpeny6eprarHbiii nepuop (ot Hayana
(OPMMPOBAHUS BTOPHUYHBIX NONOBbIX MPUHAKOB A0
MX NOSIBNEHUs)

3aaepKKa NoNIOBOro PU3BMTUS, MHBEPTUPOBAHHbIN
ny6eprar, no3gHee meHapxe ¢ HM®

PaHHuii ny6epratHbIv nepuop (A0 nosieneHus
MEHCTpyaumii)

CBoeBpeMeHHOe MeHapXe UM ¢ He6oNbLLOH
3apepxkoii (Ha 1-2 ropa) 3ameanexue Temnos
CTaHOBNEHMs GpyHKuUMM nonosoi cuctembl HMD

Hannumne mencrpyanbHoit GyHKunm

BbipaxeHHble PaCCTPOIHCTBA PUTMUYHOCTH U
NPOAOMKUTENBHOCTU MeHCTpyaumii (OM, BA, NMMK)
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IIponomxkenue. Havano ua ctp. 26.

COITPOBOXIAIONIEECS] CJAOXHBIMU TATOTEHETH-
yecKkuMH HapymeHusMu (5.A. 3eeHenkas,
1987; E.B. Tomy6oBa,1991; I1.H. Kporusn,
AM. Kymxkos, 2000; JI.JI. Huxutuna, 2001).
¥ 50-95% monapocTkoB, 0OpAaTUBIIMXCS K AETC-
KOMY THHEKOJIOTY IO MOBOAY PacCTPOUCTB
MEHCTPYaTbHOU (DYHKIIMH, BBISIBISIIOT Pa3any-
HbIE COIYTCTBYIOIINE SKCTPareHUTaIbHbIEC 3a-
0oseBaHusI.

ITpu GONBIIMHCTBE XPOHUYECKUX U HEKOTO-
PBIX OCTPBIX COMAaTHUYECKUX 3a00JIeBaAHUSX
(byHKIIMSI TIOJIOBOM CUCTEMBI 3aBUCUT OT TOTO,
B KaKo MMepuoji pa3BUTUSI OpraHu3Ma OHU I10-
SIBUJINCH (Tal.).

O0606111eHNE CBEIECHUI, NMEIOLINXCS B OTe-
YECTBEHHO M 3apy0OeXHOI IuTeparype, a Tak-
XK€ pe3yJabTaThl COOCTBEHHBIX HaOIIOIEeHMI
MO3BOJIAIOT CHEaTh BBIBOJA O TOM, YTO KPUTH-
YECKMMHU MEPUOaMU, B KOTOPbIE T€ WU UHbIE
3BEHbsI XKEHCKOIl PErnpoAyKTUBHOM CUCTEMbI
Hau0oJiee YYBCTBUTENIbHBI K MOBPEXIAIOIINM
BJIMSIHUSIM, SIBJISIFOTCSI:

— NepuHAaTaIbHbIN MepuoI;

— 7-8 net, TO ecTb BO3pacT, Henocpen-
CTBEHHO  MPEIUIeCTBYIOUIMI  TMOSBACHUIO
BTOPUYHBIX IOJIOBHIX IIPU3HAKOB (TIpemyoep-
TaTHBIN TIEpUON);

— TMEpBbIi rof Moc/e MOsBJICHUST MEHAPXE;

— 14-16 ner, Koraa 3aKkperniseTcss oopaTHast
CBSI3b MEXIY SIMYHUKAMU W 1LIEHTPAJIbHBIMU
3BEHBSIMU PETYISAIMU UX HYHKIMU U (HopMHU-
pyeTcst OBYyX(a3HbIl OBYJISATOPHBIII MEHCTpY-
AJIbHBIA LIMKJL.

Jleuenne nesymiek ¢ HM® — cinoxHas u
BecbMa OTBETCTBEHHAsI 33/1a4a, YTO 00YCIOBJIEHO
(byHKIIMOHATIBHOM HE3PEeIOCThIO MOJIOBOM cHuC-
TeMbI 1 JJAOMJIbHOCTBIO OOPATHBIX CBSI3ei B CHC-
TeMe TUIOoTaTaMyc-TUnodu3-amaHnku. Mimen-
HO TI03TOMY B TIOIPOCTKOBOM BO3pacTe MperMy-
LIECTBO JIOJDKHO OTIABAaThCS HETOPMOHAIbHBIM
MeronaM JieueHus. K OCHOBHBIM MpUHLIMIAM
JiedeHust noapoctkoB ¢ HM® otHocsTes:

— paHHee HavaJo;

— cTporas MHAMBMIyaln3alusi HEropMo-
HaJIbHBIX KOMILIEKCOB;

— BTAIMHOCTb JICUCHHUS],

— CBOEBPEMEHHOE Hayajio FTOPMOHOTEpATTUM
C ONTUMAJIBLHBIM MTO00POM Tperapara;

— JlocTaToyHas UIMTEIbHOCTh peaduiinTa-
LIMOHHBIX MEPOITPUSATHIA.

Bri6op paniroHanbHOro MeToa JeUeHus ae-
BOYEK C HApYLIEHUSIMU MEHCTPYaIbHOM (HyHK-
LIMU — [JIaBHOE YCJIOBUE BOCCTAHOBJIEHUS Heii-
POTOPMOHAJILHOTO O0OECMeyeHus1 IesiTeIbHOC-
TU TIOJIOBOIl CUCTEMBl M €€ LIMKJIMYHOCTH B
KpaTyaiiie cpoku 0e3 HeraTMBHBIX TMOCJe-
CTBUIA IS IPYTUX CUCTEM OpPraHU3Ma, KOTOpbIe
MOTYT OBITh BbI3BaHbI NMPUEMOM TIPETapaToB.
Jlo HacTosIIero BPeMEHU METOIbl JIEUEHUS
MOJIPOCTKOB C HAPYIIEHUSIMU LIMKJIUYHOCTU U
TIPOJIOJKUTENIBHOCTA MEHCTPYaJbHBIX KPOBO-
TeYyeHWit pa3paboTaHbl HEAOCTATOYHO, OCBE-
LIEHBI JIMILb OTAEIbHbIE ACMEKThl Tepanuu, B
OCHOBHOM Kacalollliecsi FOpMOHOTEepanui.

Ha npoTsokeHMM MHOTMX JIET B OTAENECHUM
NIETCKO# M MoapocTKoBoi ruHekonoruu MHe-
TUTYTa OXPaHbI 3[I0POBbSI JETE U MOJAPOCTKOB
HAMH VYkpauHbl, moMuMO aHaIM3a MPUYUH,
HEraTMBHO BJIUSIIOLIMX Ha MOJIOBOE CO3PEBaHUE
y I€BOUEK, paCIIMPEHUs 3HAHUI OTHOCUTEJb-
HO MATOT€HETUYECKMUX MEXaHU3MOB 3THX Hapy-
LIeHUi, pa3pabaThIBalOTCS HOBbIE HETOPMO-
HaJIbHBIE METO/IbI JICYEHUS IEBOYEK C Hapylle-
HUSMU MEHCTPYaIbHOU (DYHKIINN.

Haubonee pacmpoctpaHeHHO# (Gopmoit
paccTpOMCTB MEHCTpPYyaJbHON (YHKIIUMU B
CTPYKTYpe T'MHEKOJOTUYECKUX 3a00JeBaHUI
MOJPOCTKOB, 00paIIAOIIMXCS 3a CleLUaTu31-
POBaHHOI MEIMLIMHCKOM MOMOIIbIO, SIBJISIFOT-
cs1 mybepTaTHbIe MaTOUHbIE KpoBoTeueHus. [To
KJIMHUYECKUM TpU3HAKAM OHU TIO/pa3/iesis-
I0TCS Ha UUKIMYEeCKHe W alMKINYecKue, o
CTeTIeHU 3CTPOTEHHOI HACHIIIEHHOCTU —
TUITO3CTPOTEHHBIE, TUTIEPACTPOTEHHbIE U HOP-
MO3CTPOTeHHbIE. MHOTOJIETHUIA OTIBIT HAaOI0-
nenus 3a nesoukamu ¢ [IMK mozBonun Ham
MPE/IOKUTh HOBYIO KIMHUYECKYIO Ki1accudu-
KallMi0 3TOW MaToJIOTMM — BIEPBbIE BO3HUK-
1ve, peuaIuBUPYOLIe U PEMUTUPYIOLIKE.

B knuHMueckoit npakTrKe Bpauyeil HepemaKo
BCTPEYAIOTCS MALMEHTKH, Y KOTOPbIX Oosee
WIW  MeHee TMPOJOKUTENbHbIE TEePUOIbI
OOMJIBHBIX WM CKYIHBIX KPOBSIHUCTBIX BblIe-
JIEHUI YepeayloTcst ¢ KopoTkumu (oT 2 1o 6
JTHEit) TPOMEeXyTKaMU OTCYTCTBUS KPOBOTEYE-
Husl. Takoe cOCTOsIHME Mbl Ha3BaJlu PEMUTTU-
pytoumu [IMK. Dra rpymnma 60bHBIX 3aCiy-
JKUBAET 0COO0TO BHUMAHMSI, TaK KaK OHM MO3/1-
HO 00pallalTcs 32 MEAULIMHCKOM MOMOIIbIO,
HAJEesICh Ha TO, YTO «CYXOi» MEPUOJ SIBJISIETCS
MPU3HAKOM  OCTAHOBKM  KPOBOTEUEHWUS.
Cremyer moauepkHyTh, uto 41,2% neBouex ¢
pemutupyomuM tunoMm [IMK BocnuThIBaIoT-
Csl B CEMbSIX COIIMATIbHOTO PUCKa.

3a mocneqHue 5 eT u3 685 AeBouek, Mmomy-
YaloIIMX JIeYEHHUE B HaIlleM OTIEJIEHUU 1O IMO-
Bony IIMK, 44,9% nocTymuiu ¢ BriepBbie BO3-
HUKIIMM KpoBoTeueHueM, y 41,2% nuarHocTu-
poBaH peuuans 3abojaeBaHus Uy 13,9% — ero
PEMUTTUPYIOIINI XapakTep. BriepBbie BO3HUK-
1I1Me KPOBOTEUYEHHUST OOBIYHO pa3BUBAIOTCS ye-
pe3 1-2 roma mocje TOSBIEHUS TEPBOM
MEHCTpyallud B OTJIMYKE OT PEMUTTUPYIOIINX
TIMK, xoTopble He0I0THPYIOT ITOCIe MEHapXe.
[Ipu nosiBNeHUM MEPBOTo 2IM30/]a KPOBOTEUE-
HMS yepe3 3-4 roga mocyie MeHapxe OHM, Kak
MPaBUJIO, HOCAT PELUAMBUPYIOIIMI XapaKTep
Y HepeIKO PeLIMAMBUPYIOT B PEMPOAYKTUBHOM
Bo3pacre. [IpuMeHeHMe XPOHOOMOJOrnYecKo-
ro MOJXO0Ma TO3BOJIMIIO YCTAHOBUTH, UTO TP
peuunusupyomux [IMK nepBblit anu3on Kpo-
BOTEUECHMSI Yallle BCETO OTMeYaeTcsl B jekabpe
u (eBpasie, y oCTabHbIX OOJbHBIX YaCTOTA BO3-
HUKHOBEHMSI IEPBBIX KPOBOTEUEHUIA OIMHAKO-
Ba Ha MPOTSKEHUU BCETO TO/Ia 3a UCKITIOUeHM -
eM Mo 1 gekaops, korma aedror [IMK Hao-
monaercst penko (y 2-5,5% 6omnbHbIX). To ecTb,
B 3aBUCUMOCTH OT BPEMEHHU TIOSIBJIEHUS TTEPBO-
r'0 KPOBOTEUEHHSI MOKHO MIPOTHO3MPOBATh €TI0
PEUMAMBUPYIOLIUI XapaKTep.

V 64,3% nesouek nebiot IMK oTMeuaeTcs B
TMIepPBBIi O/l Pa3BUTHS MEHCTPYallUii, KOT/Ia OT-
CYTCTBYET CKOOPJIMHHUPOBAHHOCTb MEXIY
LEHTPAJIbHBIMU U TIEPUGEPUUSCKUMU 3BEHbSI-
MU PEryJsiiinu, 00ecreynBaloMMI HOpMasTb-
HBIi MEHCTPYaAJIbHBIN UK.

[Tout y moyioBUHBI OOJILHBIX C BIIEPBbIC
BO3HUKIIMMHU KPOBOTEUEHUSIMU M UX PELIMIM-
Bamu 10 nossreHus [IMK meHcTpyanbHBIIT
LIMKJI HOCUT PeTyJsipHBIiA XapakTep, Mpu peMu-
TTUPYIOLIEM TeUeHUU 3a00JIeBaHUS UX KOJIMYe-
CTBO JIOCTOBEPHO CHumXaetcs 1m0 18%. Y kax-
JIO TSITOM NEBOYKM MEPBOMY KPOBOTEUEHUIO
npeaniectByior HM® no tuny OM, BA nu6o
MoJIu-, TUTIep-, MpoiiloMeHopeu. B otmune ot
TMAHHBIX 15-J7€THEl JaBHOCTH, KOTa B IIOAPO-
CTKOBOM BO3pacTe Mpeodiafaiu auukinyec-
KUEe MaTOYHble KPOBOTEUECHUS, IJISI COBpe-
MEHHBIX TOIPOCTKOB 0oJjiee XapaKTepHbl Me-
HOpparuu.

DxocoHorpauueckass KapTMHa OpPraHoOB
Majioro Taza y nompoctkoB ¢ IIMK nmeer xa-
pakTepHble OCOOEHHOCTH. Y OOJBIIMHCTBA U3
HUX DPETMCTPUPYETCS YBEJIMUYEHUE pPa3MepoB
Mmatku. [Ipu onpeneseHUn 3XOCTPYKTYPbl 3H-
JIOMETPHUSI BBISIBJISIIOT HAJIM4YMe BHYTPUMATOY-
Horo M-3xo, mpesbiiawolero 10 mm, 6Gosee
YeM Y TPETH TAlMeHTOK, KOTOPbIii He 3aBUCUT
OT UIMTEJIBHOCTM KPOBOTEUEHHUS W Tiepuoja
BO3HUKHOBEHUST KPOBOTEUEHUST — B CPOK OKM-
JTAEMOI MEHCTPYyaIlU WU TTOCTIE €€ 3a/IePXKKHU.
[Ipaktnuecku y Bcex O6ombHBIX ¢ [IMK muar-
HOCTUpYETCSl YBEJIMUYeHUE Pa3MEpOB SIMUHU-
KOB. B oTiMuue oT 310pOBBIX MOAPOCTKOB, Y
KOTOPBIX JOMMHAHTHBINA (DOJUIMKYJ JUaMeT-
pom 10-20 MM HabIOIAETCS TOJNIBKO B CepeI-
HE MEHCTPYaJIbHOTO 1IMKJIA, Y TPETH OOJBHBIX
IMMK Bu3yanusupyoTcs KpynHble (DOIHKYy-
JIbl, MTHOT/IA UX AnameTp gocturaet 30 MM u 60-
Jiee, YTO paclieHUBAETCsl KaK KHUCTa SUYHMKA.
Yaire Bcero aTo HaOMIOAAETCS TPU PEMUTTUPY-
IOIIMX KPOBOTEUEHUSIX U MTPEUMYIIECTBEHHO B
11-14 ner.

[Ipu omnpeneneHU rOpPMOHAIBHOTO CTaTyCca
y manueHTok ¢ [IMK ycraHoBneHo, 4TO ypoB-
HU TOHAJOTPOIHBIX TOPMOHOB MOTYT Haxo-
IUTBCS B Tpelesax BO3PACTHBIX HOPM, ObITh
MOBBIIEHHBIMU WM MOHWXEHHBIMU. OIHAKO
Hau0oJjiee YacTo BBISIBISIIOT JAMCTOHANOTPONH-
HeMuio (pa3HOHampaBJIeHHbIE W3MEHEHMSI

JIIOTEUHU3UPYIOIIET0 U (DOJUTMKYJIOCTUMYIIN -
pytoiiero ropmoHoB — JIT' u ®CT) u Hapyiue-
HUS CYTOYHOTO PUTMa MPOAYKIIMU TOHAI0TPO-
MUHOB, 0codeHHOo JIT.

Ecnu paHblie y a0comoTHOro 001bLIIMHCTBA
noapoctkoB [IMK BozHuKanu Ha (hoHe rurmo-
ACTPOTEHEMUM, a TUIIEPICTPOTEHEMUIO JMa-
THOCTHPOBAJIN JINIIb Y 9% MallMeHTOK ¢ BIep-
Bble BO3HUKIIMMU KPOBOTEUSHUSIMU, TIPU 3TOM
B 1,5 pa3a yaiile oHa perucTpupoBajiach y 60Jb-
HeIX ¢ peuummBamu [IMK, To B mocnemHee
BpeMsl 4MCJIO JEBOYEK C TUIEPICTPOTEHHOM
dopmoit TIMK ysemunnocs 10 36,3%. Bos-
MOXHO, 3TO CBSI3aHO C M3MEHEHMEM COCTaBa
MULIEBBIX MTPOLYKTOB, KOTOPBIA YAaCTO BKJIIOYA-
eT uroacTporeHsl. Kak BbISICHUIOCH, B ATO-
reHese [IMK BaxxHoe 3HaueHue MMeeT Hapy-
meHue mMetabonusMa sctporeHoB (B.A. JIbIH-
Huk, 2010). Oka3zanoch, YTO MHAEKC 3CTPUOI
(93)/sctpanuon (D2), KOTOpHIA sIBISETCS
KOCBEHHbBIM TIOKa3aTesIeM OLEeHKN MeTabo 13-
Ma 3CTPOTeHOB, Y a0COIIOTHOTO OOJIBIIMHCTBA
0OJILHBIX U3MEHEH T10 CPABHEHUIO CO 3/10POBBI-
mu cBepctHuaMu. C OOMHAKOBOM 4acTOTOM
Ha0JII01aeTCsl ero TIOBBILIEHNE U MTOHUXEHNE,
YTO YKa3blBaeT Ha HapylleHuWe Mmerabonu3Ma
3CTPOr€HOB.

Mpl yXe YOMMHAIU O TOM, 4TO (pusnvec-
KUI WIN TICUXOJOTUYECKUN CTpecc MOXKET
CTaTh IyCKOBBIM MexaHu3mMoM HM® B mybep-
TaTHOM Bo3pacTte. YacTo mposiBIeHHEM XpOHU-
3anuu 3Toro cocrossHus spisgercsa [IMK. Ipo-
naktud (ITPJI) kak ropMoOHa/ibHOE 3BEHO
CTpecC-pean3yIolleil CUCTEMbI BOBJIEKAETCS B
nporuecc reMocrtasa. UMeHHO y OOJIBbHBIX C 110~
BoiieHHBIM ypoBHeM I1PJI B xpoBu mpu Y3U
OpraHOB MaJlOro Ta3a yallle BCEro BhISBJSIOT
KUCTY SIMMHUKOB W TUTEPIIa31I0 SHAOMETPUS
(B.A. Ipinauk, 2010). [Tomumo BausHust ITPJ1
Ha CMHTE3 M0JIOBBIX CTEPOU/IOB B HAITPABIEHU U
aHJIPOTeHM3allM1, OOHAPYXEHO OMOCPEI0BaH-
HOE TMPOJAKTMHOM TIOBBIIIEHUE KOJUYECTBA
acTpuosia B actporeHHoM criektpe npu [ITMK,
TO ecTh noBbilieHUe YpoBHst [TPJI MoxeT ObITh
OJTHO¥ M3 MPUYUH HE TOJBKO BTOPUYHOI ame-
HOpEeU, YTO XOPOILIO U3BECTHO, HO M MATOUHBIX
KkpoBoTeueHuit. Kpome Toro, B maroreHese
TIMK ompeneneHHyo posib UTparOT M3MEHe-
HUS (PU3MOTIOTUYECKOTO COOTHOLIEHUS MPOC-
tarnanauHoB (1) E, u Fyo. Y 80% neBouexk ¢
PEMUTTUPYIOIIMMU KPOBOTEUEHUSIMU CHUXE-
HO copepxaHue B KpoBu npeccopHoro I1I' F,o
(B.A. IpaHMK, 2006).

E1e B 80-X rogax mpo1ioro ctosieTus B Ha-
[IeM MHCTUTYTe ObLIO MOKa3aHO, YTO BakKHOE
3HaYEHHUE B PETYJISALIMNA MEHCTPYaIbHOM (DyHK-
1y 1 B Bo3HuKHoBeHUU [IMK wurpaet cepoto-
uuH (B.I1. PomaeBa, 1980, E.U. Ilnexosa,
1987), 4rto TMOMYYMIIO TIOATBEPXKICHHUE B TO-
CJIETHUE TO/IBI.

Jleuenue nesymek ¢ [IMK Bxmowaer Tpu
JTamna:

[ aTanm — octaHOBKa KPOBOTEUEHUS, JIEUCHUE
COMYTCTBYIOLIEH 3KCTPareHUTAJIbHOW IaTo-
JIOTUU;

Il aTanm — npodunakTrKa peuraAMBOB KPOBO-
TEYEHHUS;

III sTam — BoccTaHOBIEHWE PUTMUYHOIO
nByx(a3HOro MeHCTpyaqbHOTO LMKIa. Tepa-
nus ipy [IMK B 0CHOBHOM MPOBOAMTCS] KOH-
cepBaTMBHBIMU MeTojamu. B ciywasix, korma
npody3Hoe JTUTETbHOE KPOBOTEUEHHUE YIrpo-
3KaeT KU3HU 0OJbHOM, IPUMEHSIIOT OTlepaThB-
HBII MeToq (BRICKAOJMBaHNE TIOJOCTH MATKH).
B teuenue mocnennux 20 ieT y Bcex malieHTOK
¢ [IMK, oOpaTuBIIMXCSI B Hallle OTACJIEHUE,
reMocTa3a yaaBajloch JOCTUYb KOHCEpPBATUB-
HBIMU METOIAMHU TEPANnHu.

Jleuenue nesouek ¢ [IMK, y KOTOpbIx HET ab-
COJIIOTHBIX TMOKA3aHUIl K TPOBEIEHUIO TOPMO-
HaJIbHOTO TeMocTasa (mpody3HOe KpOBOTeue-
HMe, yrpoxKaloliee X13H1 001bHoi, aHeMust 111
cTeneHu, 3a00J1eBaHUsI KPOBU), B JIIOOOM BO3-
pacTe IOKHO HAYMHATHCS C WCIIOJb30BAHUS
HErOPMOHAJIBHBIX JIEKAPCTBEHHBIX CPEICTB —
KPOBOOCTaHABIMBAIOIIUX, YTEPOTOHUUYECKUX,
OOIIECTUMYIUPYIOLINX, JIETKUX CEJAaTUBHBIX U
TOJIMBUTAMUHHBIX TTpenaparoB (0a3ucHas Tepa-
nus). [1py Ha3HAYEHMM JIeUeHUs CIeayeT yuu-
TBHIBATh IPENINONATaeMyl0 MPUYUHY, UIUTENb-
HOCTb U TSDKECTh KPOBOTEUEHMUSI, CTETIEHb acTe-
HM3AlMK U aHEeMU3aLMu O0JIbHOI, YPOBEHD 110~
JIOBOTO co3peBaHus, faHHble Y3U opraHoB Ma-
JIOTO Ta3a, XapaKkTep COMYTCTBYIOIIEH 3KcTpare-
HUTAJILHOM TAaTOJIOTUU, TOPMOHAJTBHBIIA CTATYC.
TepaneBrryecknue MepoONpPUSITUST TOJKHbBI 0051~
3aTeJIbHO BKJIIOYaTh (DU3MYECKUil U TIcUX1dec-
KWl TTOKOM, IMOJHOLICHHOE IMUTaHUe, KOppeK-
LIMIO IEITeTbHOCTH IPYTUX CUCTEM OpraHU3Ma.

——

@

3nopoBs” YKpaiHu™

TToMOXUTENbHBINM TeMOCTATUIECKU (-
ek mpu HazHAYEHWM CUMITOMATHYECKHUX
MIPenapaToB CBs3aH C KOMILIEKCHBIM BIVSTHU-
€M Ha 0OoJIbIIIOe KOJMYECTBO MaTOreHeTHYecC-
KMX 3BEHbEB IMATOJOTMYECKOro mporuecca. M3
YTEPOTOHUUYECKUX CPEACTB Hambojee 1ieeco-
00pa3HO MCITOJIb30BaTh BHYTPUBEHHOE Kare/Ib-
HOe BBeICHUE OKCUTOLIMHA. Takoil myTh BBee-
HUs obecreuynBaeT yMEpeHHOE IMOCTYIJICHUE
rperapata B KpoBb, OoJbIyl0 3()dhekTuB-
HOCTb 3a CcUeT 0oJiee UTUTENILHOTO JEHCTBUSI.
JIns TOBBIIIEHUST TIPOYHOCTH KaNWLISIPOB,
HOPMAJTM3ALMU UX TPOHWIIAEMOCTH, YIIydIIe-
HUSI MUKPOLMPKYJISIINKA HAa3HAYAIOT dTaM3UJIaT
mo 0,25-0,5 r BHyTph uau 1o 0,25 T mapeHTe-
PaIbHO KaxIble 6 4 10 OCTAHOBKM KPOBOTEYE-
Hust, 10% pacTBOp ITIOKOHATA KaJIbIKs BHYTPb
uu 7-10 ma BHyTpuBeHHO (Ne 10).

Hnst cHxeHUs] (UOPUMHONUTUYECKON aK-
TUBHOCTM KPOBH, TIOBBIIIEHUE KOTOPOil Hab-
JIIofaeTcsl y OOJIbIIMHCTBA ManueHToK ¢ [IMK,
MPUMEHSIOT UHTUOUTOpPH (DUOpUHOIU3A —
SMCUIOH-aMUHOKAIIPOHOBYIO WMJIM TpaHeKca-
MOBYI0 KUCIIOTY. [TepBoe M3 3THX CPENCTB Ha3-
HavaroT 1o 1,0 T Ha 10 KT Macchl Tena B CyTKH,
pasnenuB 103y Ha 4-6 MpueMOB WJIM BHYTPH-
BeHHO KarneabHo 5% pactop 50,0-100,0 Mt co
ckopocTbio 40-60 kamenb B MUHYTY. Dddek-
TUBHBIM SIBJISIETCSl TIPUMEHEHUe JieueOHOo
cMecH, KOTopasi BBOIMTCS BHYTPUBEHHO U CO-
crout u3 500 mxt 5% pactBopa rmoko3sl, 5 EJT
okcuTolMHa 1 1-5 M1 5% pacTtBopa ackopOu-
HOBO# KucjaoThl. KareabHUIbl TOTOBSITCS
ex tempore, CMECh BBOJISIT CO CKOPOCThIO 25-30
KareJib B MUHYTY.

JI1sT KOppeKIMM HEeHTPATBHBIX MEXaHU3MOB
PETYJISILIMY MEHCTPYaTbHOM (DYHKITMK Ha3HaYa-
10T Tperapar aHTUCEPOTOHMHOBOTO AECTBUS
LIMIIpOrenTaarH 1o 4 Mr 3 pa3a B CyTKH 10 OCTa-
HOBKHM KpOBOTeUeHuUs. B mocneaHue aecsatuie-
Tus1 ObLIO A0KazaHo, yTo npu [IMK ycunusaer-
cs1 GUOPUHOMN3 B 3HIOMETPUM, HapyLIaeTcst
OajlaHC MPOCTAIIaHIMHOB, PETUCTPUPYIOTCS 13-
MEHEHUS TIPOLIECCOB MEPEKUCHOTO OKUCIICHUS
unuaoB (ITOJT). YuureiBast 3tu hakThl, MaToO-
TeHeTMYeCKM OOOCHOBAHHBIM SIBJISIETCS Jieue-
Hue 60bpHBIX ¢ [IMK MedeHaMUHOBOI KUCITO-
TOI, KOTOpast HETIOCPEICTBEHHO BJIMSIET Ha TIPO-
uecchl [10J1, perymupyer cuntes I1I [Ipemapat
Ha3HayaloT rmocJe enbl 1mo 0,5 r 4 pa3a B CyTKu 10
MOJIHOTO TemocTasa. BxioueHue B GazucHyIO
Tepanuio UMporenTaanHa U MeeHaMUHOBOI
KMCJIOTHI (JTydllle B Karcyaax) B yKa3aHHBIX J10-
3ax TOBbIIIAeT 3(PPEKTUBHOCT HETOPMOHAITb-
Horo sieueHus ¢ 61,0 no 71,6%. MebenamuHo-
Basi KUCJIOTA XOPOLIO MEPEHOCUTCS, OHAKO HE
peKoMeH/IyeTcsl OOJIbHBIM, KOTOpPbIE CTPaaioT
SI3BEHHOI 0OJIE3HDIO KeJTyIKa U IBEHAALIATH -
MIEPCTHOM KUIIKY, TUETOHEDPUTOM 1 IPYTHUMHI
3200J1EBAaHUSIMU TTOYEK.

B neyenun [IMK mumpoko ucronb3yoTcs
HACTOM WJIM OTBapbl JIEKAPCTBEHHBIX pacTe-
HMI: KpaIuBbl, BOASHOTO IepLa, MacTyIIbei
CYMKM, KaquHbI 1 1p. Kpome Toro, mokazaHbl
(busnotepaneBTHUECK1E METOMBI JICUESHUS, Ta-
KHMe Kak 3J1eKTpodope3 ¢ MOMOIIbI0 HUKOTH-
HOBOW KMCJIOTbI, CEPHOKMCIIOTO MarHusi Ha 00-
JIACTh BEPXHUX HIEHHBIX CUMIIATUYHBIX TaHT-
JmeB, 3J1eKTpocoH. KommvectBo mpoienyp
cocrasiset 10-15 Ha Kypc.

DbDEeKTUBHOCT HETOPMOHAIBHBIX METO-
TIOB JIEYEHUsI 3aBUCUT OT MHOTHMX (haKTOPOB.
Tak, ipu BOBHUKHOBEHUW HApYyLIEHUH B TIep-
BBII TON TOCJIE MEHapXe IeMocTa3 HeropMo-
HaJlbHBIMUM CpEICTBAMM JdOCTUTaeTcst y 2/3
6onbHbIX. [Tpy HapylIEeHUSIX 1IMKIA, KOTOPbIE
BO3HMKAIOT Yepe3 2 roma u Oosee mocie Mme-
Hapxe, Takas Tepanus 3(QQeKTBHA JUIIb B
MOJIOBUHE CIIyyaeB, a MIpU PELUANBUPYIOIIEM
TeuyeHUU 3a00JieBaHUs OHA Maod(heKTUBHA
(35,3%). DbdHeKTUBHOCTD HETOPMOHAIBHOIM
Tepanuy 3aBUCUT TakkKe OT UIUTEIbHOCTH
KpOBOTEYEHUSI Ha MOMEHT Hayaja JieueHUs.
YeMm mozxe OT Havyaja KpOBOTEUSHMs Mallne-
HTKa o0OpalraeTcsl 3a MOMOIIbIO, TeM MeHee
93¢ heKTUBHO TPUMEHEHME HEropMOHaIbHBIX
cpencTB. biaronpusTHBIM MPOTHOCTUYECKUM
rokaszaTtejieM B OTHOLIEHUU Pe3yJIbTaToB He-
TOPMOHAJIBHOI Teparuu SIBISICTCS] OTCYTCTBUE
HapylIeHWi MEHCTPYaJIbHOTO LIMKJA 0 BO3-
HukHoBeHus: [IMK. Hanuuue runep-, noju-
WM TPOHIOMEHOpEN B aHaMHe3¢e YXY/IIaeT pe-
3yJbTaThl HETOpPMOHAIbHOTO JevyeHus. [lpu
HOPMAJIHOM TOJJOBOM Pa3BUTUU JOCTHYb Te-
MOCTa3a HETOPMOHATBHBIMU CPEICTBAMU Y/Ia-
eTCsl y OONBIIMHCTBA OOJIbHBIX, IIPU OTCTaBa-
HUU B ITOJIOBOM Pa3BUTHUU — TOJIBKO Y TTOJOBU-
Hbl mauMeHtok. Hamuuue mpu Y3U opraHos
MaJoro Tasa BHYTpUMaToO4HOTo M-3X0 Oosee

TemaTn4Huin Homep © Jliotuin 2012 p.



ZU_2012_pediatr_1.gxd

21.02.2012 21:36

www.health-ua.com

10 MM, KHCT, OOJBIIMX IEPCUCTUPYIOIINX
(omMKynoB B AIMYHUKAX SBJISETCS HeOIarom-
PUATHBIM (PAaKTOPOM B OTHOIIEHMM 3(PdeK-
TUBHOCTM HETOPMOHAJBbHOTO JedeHus. [Ipu
TMIOIIa3uM MaTKu 3¢ dEKTUBHOCTb HErop-
MOHAJTBHBIX MPENapaToB, HAMPOTHB, MOBbIIIA-
ercsl.

Ha npuBepXxeHHOCTh OpraHu3Ma HeropMo-
HanbHOU Tepanuu [IMK Biuser ypoBeHb Tnd-
HOCTHOW TPEBOXHOCTH. Y OOJIbHBIX C BBICOKUM
YPOBHEM TPEBOXHOCTU CHUMIITOMATUYECKast
Tepanus Mano3d(eKTuBHa.

[Touru y monouns! geBouek [IMK ocmox-
HEHBI XeJ1e301e(UIMTHON aHeMueil, B CBSI3U C
YeM OHU HYXJIAIOTCS B JISUSHNUH TIperapataMu
xkenesa. Tepanus xene3oneUIIMTHON aHEMUN
MpeaycMaTpyUBaeT TPU ATara:

— OCTaHOBKa IMOCIEIYIOIIETO MPOrpeccupo-
BaHUst aHeMuHu (2-3 Mec);

— BOCCTaHOBJIEHUE 3aIlacoB xene3a (Tepa-
MUsI HACBILIEHUST UITMTENBHOCThIO OT 3 110
6 mec);

— MPOTUBOPELIUINBHAS
mas) tepanus (1,5-2 mec).

Ha mepBom aTare MpuMeHSTIOT BBICOKUE J10-
3Bl IpemnapaToB kene3a (mo 240 Mr xenesa B
CYTKH), Ha BTOPOM M TPEThEM 3Tamax J03bl
cHikaioT (20-40 Mr xene3a B CyTKH). XOpOILIO
BCACBIBAETCS XeJe30 B BUie cyibdara, JaKkra-
Ta, pymapara; Kpome Toro, IpUMeHsIeTCs] KOM-
OMHMPOBaHHBIN Mpemnapar xee3a, MapraHiia u
Mmeau. [Tpenaparsl 11sl MapeHTepalbHOTO BBE-
JICHWsI Ha3HAYAIOT JIMIIb TIPU HAJTUYUM CTIeIIM-
AIbHBIX TMOKA3aHWil, Takas Teparus TpeOyer
00513aTeJIbHOTO OTpeeSICHUs YPOBHS ChIBOPO-
TOYHOTO XeJie3a B KPOBH, OOIIEH Kele30CBsI-
3bIBAIONIEN CIIOCOOHOCTU CBIBOPOTKHM, YPOBHS
HachIleHUsT TpaHceppuHa. [emoTpaHchy3ust
JIOJKHA TIPOBOAUTHCS TOJBKO MO KU3HEHHBIM
TTOKa3aHUSIM.

C uenbio npodunakTuku peuuausos IIMK
B MOCJEAYIONIMX TPEX MEHCTPYATbHBIX IUKJIAX
Ha3HAYalT MPOTUBOPELMANBHOE JICUCHUE C
WCTIOJIb30BAHUEM BUTAMUHOB, OOLICYKPEILIsi-
IOIIMX CPEJCTB, a TAKXKE OTBAPOB MJIM HACTOEB
KpOBOOCTaHaBIMBAOIIMX TpaB. Kpome Toro,
MOXHO TTPUMEHSATh Me(heHaAMIHOBYIO KUCIIOTY
VIV LIUTIPOTENITaAMH 3a 5-7 JHeil o Havaia
OXMIaeMO MEHCTPYAIlMM M BO Bpems ee, ro-
MeoTaThieckue 1 (UTOIpenapaThl.

ITpu ucnonb30BaHUM HETOPMOHATBHBIX Me-
TonoB y neBouek ¢ [IMK remocras momkeH
HACTYIUTL He TO3[Hee 4eM uepe3 7-8 maHeii
nocie Hayajia JedeHus. [Ipy oOMIBHOM Kpo-
BOTCUCHMHM, BBIPAXXCHHON aHEMUU Y OOJLHOM,
HEIOCTaTOUYHON 3(PHEKTUBHOCTH HETOPMO-
HaJIbHBIX U (U3MYECKUX METOJOB Teparuu
MPOBOJSAT TOPMOHAJIbHBII TeMOoCTa3 3CTpore-
HaMM, TecTareHaMW WJIM WX KOMOWHaIMew.
[MpotuBomOKa3aHUAMK TSI Ha3HAYEHUsI TOP-
MOHAJBHOM Teparuu sIBJISIIOTCS HapyIIeHUS
KOaryJmpyromei cucTeMbl KpoBU ¥ (DYHKITUM
TIeYeHU.

B mocremHue rojibl cornacHo peKoMeH It -
ssm BO3 B TeueHue nepBbix 2-3 JIeT Toclie Me-
Hapxe TMPEeUMYLIeCTBO OTAAETCsl TecTareHam,
KOTOpbIE CIMOCOOCTBYIOT HOPMAIM3ALIMU MTPO-
nykuuu [HPT, uto B cBOIO ouepeab HopMaausy-
eT (yHkuuio suyHUKOB. Kpome Toro, oHu
CIOCOOCTBYIOT TpaHCc(OpMAIMU CIU3UCTOM
000J109KM MaTKK 13 (Da3sl Mpoardepaluu, Ko-
Topast SIBISETCS CJIEACTBMEM MOHOTOHHOTO
NEWICTBUSI CTPOTEHOB, B CEKPETOPHYIO (hasy.

I[lpu neyenunm [IMK yame nmpumeHsoT
HOPATUCTEPOH U quaporectepoH. Hopartucre-
POH HazHayaoT 1o 5 Mr 1-2 pasa B CyTKM 10
OCTaHOBKM KPOBOTEUEHMUSI, 3aTEM IO 5 MT'/CyT
B TeueHue 10-20 qHeil B 3aBUCMOCTH OT WH-
TEHCUBHOCTM KPOBOTEYEHMSI M HAJIMUUS aHe-
Muu. [uaporecTepoH MPUMEHSIETCS TMepo-
paJIbHO, TIPU 3TOM OH 00J1agaeT BEICOKOI OM-
OIOCTYITHOCTBIO M CTaOWIbHBIMU (hapMako-
KWUHETHIeCKUMU TIoKa3aTeissmu. [Ipemapat
He MMeeT aHIPOTeHHOTO, aHaOOINIECKOTO 1
TpoMboreHHoro aeiicTBUs. C 1eIbI0 reMocTa-
3a OH Ha3HavaeTcs 1o 1 tadm. (10 Mr) aBaxkabI
B JieHb. [leBoYKaM ¢ rMIo- Win HOPMOICTPO-
reHHbiMU ¢dopmamu [IMK nunporecrepon
Ha3HAyaloT OJHOBPEMEHHO C TpaHCAepMalb-
HbIMM  3cTporeHamu. [1pomosKUTeIbHOCTD
JIeUeHUs] IMIPOTECTEPOHOM Takasi Xe, KaK U
HOPATUCTEPOHOM, HO €r0 TPEUMYILECTBO 3aK-
JIIOYAEeTCsl B OTCYTCTBUM aHIPOTEHOINOT00HO-
ro a¢dekra. Crenyer yIuThIBaTh, YTO TeCTa-
TeHbl He OKa3bIBAIOT OBICTPOTO TEeMOCTATH-
yeckoro addexra. B cBa3m ¢ atum mpu
OOMJIBHBIX KPOBOTEUCHUSIX M BBIPAXKEHHOM
aHEeMUM Ha3HayaTh Te€CTareHHBI TeMOCTa3
HelleJecoo0pasHo.

(momnepxuBao-
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J151s1 OCTAaHOBKM MaTOYHOTO KPOBOTEUEHUS B
JI000OM BO3pacTe HIMPOKO MPUMEHSIIOT CUHTE-
TUYECKHUE 3CTPOreH-MPOTreCTUHOBbIE Mpernapa-
Thl, KOTOPbIE OKa3bIBAIOT MHTMOMPYIOLIIEe BIIN-
SHME Ha TUMOTaIaMO-TMNOMU3APHYIO CUCTE-
MY, criennduIecKoe BIUSHUE HA SHIOMETPUI
(perpecc  mponudepaTUBHBEIX  IIPOILIECCOB
B 9HIOMETPUM), CIOCOOCTBYIOT aKTHMBALUU
arperaiy TpOMOOIIUTOB, UX aAre3Un B UHTU-
MY KanuuisipoB. [IppumeHeHre ropMOHATbHBIX
TpernapaToB C 1IeJIbI0 TeMocTa3a B 00JIbIINX 0~
3ax, HO B Te€YEHUE HETPOIOKUTEIbHOTO Bpe-
MEHU He MPUBOJUT K OcJoXHeHusiM. bonee
TOrO0, MOCje OTMEHBI Mpenapara (GyHKIMS Th-
MoTanaMo-runodu3apHoro Komiaekca BOC-
CTaHaBJIMBAETCS, YTO, B CBOKO OYepenb, obec-
MeYnBaeT HOPMAIM3ALMIO MEHCTPYalbHON
byHKUINHU.

Jnsa neyenust peBouek ¢ IIMK wucrnonb-
3YIOTCSI TOJIbKO MOHOGa3HbIE MpernapaThbl, Ha-
MPUMEDP JIEBOHOPTeCTPes/3TUHUIACTPATUOI
150/30 Mxr. B mepBble cyTKM mpernapaT Ha3Ha-
qaloT 1o 1 Tabi. Kaxmble 2-3 9 10 JOCTIDKEHUS
romeocrasa, Ho He Gosee 4-6 Tabu./CcyT ¢ 1O-
CJIEIYIOIIMM ME/UIEHHBIM CHUXEHUEM [03bl
npemnapata 10 1 ta6u./cyt. I1pu cHUXeHuu 10-
3bl MEHee 4eM Ha | TabJ1./CyT pe3Ko yBeJlnuu-
BaeTCsl PUCK BO3HMKHOBEHMS] KPOBOTEUEHUS
npopbiBa. OO6IIas1 MPOIOKUTEILHOCTD Kypca
TOpMOHOTeparuu cocTapisgeT oT 10 no 21 g
W 3aBUCUT OT OOIIETO COCTOSTHUSI OOJIbHOW U
coziepxaHus reMoriioorHa B Kposu. Kak mpa-
BUJIO, TIEPBBIN Kypc MPOBOAUTCS B TeueHue 21
JIHS, a JUIMTEJIbHOCTb TIOCJEIYIOUIMX KYPCOB
ompenenseTcsa MHIuBUAyanbHo. Yepes 2-4 mHs
1ocjie OTMEHBI ITpernapara HacTyrnaeT MEHCTpy-
ajibHONoM00Has peakuus. Jlajee, ¢ Lenblo pe-
TYJSIIMM MEHCTPYaIbHOM (YHKIIMU Ha3Haya-
I0T TOPMOHOTEpanuio B TeueHue 2-4 mec. Jle-
YeHHE MPOBOAUTCS MO OOBIYHOM KOHTpallem-
TUBHOM cXeMe C 5-ro 1o 25-if JeHb LMKIA.
IMpeumyliecTBO MU 3TOM OTAACTCS HU3KOJO-
3UPOBaHHBIM TMpernapataM. [Ipu TosIBIeHUU
CKY/IHBIX KPOBSIHUCTBIX BbIIeNIeHUI Ha (oHe
Tepanuu (TaK Ha3bIBAEMOTO KPOBSHOTO TPO-
pbIBa) J03a TperapaTa yaBauBaercs. Ecnu
KPOBSIHUCTBIE BBIIEACHUS TTOSIBIISIIOTCS 331071~
T0 10 OKOHYaHMs Kypca jedenus (¢ 10-15-ro
JTHS 1IMKJIA), TO B CJIEMYIOIIEM LMK Ha3Hava-
0T Ipyroii mpenapar, ¢ 60j1ee BBICOKUM Cojiep-
>KaHMEM 3CTPOTeHHOro KoMmnoHeHTa. [1pu He-
OOMJIBHBIX MEHCTPYaJIbHOIIOJJOOHBIX PEAKIIMSX
KypChl TOPMOHOTEpANuU 1eJiecoo0pa3HO Ha-
3Ha4yaTh MO COKpalleHHOo# cxeme (¢ 15-Tro mo
25-ii 1eHb UUKIIa). DCTPOreH-IMPOreCTUHOBbIC
rpernapaTbl MOTYT Ha3HAYaThCsl OOJILHBIM MPU
MoObIX TatoreHeTnueckux BapuaHTtax [IMK,
OJTHAKO CJIEIyeT UMETb B BUIY, UTO Y OOJBbHBIX C
BBIPAXXEHHON TMIIO3CTPOreHUEN IIUTEIbHOE
MPUMEHEHME 3TUX MPEerapaToB MOXET MPUBEC-
TU K Pa3BUTHUIO CUHAPOMA TMIIEPTOPMOKEHHUS.
Taxum OOJBHBIM TOKa3aHa LUKJINYECKas rop-
MoHotepanusi. [lpu npoBeseHUM TOPMO-
HAJIbHOM Teparuu peKOMEHIYeTCsl Ha3HaYeHKe
JKEJTUETOHHBIX TPEenaparoB M TIenaTornpoTeK-
TOpPOB.

HabGmoneHue 3a 1eBoukamu, nepeHecmMu
TIMK, 10/XHO TIPOIOJIKATHCS B TEYEHUE MU-
HUMYM 6 MecslieB, TaK KaK Yy HUX B JaJbHel-
1IeM MOTYT BO3HMKHYTh PELUAMBLI 3a00JeBa-
HUS WIM Jpyrue BapUaHThl HapyIIEHU
MEHCTPYaJIbHOTO LIMKJIa (OJIMTOMEHOpes, BTO-
puyHas ameHopes). PaccTpoiictBa MeHCTpY-
IbHOM (DYHKLIMU B KATAMHE3€ IOHBIX MallMeH-
Tok, mepeHecunx [IMK, wvaie oTmevaiorcs
ocJjie HepalMOHAIbHOTO MTPUMEHEHUSI TOPMO-
HaJIbHBIX TIPENapaToB.

[Tocne neyeHHss MAaTOYHOTO KPOBOTEUYEHHSI
peryJsIpHbIf MEHCTPYaJIbHbI LUK TPU TPO-
BEIEHUM MPOTUBOPELIMANBHBIX MEPOTPUSTUIA
B TeUeHMeE 3 MecsIIIeB yCTaHOBUIICS Y 65% neBo-
yek. [IpM MCTOIB30BAHUM TOPMOHATBHBIX
TpernapaToB IS TOCTHKEHMSI TeMOCTa3a pery-
JISPHbIE MEHCTPYallMu B OTIAJICHHOM KaTaM-
He3e perucTpupoBaauch pexe — y 45,5-50%
MalMeHTOK. Y 9TUX AeBOYEK Yalle, 4eM Ha ¢o-
HE TIPUMEHEHMS] HErOpMOHAJIbHBIX METOJ0B
JleyeHust, Habmonamuck peuuausbl [IMK u
TMITOMEHCTPYAJIbHBIN CUHAPOM.

Taxum obpasom, npoduiakTrKa
paccTpoicTB (YHKLMU TOJIOBOM CUCTEMBI Y
noapoctkoB, nepeHecmunx [MIMK, nomxHa
MPOI0JIKaThCsl OoJiee UIMTEIbHOE BpeMs, a K
TOPMOHAJIBHOMY T€MOCTa3y HEOOXOIMMO TIpH-
OeraTh mpu OoJiee CepbE3HBIX HAPYLICHUSIX
HEeNPOropMOHAIbHON PETYISIUUN (PYHKIINU
0JI0BOM crcTeMbl. OMHAKO 3TOT aCMeKT Mpoo-
JIeMbl TpeOyeT OoJiee TIyOOKOro U3ydeHusl.
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[EPMUHD B NEQHATPHN
Gungpom Kpy3sona

Cunppom KpysoHa — Haubosnee 4acTo BCTPEUAIOLMIACS KPOHUOCUHOCTO3,
KOTOpbI/ OTHOCUTCSl K reHETUYECKUM HapywieHusm. CMHAPOM Bbi3bIBAET MyTALUS
reHa FGFR2, kaptuposaHHoro Ha xpomocome 10(q25-¢26). Cunppom KpysoHa
BniepBble onucaH ¢ppaHuysckum Heeponaronorom O. Crouzon B 1912 r. kak oauH
M3 MHO)XKECTBU KPAHUODALMANbHBIX AU30CTO30B, 06YCNOBAEHHbIX
NpeXXAeBpeMEeHHbIM CPaLLLEHUEM ABYX U 60nee YyepenHbiX LWBOB,

B MexnyHapoaHoil KiaccuduKauuu
6osne3Heir 10-ro mepecMoTpa CUHIPOM
Kpysona kogupyetcst B pyOpuke «YMCT-
BeHHas orctanocth» (F7x. + Q87.0).

B HekoTophix paboTax aBTOpPbI 00b-
eIUHSIOT cuHIpoM Kpy3oHa v cCUHApPOM
Amnepra, OZHAaKO 2TO HEOOOCHOBAHHO
KaK ¢ KJIMHUYECKON, TaK U C TEHETHUIeC-
KOIf TOUKM 3peHUs.

KnuHuyeckue mposiBlieHUs CUHIpOMa
Kpy3oHa MoryT 6bITh KpaiiHe Baprabeib-
HeIMH. [edopmanmsa KocTeil dYeperma
U JUIla ONpeaessieTcss TOJbKO ITOCTHa-
TaJbHO. OCHOBHBIE MPOSIBJIEHUSI MATOJIO-
TUU MOXHO pasjieJIuTh Ha HECKOJbKO
TPYIIIL: 9ETIOCTHO-TUIIEBbIC M3MCHEHUS,
HapyIIEHUSI CO CTOPOHBI ONIOPHO-IBUTA-
TEJbHOTO anmapara, KOXW W IeHTpasb-
HOW HEPBHOM CHUCTEMBI.

VY MmamueHTOB C BBIPAKEHHBIMM KJIH-
HUYECKUMU TPOSIBACHUSIMU BCAEACTBUE
KPaHUOCUHOCTO30B (OPMUPYETCS THU-
MMMYHOE IIHPOKOE «JIATYIIaYbe JIHUIIO»
U HOCOTYOHBIC CKJIAIKU, aHTUMOHTOJIO-
UIHBIA pa3pe3 IVIa3HBIX Ilejiei, IMTo3
BEpXHEro Beka, HOC B BUJE «KJIOBa IO-
myrasi», ClIMHKa HOCa YIUTOLIEHA, MOTYT
OTMEYAThCSI MCKPUBJICHUS HOCOBOU TIe-
pPeropoJKu, KOpoTKasi BepXHss ryoda, ot-
HOCHUTEJbHOE Ype3MEpHOEe pa3BUTHUE
HUXXHEH democTu (TIpWM HOPMAaJIbHBIX
pa3Mmepax GopMHUpyeTCcsS BBIpaXXeHHas
aHoMasus TpukKyca). BepxHss yemrocThb
umeet V-o6pasHyto ¢opmy. OTmeuaeTcs
0osplIass KYYHOCTb BEPXHUX 3y0OB
U OJIMTO- WJIW MaKpOIOHTHS, OOJbIINE
MEX3yOHbIe TTPOMEXKYTKU. YIIIHbIE paKo-
BUHBI YyacTo aecdopMupoBaHbl. JIoO BbI-
COKMII M IIMPOKUHN ¢ Oyrpamu uiaum 0e3
Hux. HamOpoBHBIC Tyru BBIPaKEHBI, OT-
MeyJaeTcsl yBEJMUYEHHOE CBEpX HOPMBI
pacCcTOsIHME MEXMY TJIa3HbIMU S10JJ0KaMU
(rumepTesopu3M), MeJKue OpOUTHI, KO-
POTKHE CKYJOBBIC IYTH U MEJIKHE CKYJIO-
BbIe KOCTH.

B mepBylo ouepenb CHHAPOM CBsI3aH
¢ nedopmanusIMu yepema, MPU ITOM
MpeXIeBPEeMEHHOE 3aKPBITHE KOPOHAp-
HBIX IIBOB NMPUBOAUT K HauboJiee yac-
TOl U3 HUX — Opaxuouedanuu. Iepen-
He3aHUI pa3Mep ueperia MeHbIIe, YeM
ero IrnomnepevyHblii auaMmeTp. bonabiioi
POIHUYOK OCTaeTCsI HE CPOCHIUMCS
U TMYJIbCUPYET B T€UEHUE IJIUTEIbHOIO
BpemeHu. Halmonaetcd ykopoueHue
nepeaHe YepenHoOM IMKU, TUIIOILIAa31sI
BEPXHEMN YEIIOCTU U BCEH CPpEAHEN 30HBI
Juua.

[Tpu peHTreHOIOTMYECKOM 00CTIeI0BA -
HUU 4Yeperra ONpPeNessioTCs YriayOacHMe
TypeLKOro ceijia, ryOoOKue TajblieBbie
BIABJICHUSI, CIJIaXEHHasl OCHOBHas
KOCTb, 0a3WISIpHBIN K103, CrIaKeHHbIE
WA OTCYTCTBYIOIINE COCIICBUIHBIC OTPO-
CTKHU, YMEHbIIIEHUE TMPaMUIbI BUCOYHOM
KOCTHU U BEPXHEUETIOCTHBIX Ma3yX, OMop-
HO-JIBUTATEJIbHOTO armapara; BO3MOXHO
O0HapyXeHME YMEpPEHHON axOHIpoIlIa-
31U MeTaKaphnalbHbIX KOCTEH U MajblieB,
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aria3uy U aHKUJI03a JJOKTEBOIO CyCTaBa;
MOXET HaOJI0aThCs CpallleHUe MIEeHHBIX
TMMO3BOHKOB, pacIIeIJIeHHe OCTHCTBIX
OTPOCTKOB, a TakKXXe KOPOTKHUU IT03BO-
HOYHBII CTOJIO C OTCYTCTBUEM (HU3UO-
JIOTUYECKUX U3TUOOB.

MoryT oTMeYaThCsI KOXKHBIC TIPOSBIIC-
HHUSA B BUae acanthosis nigricans B Tmof-
MBILIEYHBIX SIMKaX, yIaax pTa 4 Ha ryoax.

CHUXEeHUE WHTEeJJIEKTa MpOocexkuBa-
ercst B 12% cinyvaeB. Y 73% mnaiueHTOB
MWHIAJIUHB MO3KeYKa OIyIIEeHBI HIDKE
0OJBIIOTO 3aTHIIOYHOTO OTBEPCTHS;
u3 Hux 47% crpamaloT IPOTpeccCupylo-
meit ruapouedanueii. BoamMoxHo pa3Bu-
THE CUPUHTOMUEIINU.

Co CTOPOHBI IJ1a3 BO3MOXKHO PacXos-
1eecsl Kocoriasue, pexe HUCTArM, aHu-
30KOpHSI, CHHHE CKJICPHI, IIayKOMa, BhI-
BUX XpYyCTaJauKa, aTpodusl 3pUTEIHLHOTO
HepBa U, KakK CJIeJCTBME, cienoTa. Me-
KM€ TJa3HUIBI C 9K300pOUTU3MOM MOTYT
TIIPUBECTH K KOHBIOHKTUBUTY, KEPATUTY
WK JaXe BBIBUXY IJIa3HOTO SI0JI0Ka, Tpe-
OylollleMy HEMEIJIEHHOTO ONepaTUBHOIO
BMeEIIATEIbCTBRA.

CiryX CHVDXKEH M3-3a JIBYyCTOPOHHEI aT-
pe3UM WIM CTEHO3a CIYXOBOTO IPOX0/a,
M3MEHEHHBIX 0apabaHHBIX MEePEerOHOK U
CpEeIHero yxa.

PacmipoctpanenHocTh cuHIpOoMa Kpy-
30Ha, IO JaHHBIM Pa3HBIX aBTOPOB, MO-
JKeT pas3juyaTbCs: OAMH Ciydyail Ha 25-
60 ThIC. HOBOPOXAEHHBIX U Ha 1 MJIH Ha-
CeJIeHUsI, YTO COCTaBJIseT TPUOIU3U-
TebHO 4,8% OT BCcexX cliydaeB KPaHUOCH -
HocTO30B. CBbile 50% ciaydyaeB CUHIPO-
Ma HOCSIT ceMeifHbIi XapakTep. PacoBbie
¥ TIOJIOBBIC OTJUYNS HE BEISIBICHEL.

B HacTosmiee BpeMs B KadyecTBE OC-
HOBHBIX JMArHOCTUYECKMX METOIOB MC-
MOJB3YIOTCS KOMIMbIOTEPHAsE TOMOIpa-
(us, MarHUTHO-pe30HAHCHAsT TOMOTpa-
dbust, MoneKyIIpHO-TeHeTUIeCKass IHa-
THOCTHKA, B TOM 4YHUCJIe MpeHaTaJabHasl.

B mocraHoBKe nuarHo3a JOJIXKHBI MTPU-
HUMAaTh yYacTHE YepeITHO-TUIICBON XU-
pypr, meauaTp, KIMHUYCCKUI TEeHETHK,
HEUPOXUPYPT, OPTOAOHT, OTOPUHOJAPUH-
roJior, oTaabMOJIOT, HEBPOJIOT, TCUXOJIOT
U JIOTOTIE]I.

JleueHme, Kaxk MpaBUIO, XUPYypTAYEC-
KO€ ¥ TIPOBOAMUTCS B HECKOJIBKO 3TAIlOB.
Ha nepsom ararne (y nereii nepsoro roaa
KW3HM) BHITIONHSIOT KPaHUOILIACTUKY,
IpHu 3TOM (GOPMUPYIOT OIU3KYI0 K HOP-
MaibHO (popMy ueperna. B coBpemeH-
HBIX YCJIOBUSX BO3MOXHO IpPOBEICHUE
KpaHMOodacIraIbHON TUCTPAKLINH C TI0-
CTETICHHBIM BBITSIKEHUEM KOCTE#, 4TO
yCcTpaHsieT HEOOXOAMMOCTh BBITIOJHEHUS
KOCTHOW TUTACTUKU Y IeTei B BO3pacTe 6-
11 net. ITpoBOAST OPTOAOHTUYECKOE Ji€-
YeHHe, a B clydyae HeOOXOTUMOCTH KOp-
peKUMHU 3PEHUS] M ClyXa HCIOJb3YIOT
JIIpyrue oIepaTUBHbIE W TepareBTUYeC-
KHe METOIBI JICUCHUS.

Mogrotosnn Bnagummup CaByeHko
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CMPAMOBAHA HA PE3YJIbTAT!

® AuTuDOKTEPIaNLHA Ais
HO TMNOBMX TA ATUMNOBMX

30YOHMKIB PECnipaTOPHOI iHdeKw,i!

® [lobpa nepeHOCHMMICTb!

T\PMBSTMWA Bot

Cepin

® [lpotMsananbHui TQ
IMyHOMOAYTIOYMK edekTn?

® 3pYyuYHUIA PEXUM MPUIAOMY!

Tepwn.
TApvpaTtunia pot
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