[uarHocTtuyeckune Kputepum n npuHuunel nevyeHnsa BOKH

Bapuvant BAKH KnuHu4yeckue MapaknuHnyeckue JleueHne
Kputepumu nokasarenm
1. JlunongHas * CuHapom notepu conen * Hu3kne (Heonpeagensiemble) » 3amecTtuTtenbHaga Tepanus
rmnepnnasus * Y reHeTU4eCcKnx YPOBHU KOPTM30Na, 'Kun MK
HaAMNO4Ye4YHMKOB Manb4YmMKOB MY>XCKME anbaocTepoHa (6asanbHble u » 3amecTuTtenbHasa Tepanusi
(oedunumnt Star- BHYTPEHHUE reHuTanuu, AKTT-ctumynunpoBaHHbIe) acTporeHamu nocrne 12 net
npoTenHa) YXEHCKNIN heHoTun * YBU(MPT) yBennyeHue » [oHagakTOMMUSA Y
* [MnoroHagmsm y nuy, HaAMNO4YE€4YHNKOB rEHETUYECKMUX MYXKXYMH
oboero nona » OTcyTcTBUE OoTBeTa Ha UXly
FEHETUYECKMUX MYXXYMH
* 1 AKTI

* 1 @aKTMBHOCTb PEHWNHA B Nnasme
* K1, Na| (B kpoBwu)

2. 0edomumnt 3 rmgpo  Knaccuueckas popma: * t16asarnbHble K » 3amecTutenbHas Tepanus
oKcucTepouanernapo  * CUHAPOM noTepu conen (y ctumynupoBaHHble AKTI A5 'Kun MK,
reHasbl GonbLluMHCTBa B60MbHbIX); N3omMepbl CTEPOMAOB *Xupypruyeckas nnacrtuka
* JNIOXHbIA MY>XCKOW ( C. (nperHeHosnoH 17-OH- HapY>XHbIX FEHUTannn n npu
HEeMnoONHOW MacKyNMHM3auMnm  nNpPerHeHos1IoH HeobxoanmMocTK
Yy Mans4YnKoB) U JTOXKHbIV AernapoanuaHapoCcTepPoH) Npu | 3amMecTuTernbHasa Tepanusi
XXEHCKUM (BUpunmsauus KOpPTU30r5ie 1 anbgoCTEPOHE NnonoBbIMK CTEpoMAamMm B
HapY>XHbIX reHuTanun y * Y3U(MPT) yBenuyeHHble COOTBETCTBUU C
AEeBOYEK) pasmMepbl HA4NOYEYHUKOB BblOpaHHbIM NACMOPTHbLIM
* repmacpoanTN3mM * TAKTI nosiom
Heknaccu4yeckas popma: * 1aKTUBHOCTb PEHMHA B Nnasme
npexanespeMeHHoe * fOTHOLWEHNS n3omepoB A5 K
n3onnpoBaHHoe nybapxe, nsomepam A4:
rMPCYTU3M, akHe, OIr3A/TecTocTepoH >1,
NHAEPTUNBHOCTD. -17-OH-nperHeHonoH/17-OH-
nporecTepoH>1,

-aHOpOCTEeHANON/ TECTOCTEPOH >4
* K1, Na| (B kpoBwu)




[uarHocTtuyeckne Kkputepum n npuHumnel neveHns BOKH (npogomxeHune)

Bapuvant BAKH KnuHu4yeckue MNMapaknuHnyeckue NeyeHwne
KpuUtepum nokasartenw
3.0ecpvunt P450c17  JIMI 1 6asanbHbii n AKTI *3amecTutenbHaga Tepanus
*[TonoBow MHaHTUNN3M CTUMYNUPOBAHHbLIN K,
*ApTepuanbHas AE30KCUKOPTUKO-CTEPOH, *Y reHeTUYECKNX MYXXUYUH
rmnepTeHsns KOPTUKOCTEPOH Xnpypruyeckas nnactumka
* | 6asanbHble n AKTT HapYXHbIX reHUTanumn n
CTUMYnMpOBaHHbIe 17a- 3amMecTuTenbHasa Tepanuns
rMOPOKCUNIMPOBAHHbIE CTEPOMAbI  MOSIOBbIMU CTEPOMAAMU B
* | CHWKeHHbIN oTBeT Ha uX[' y COOTBETCTBUM C
FEHETUYECKMUX MY>KUYNH BblOpaHHbIM NAacCNOPTHLIM
[logaBneHne NoBbILLEHHOTO nonom (B 6onbLUMHCTBE
YPOBHS HAAMNOYEYHNKOBbIX Crny4aeB B )X€HCKOM rore)
CTEPOMAOB MpU NeYeHnn *3amecTutenbHaga Tepanus
rMIOKOKOPTUKOMAaMM acTpareHamn y
* TAKTI reHETUYECKUX XKEHLLINH.
* | aKTUBHOCTb pEHMHA B Nfnasme
* [Mnokanuemns
4 ecnumnt P450c21  Knaccuyeckune popmbl: * 1 6a3anbHbIN 1 0cobeHHO AKTT » 3amecTuTenbHasa Tepanus

(21 rmgpokcunasbl)

*ConbTepsOLLINA CUHOPOM;

*J10KHbIN XKEHCKNIA
repmadpoamTmnsm;

[lpe- n nocTHaTanbHas
BUpUNM3aLNA.
Heknaccu4yeckas popma:

[lpexxgeBpemeHHoOEe
ny6apxe;

«[lnucmeHopes;

*[MpcyTnam;

*AKHE;

*MHpepTUNBHOCTD.

CTMMYNMPOBaHHbIN 17-OH-
NporecTepoH
* | 6asanbHbIN U
CTUMYIMPOBAaHHbIA KOPTU30/
* tAKTI
* t angporeHbl (OM9A) B
CbIBOPOTKE KPOBU U UX
MeTabonuTbl B MOYe
* 1 aKTUBHOCTb PEHMHA B Nfasme
* K7, Na | kpoBu, Na/K < 26
* MeTabonuyecknn aumaos
* [Mpnem K nogaesngaet

noBblweHne 17-OH-nporectepoHa

'Kun MK,

* Knutepo- un
BarnHonnacTtuka y
rEHETUYECKMX XKEHLLNH.




[uarHocTtuyeckne Kkputepum n npuHumnel neveHns BOKH (npogomxeHune)

BapunanT BOKH KnuHu4yeckune MapaknunHnyeckue JNleyeHue
Kputepumn nokasarenu
5.0ednumt P450c113 Knaccuyeckasa oopma: * 1 6asanbHble n AKTI » 3amecTuTenbHas
(11B-rmgpokcunasbl) * JIOXHbIN XXEHCKNI CTUMYInMpoOBaHHble 11-  Tepanusa K
repmadopoanTU3Mm; [Ee30KCUKOPTU30ST U » Knuteponnactuka u
* [1pe- n nocTHaTanbHass [OE30KCUKOPTUKOCTEPOH BarvHonnactukay
BUPUNUN3aLNS; * | ypoBeHb 6a3anbHOr0  reHEeTUYECKUX KEHLLMH.
» ApTepuanbHas n AKTI
rMNepTeH3uns. CTUMYNUPOBAHHOIO
Heknaccunyeckas KOpTM30Na;
dopma: * 1 aHOporeHbl B
* [NpexaneBpeMeHHoe cbiBopoTKe (O3lA,
N305IMPOBaHHOE aHapOCTeHANO)
nybapxe; * 1 17KC B Moue;
» [lncmeHopes; * 1 AKTT;
* AkHe; * | aKTUBHOCTb PEHWNHA B
* IHpepTunbHOCTb. nrasme;
*K |, Nat
» MeTabonunyeckni
ankanos;
* [Tpuem K nogaensiet
MNOBbILLEHHbIN YPOBEHb
11-4e30KCMKopTHU3osa.




CxeMbl fle4eHns 1 KOHTPOsA nNpu Knaccuyecknx popmax BAKH

[Mpenapart, gosa Llenb HepoctatouHocTb | lNepenosnpoBk | JlabopaTopHbin
Ha3Ha4YeHus A03bl a KOHTpOIb
aaeKBaTHOCTU

TMApPOKOPTU3OHDLI *[penynpexneHne CoxpaHsieTcs *KywinHroung; *HopmanbHbIn

1. Kopmeg (Cortef) Kpun3oB KNMHn4eckas [loBblWweHne ypoBeHb K, Na
¢.Papmauus AngkoH HaAMoO4Ye4YHNKOBOWN KapTuHa (KOXXHas anneTuTa, nnasmbi;

CLWA 17-5M™mr; 10Mr; HeOoCTaToOYHOCTH nUrMeHTaums, HapacTaHue *OKTI- Hopma 3ybua T;
20Mmr Ne100 *[lopaBneHue n30bITOYHOE Macchbl; *17-OH-nporecTtepoH
2. Kopmu3soHa auemam n3bbiTka AKTI OBOINOCEHME, *3agepikka pocTta <2 MKr/n, 4onyctumo
(Cortisone acetat) *[lopaBnexHue MacKyrnmHusauma ( MOXeT ObITb MOBbILLEHNE HO HE
dupma AKPUXUH n3bbITKa TENOCIOXEHNSA Y HeoGpaTMmon); bonee, 4Yem B 2 pasa
Poccust 11-25 n 50wMr. aHOpPOreHoB: AEBOYEK, BbICOKMI *OcTeonopos; >HOPMbI;

CyT. po3a 10-15 mr/m2 ocnabneHue TeMn pocTa, *[Mneprnukemus *PeHTreHonorn4eckm
B 3 npuema, MOXHO BUpunmsaumu, yCKopeHue (BNNoTb Ao (1lpas Bropn)

yTpoMm 40%, oHEM-20%, NpUocTaHoBKa CO3pEBaHNSA KOCTEWN, CTEPONOHOrO 3amennsieTcs TemMn
BeYepoM-40%. YCKOpPEeHHOro pocta, | npu geduuute P450c | anabeta); KOCTHOW

mroKoKopTUKonabl
1.[1pe0HU30/10H
(Prednisolon),
d.l'egeoH PuxTep,
Benrpus, OAO
BrnocuHTtes, Poccus,
1T-5M™r, cyT. fo3a 2,5-4
Mr/mM2 B 2 npuema:
yTPOM-50%, Be4epom
50%,Mpy YTPEHHEN
cnaboctn yTp-2/3,
Beyepom 1/3 (823.00)

demMuHmnsaums y
AEBOYEK,
HOopMmaribHoe
noroBoe pasBuTune C
yBenuyeHnem
TEeCTUKyny
Marnb41KOB,
3amenrneHve TeMNoB
KOCTHOrO
co3peBaHus.

11B n P450c 17a
coxpaHgaetca tAL,
npwu conetepsoLLemn
dopme geuumta
P4s50c21- |A[L,
06e3BOXMBaHME.

*[loBbiLeHNE
CBEPTbLIBAEMOCTH
KpOBW;

*ApTepuanbHas
rMNEepPTEH3NS.

AndepeHUNPOBKY;

*HopmanbeHas
aKTUBHOCTb
nnasmMeHHoro
peHnHa.




CxeMbl nle4eHns n KOHTposA npu knaccuyecknx popmax BOKH (npogosrkeHune)

[Mpenapart, gosa Llenb HasHa4vyeHus HepoctatouyHo | Nepenosnpo | JlabopaTtopHbl
CTb O03bl BKa N KOHTPOIb

aaeKBaTHOCTU

2.[lekcamema3soH

(Dexametazone), . OpunoH

dapma, PuHnaHauns, d.

KPKA, CrnioBeHusi, .

AkpuxuH, Poccus 1T- 0,5Mmr.

CyT. [lo3a B3poCsbIX U Npu

noctnybepTatHbIx doopmax,

Nnpu 3aKpbITbIX 30HaX pocTa

0,25Mr B CyTKM B 1 nprem B

23.00 unn ytpom. B BonbLuen

cteneHun, 4em apyrme NK

nogasnsaeT PyHKUMIO

rmnodu3aa.

MeHupankopTukonabl *[1pn conbTepstoLen gopme *Huskoe Al *[loBbILeHnEe *KoHTpornb

KopmuHegp (Cortineff) . 3amMecTuTenbHas Tepanusi ¢ *OpTtocTtatnyecka | AL; aKTUBHOCTU

Monbda, Monblia 17-0,1 Mr. | Uenbi HopManuaaumm S1 TUMNOTOHUS; [loBbiLIeHNE peHnHa Nnasmbl-

Cyt.no3a go 1r.- 0,18-0,2 MWHEpPaNKoOPTUKOMOHOMN *Ob6e3BOXNBaHME BHYyTpuyepenH noBkLILLEHNE

Mr/m2, 2-3r- aKTUBHOCTWU; (yacTtble oro paenenuns; | APrl1-nokasaHue

0,07-0,1Mr/M2, >3 neT- *Hopmanuzaums ALl; obunbHblE *KpoBounanusium | onst yBenuyeHus

0,025-0,05 mr/m2, petam c c-  |<JlukBmaaums MOYENCnycKkaHus | e B MO3r; 0o3bl

OM noTepu conen obbIYHO OpTOCTaTMYECKOW MMNOTOHUNY; | ) *[loBbiLLeHNE N.B npu 6epem.

0,1-0,3 Mr/cyT, B3pOC/bIM OT  |*YMeHbLUEHNEe 03bI *CHMmXeHne m BHyTpurnasHor | AP

% 0o1%T.BABanpMemMaB rMOPOKOPTM3OHA U Tena; O JaBneHus HenHdpopM.(B

8.00- 18.00. B nepvog
OepeMeHHOCTH cyT.403a
0.3-0.6 Mr (1 nporecTepoH,
aHTaroHnct MK)

npeaHn3osioHa
(NnpeoynpexaeHue
HeobpaTMMOW 3a4epP>KKK
pocTa)

*MpaMOpHOCTb
KOXXHOMO pUCyHKa

HopMe
3Ha4uTENbLHO 1)
*YpoBeHb K Na

KpOBY;
N aY Vil P~ Y




CxeMbl nle4eHns n KOHTposA npu knaccuyecknx popmax BOKH (npogosrkeHune)

[Mpenapart, gosa Lenb Hepoctatou | lNepenosupoBka | JlabopaTopHbIn
Ha3Ha4YeHn4A HOCTb O03bl KOHTPOI1b
ageKkBaTHOCTU
AHTHaHApPOreHbI * [1pn TsKENOM KnnHuka * [lposaBneHue *T kposu, MDA -
1.AHOPOKYp (Androcur) ¢. LLiepwuHr, rmpcyTuname rmnepangpore | nobo4yHoro HOpMa;
Fepmanus 17- 0,05 Ne20 n Ne50, cyT. | (rMpcyTHOE YMcno HUK AencTeuns: » Koptuson;
Jo3a 25-50 Mr/m2, obbI4HO Mo 1T B >25 6annos) — coxpaHsieTcs ©ecnoKoncTBo, «®OCI, NI, 3;
cyTkun 12 mec. C 1-10 geHb TONbKO 6nokaga pu aenpeccus; AT, ACT;
aHApoKyp, ¢ 5 no 25 aeHb OML- aHOpOoreHosB , * Y Mans4nkoB * Bunupy6buH (1
napannensHO aHOPOKYpY- aHTUaHgporeHHoe rMHEKOMacTus; ero ppakumm);
MUKPOMOSNNH popTe- 50Mr (1T). nencTseue, * Y neten * LLleno4yHas
2. [uaHe 35 (Diane 35), . LeppuHr, |+ CHATUE TAXENbIX HeraTUBHOE docaTasa;
lepmaHus. 1 gpaxe- 2mr ABMNEeHUNn BO34elCcTBME Ha * Mukemus;
LMNPOTEPOHA, 35 MKr aHgporeHunsaumm rmnoTanamyc; * Koarynorpamma;
aTUHUNacTpaguona Ne21, no 1 ap.B | (rMpcyTuam, * YrHeTeHune Kopbl * OAK;
JeHb Ha HOYb C 1 Mo 21 AE€Hb, 3aTeM 6apundoHus, acne HaONO4YE4YHMKOB; * Y3/ BH.
7 OHEN NepepbIB (BO BpeMs vulgaris, * HapyweHue [eHuTanumn
KOTOPOro nosiBnsieTcs MacKynuHn3auns PYHKUUKN NeveHu; (aHaomeTpui)
MEHCTpyasibHO€E KpoBOTEYEHNE - 1 MopdoTuna); *[onoBHble 6onn,

roa, 3aTeM OTMEHSIEM U XXAEM
CBETMbIN MPOMEXYTOK, Npw
HeobxoammocTn noBT. Kypchbl 3-6
mec. B Tey 3-4-5 ner.

3.2KaHuUH (MeHee aKkTUBHbIN, YeM
[wvaHe 35) npun
aHaporeHo3aBUCUMbIX
aepmomarusax) 1ap. -2mr
avneHorecTa, 30MKr
aTnHunactpagunona. C 5 no 25 aeHb
(21peHb), 7 oHeW NepepbIB; B
TeyeHue He MeHee 9 mec. [puem.

* Perpecc I1P;
* YniyulieHue
nporHo3a pocTta

HapacTaHuMe Macchl
Tena;

» KopnyHeBble
NMUrMEHTHbIE NATHA,
pUCK
Tpomboambonun,
MEXMEHCTpYaribHbI
€ KpOBOTEYEHMS.




CxeMbl neveHns n KoHTpond npu knaccmnvecknx coopmax BOAKH (okoH4aHme)

[Mpenapart, gosa Llenb HaszHa4yeHus HepoctatouHo | [epenosunpoBka JTabopaTtopHbIn

CTb [,03bl KOHTPOIb
aflekBaTHOCTU

AHanoru * OppekT * KOCTHbIN BO3pacT

nonméepuHa pedpakTepHOCTH 1p. B 6 mec--

1.bycepernuH roHagoTpodos NpPUoOCTaHOBKa

(Buserelin), . rmnocpunsa Ha anddepeHumnaum

Hochst, Ffepmanunsa | Bosoencteue ' T-PT; N KOCTEW;

lamn. -3,75wmr, npu | NpegoTtepalleHve * CHmxeHune OCI u

m<30Kr- % amn., npexaneBpeMeHHOro JII po

m>30kr- 1amn., 3aKpbITUA aonybepTaTHbIX

1pa3 B 28 AHeN ANNdM3apHbIX 30H HOPM;

B/M. pocTa Ha doHe [I1P; » OueHka TeMnos

2. HapapenuH * YnyJiweHve domsnonornyeckor

POCTOBOrO NPOrHO3a;
 Perpecc meHapxe,
YKENe3ncTon TKaHn
MOJOYHbIX XKene3 y
JEBOYEK;

* YMEHbLLEeHne
TECTUKYN 1 perpecc
3peKuunmn n
NONMIOLUN;

* CHATHE
NncuxocoLnarnbHomn
n3onaumm cpeau
CBEPCTHUKOB.

O W MOMoBOro
pasBUTUSA Kaxgble
6 mec.

» KoHCcynbTaums
HeBporora 1 pas B
rog;

» KpaHuorpadgums 1
pas B rog;

* HopmanbHbIn
YpOBEHb
KopTu3osa B
KpOBW.




