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DenepaibHble KIMHAYECKHE PEKOMEHIAIMH N0 KJIMHUKE, THATHOCTHKE,
nugdepeHIMATIbHOM AUATHOCTUKE M METOAAM JIeYEeHHUsI aKPOMeraJIuu
Akaa. PAH u PAMH N.N. AEAOB, a.m.H. H.H. MOAMTBOCAOBOBA, npod. A.S. POXMHCKAA,

akaa. PAMH I''A. MEABHMYEHKO

MHCTUTYT KAMHUYECKOW IHAOKPUHOAOTUU DIBY « DHAOKPUHOAOTMUECKUI Hay4HbIA LeHTp» MuH3apasa PO, Mocksa

KnuHuueckue pekoMeHaauMu ObUIM cocTaBieHbl [.A.
Menbuuuenko, H.H. MoauTtBocioBoBoit, JI.Sl. PoxuHckoit,
N.A. JenosbiM B Mae 2013 r. B utone 2013 r. pa3zociaHbl BceM
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onukauuto. B utone 2013 r. pekomeHaauuy ObUTU HaTlpaBlie-
HBI pelieH3eHTaM, B aBrycre 2013 r. mojiyyeHbl OT BCeX pelieH-
3¢HTOB TOJIOXUTEIbHBIC OT3BIBHI, TIOC]IE YeT0 KJIMHUYECKUE
peKoOMeHaaK ObLTA OIMyOIMKOBAaHKI Ha caiite Poccuiickoi
accolMaly 3HIOKPUHOJIOTOB I JaJlbHEUIIEro o0CyXIe-
HUS
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Crnmcok cokpamenuii

NP®-1 — mHCynMMHONMOMOOHBI pocToBOM akTop 1

KT — KOMIIbIOTepHast TOMOTpadus
JIr — JIIOTEMHU3UPYIOIIUI TOPMOH
MPT  — mMarHuTHO-pe30HaHCHasl ToMorpahusi

MBH-1 — cuHIPOM MHOXECTBEHHOI SHIOKPUHHOMI
HeoIUTa3uu 1-ro Tura

1. MertonoJiorus

Mertoapl, HCTIOJIb30BAHHBIE IS COOPa/CeleKIMU T0Ka3a-
TeJIbCTB

ITouck B 3J1IeKTpOHHOI 6a3e JaHHBIX

OnucaHue METOI0B, HCIOJIb30BAHHBIX IS CO0OPa,/CeIeKIMI
JI0Ka3aTeJIbCTB

JlokaszaTebHOM 6a30it IJ1s1 peKOMEH Il SIBJISTIOTCSI 1Ty -
Oonukauuu, Boweauue B KokpaHOBCKy0 OMOIMOTEKY, 0a3bl
nanHeix EMBASE u MEDLINE. I'ny6uHa novcka cocraBJisi-
Jla 5 Jjier.

MerTonpl, UCNOJIb30BAHHBIE JJISI OIIEHKH KA4eCTBA M CHJIbI
JI0Ka3aTeJIbCTB:

— KOHCEHCYC 3KCIIepPTOB;

— OIIeHKa 3HAYMMOCTH B COOTBETCTBUU C YPOBHSMU J0-
KazaTeJbHOCTHU U KJIacCaMM PEKOMEHIALIUIA.

MeTopbl, HCTIOIb30BAHHBIE JJISI AHAJIN3A 1I0KA3aTeIbCTB:
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— cucTeMaTndyeckue 0030phl ¢ TabIMaMU J0Ka3aTeIbCTB.
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OI'TT — opajibHbII ITIOKO30TOJIEPAHTHBIN TECT
I1PJI — MNPOJIAKTUH

CTT — COMAaTOTPOITHBIN TOPMOH (TOPMOH poCTa)
CTJI — COMAaTOJIMOEPUH

CTC — COMaTOCTaTUH

TTT — TUPEOTPOITHBIN TOPMOH

OCI'  — POMTUKYITOCTUMYTUPYIOIINI TOPMOH

32 — 3CTPaIMOI

Onmcanue MeTOOB, MCHOJIb30BAHHDBIX ISl AHAIN3A JOKa-
3aTeJbCTB

[Ipu oT60pe mybGnuKaLuii Kak MOTeHIIMATbHBIX UCTOYHU -
KOB J10KAa3aTeJIbCTB, UCIIONb30BAHHASI B KaXIOM HCCIIeqoBa-
HUU METOIOJIOTHS U3y4aeTcsl IUIsl TOTO, YTOOBI yOeTUThCs B ee
BaJIMIHOCTU. Pe3ynpTar usyueHus BIusieT Ha ypoBeHb J0Ka3a-
TEJIbCTB, MIPUCBANBAEMbIN MyOIMKALIUK, YTO B CBOIO OYepelb
BJIUSIET HAa CUJTY BBITEKAIOIIMX U3 HEE PEKOMEHAALIMIA.

MeTtoponornyeckoe m3ydyeHue 6azupyeTcs Ha HECKOJb-
KUX KIJIIOYEBBIX BOIIPOCAX, KOTOpble chOKYCHPOBAHBI HA TEX
OCOOEHHOCTSIX TM3aifHa UCCIEeAOBaHMSI, KOTOPbIE OKA3bIBAIOT
CYLIECTBEHHOE BIUSIHME HAa BATUIHOCTb PE3YJIbTATOB U BBIBO-
IOB. DTU KITIOUYEBbIE BOMPOCHI MOTYT BapbUPOBATH B 3aBUCH-
MOCTH OT TUIIOB MCCJIENOBAHUI U TMTPUMEHSIEMbIX BOITPOCHU-
KOB (MaTepUaJIOB), UCIIOIb3yEMBbIX JJISI CTAHAAPTU3ALIMY [TPO-
liecca OUeHKM MyOarMKaluii.

Brimn Mcnonb3oBaHbI: MaTepuaTbl KOHCEHCYCHOM TpyTI-
MBI TI0 aKpoMeranuu: «PyKOBOICTBO MO JIEYEHUIO aKpoMera-
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YPOBHM AOKa3aT€eAbHOCTU U KAACCbI peKomeHAauuﬁ

‘Yposenn HcTovHuK JOKA3aTeNbCTB
I(1) ITpocniekTrBHBIE paHIOMU3UPOBAHHbBIE KOHTPOJIUPYEMbIE UCCIIEIOBAHUS.
JlocTaTouHOe KOJIMYECTBO UCCIIEIOBAHMI C TOCTATOYHON MOLIHOCTBIO, C yYaCTHUEM OOJIbLIOTO KOJIUYECTBA MALMEHTOB U
TMOJy4YeHHEM OOJIBILIOTO KOJIMYECTBA NAaHHBIX.
KpymHble MeTaaHaTN3bI.
Kak MUHMMYM OIHO XOPOILI0 OPTaHU30BAHHOE PaHIOMU3MPOBAHHOE KOHTPOJIMPYEMOe KcciieioBaHKe. Perpe3eHTaTuBHAs
BbIOOpKA MaLIMEHTOB
11 (2) | IIpocneKkTUBHBIE C paHAOMU3ALIMEN WM O€3 NCCIeI0BAHUS C OTPAaHUYEHHBIM KOJIMYECTBOM JaHHbBIX.
Heckonbko uccnenoBaHuii ¢ HEOOIBIIMM KOJIMYECTBOM MAaLIUEHTOB.
XOpoLI0 OpraHM30BaHHOE MPOCHEKTUBHOE MCCIIEI0BaHNE KOTOPTHI.
MeTtaaHanu3bl OrpaHMYEHbI, HO TIPOBEICHBI Ha XOPOILIEM YPOBHE.
PesynbraThl HeNpe3eHTaTUBHBI B OTHOLLEHUY L1€1€BOM MOMYJISILIAU.
XOpoII0 OpraHU30BaHHbIE UCCIEIOBAHUS «CIy4yall—KOHTPOJIb»
111 (3) | HepanmoMu3upoBaHHBIE KOHTPOJUPYEMbIE UCCIIEIOBAHMSI.
HccnenoBaHus ¢ HEMOCTATOUHBIM KOHTPOJIEM.
PannoMu3npoBaHHbBIE KIMHUIECKIE UCCTIEIOBAHUS C KAK MUHUMYM | 3HAYUTETBHON WM KaK MUHUMYM 3 He3HAYNTETbHBIMU
METOIOJIOTUIECKUMHU OLITMOKAMH.
PerpocniekTrBHBIE WM HAOTIONATEIEHBIE NICCTIEIOBAHUS.
Cepust KIMHIYECKUX HAOMIONEHUN.
[MpoTtuBOpeUrBHIe TAaHHBIE, HE TTO3BOJISIIONINE CPOPMIPOBATH OKOHUATETHHYIO PEKOMEHIAINIO
IV (4) | MHeHue aKcnepTa/naHHble U3 0TYETa IKCIIEPTHON KOMUCCUU, SKCTIEPUMEHTAJIbHO MOATBEPXACHHBIE U TEOPETUYECKHU
000CHOBaHHbBIE
Knace Onucanne Pacumdposka
A PexoMmeHaalms ocHOBaHa Ha BBLICOKOM YPOBHE JI0Ka3aTeJIbHOCTH (KakK Merton/Tepanus NepBoii IMHUY;
MUHUMYM | yoeautenbHas myoaukanus | ypoBHs 10Ka3aTeIbHOCTH, 60 B COYETAHUM CO CTAaHAAPTHOM METOIUKOI/
MOKAa3bIBaIOIIasl 3HAYUTEIbHOE MIPEBOCXOCTBO MOJIb3bI HAIL PUCKOM) Tepanuein
B PexomeHnmamnmst ocHoBaHa Ha CpeTHEM YPOBHE JTOKA3aTeIbHOCTHU (KaK Merton,/Tepamnust BTOpOii IMHWM;
MUHUMYM | yoenurtenbHas mydaukanus I1 ypoBHS noKa3aTesbHOCTH, JIM0O0 TIpU OTKa3e, MTPOTUBOTIOKA3aHUU U
TTOKAa3bIBAIOIIAsT 3HAYUTEIEHOE TIPEBOCXOJICTBO MOJB3bI HAIl PUCKOM) Hed(hhEKTUBHOCTU CTAaHIAPTHOM METOMVKN/TEPATTAH.
PexkomeHmyeTcss MOHUTOPUPOBAHUE TTOOOYHBIX
SIBJICHUI
C PexoMeHpanLyst ocHOBaHa Ha €1ab0M ypOBHE oKa3aTeJbHOCTU (HO Kak | HeT Bo3paxkeHMii MpOTUB JaHHOTO MeToa/Tepanuu
MUHUMYM | yoeaurenbHas myoaukauus 11 ypoBHS qoka3aTebHOCTH, WA
MOKa3bIBaIOIasl 3HAYUTEIbHOE MIPEBOCXOJCTBO MOJIb3bl HALl PUCKOM) HEeT BO3paXKeHUI MPOTUB MPOLOJIKEHUST TaHHOTO
uau MeTO/a/Teparuu.
HeT yOeAMTeJIbHBIX JaHHBIX HU O MOJIb3€, HU O PUCKE PexoMeHnoBaHO Npu 0TKa3e, MPOTUBOINOKA3aHUH WU
Heah(HEKTMBHOCTM CTAaHAAPTHOM METOIMKM,/Teparivu,
TPU YCJIOBUM OTCYTCTBUSI MOOOUHBIX 3(hheKToB
D OrcyrcrBue yoenuteabHbIX yonukauuii I, 11 v 111 ypoBHst He pekxoMeHnoBaHO
TOKA3aTeTbHOCTH, TTOKA3BIBAIOIINX 3HAYUTEIHHOE ITPEBOCXOICTBO
TOJIb3bl HAJl PUCKOM,
260
yoenurenbHble Tyonukauuu I, 11 vuim 111 ypoBHS fokazaTe bHOCTH,
TTOKAa3bIBAIOIINE 3HAUYNTEIbHOE MMPEBOCXOACTBO PUCKA HAT MTOJIb30I

su: ooHoBieHue» (2009), «Kpurepuu mis aedenus» (2010),
«/IlnarHocTrka M JiedueHue ociloxHeHuil» (2012); MenuimH-
CKO€ PYKOBOJICTBO U1 KJIMHUYECKON MPaKTUKU MO JUarHo-
CTHKE U JICUEHUIO aKpOMETaJIuM AMEPUKAHCKOI accoldaliuu
KJIMHUYECKUX 3HIokpuHonoroB (2011); cucrteMarnyeckue
0030pbl, METaaHAIM3bl 1 OPUTMHAIIbHBIE CTATHU.

Ha npouecce olieHKM HECOMHEHHO MOXET CKa3bIBaThCS
U cyObeKTUBHBIN dakTop. jisi MUHUMU3ALUY TOTEeHIMATb-
HBIX OIIMOOK Kax/10€ UCCleN0BaHNEe OLIEHUBAIOCh HE3aBU-
CHMO, T.€. 10 MEHbIIIel Mepe ABYMS HE3aBUCUMBIMU YJIeHA-
MM paboueii rpynmbl. Kakue-ninbo pasinyusi B olieHKe 00-
CYXIaJIUCh yXKe BCeil TpymIioil B MoJIHOM cocTaBe. Ilpu He-
BO3MOXHOCTU TOCTUXXEHUSI KOHCEHCYCca MPUBJIEKAJICs He3a-
BUCHUMBII 9KCTIEPT.

Ta0auIbI A0KA3aTEILCTB

Tabauibl f0Ka3aTeNbCTB 3aMOJHSIUCD WieHaMU paboueit
TPYMIIbI.

rPOBAEMbBI SHAOKPUMHOAOTMM, 6, 2013

MeTtoapl, UCNOJb30BaHHbIE AJi (OPMYJIHPOBAHUSA PEKO-
MeHIauui

Koncencyc akcrnepros.

HNupukaropsl  100pOKavYeCcTBEHHOI
Practice Points — GPPs)

Pexomennyemast mobpokadyecTBeHHasT TPaKTUKA O6a3upy-
€TCcsl Ha KJIMHUYECKOM OIbITe WIEHOB pabodveil rpymnmsl 1o
pa3paboTKe peKOMEeHIAINHA.

DKOHOMHYECKHIi AHATH3

AHanM3 CTOMMOCTUA HE TIPOBOAWJICS W TYOIUKAIMU TI0
(hapMak0IKOHOMMKE HE aHATTM3UPOBAIUCH

MeTon Baauau3anuu peKoMeHIauuii

— BHEIIHSIS 9KCIIEPTHASI OLIEHKA;

— BHYTPEHHSISI OKCIIEPTHAs OLICHKA.

Onucanue MeToIAa BATHAN3ANMA PEKOMEHIALHIA

Hacrosiue pekomeHnanuy B IpeaBapuUTENIbHON BEPCUU
OBUTM PELIeH3MPOBAHBl HE3aBUCHUMBIMU JKCIIEPTaMU, KOTO-

npaktukn  (Good
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LlepeGpoBackynspHble 3a6oneBaHus
(aTepocknepo3s, ANChYHKUNA IHAOTENUS)

Colao A., et al. Endocr Rev, 2004

Puc. 1. Cuctemuble NposiBACHUSA aKpOMeraAum.

A. Colao u coaBr., Endocrinol Rev 2004.

PBIX MTOMPOCUI TTPOKOMMEHTUPOBATh TIPEXIE BCETO TO, Ha-
CKOJIbKO MHTEPIIPETALINs TOKA3aTeIbCTB, JIEXKAIUX B OCHOBE
peKOMeHAAIIA, JOCTYITHA JIISI TOHUMAaHUS.

ITomyyeHbBI KOMMEHTapHUH CO CTOPOHBI Bpaueii-oHIOKPH-
HOJIOTOB U Bpayell TepareBTOB NEPBUYHOIO 3BEHA B OTHOIIIE-
HUU JOXOTYMBOCTH M3JIOXKEHUS] PeKOMEHIAIIMI U X OIIEHKHU
BaXXHOCTH PEKOMEHIALIMiI KakK pabo4yero MHCTpYMEHTa IIO-
BCEIHEBHOI ITPAKTUKM.

IIpenBaputenbHas Bepcus OblIa TaAKXKe HaIIpaBJieHa K pe-
LIEH3eHTY, HEe MMEIIeMy MEIUIIMHCKOTO 00pa3oBaHUsl, s
MOJy4eHNs KOMMEHTAapUeB ¢ TOYKHU 3pEHUS TIEPCTIICKTUB TIa-
LIUEHTOB.

KoMMeHTapuu, MmojgydeHHbIE OT 3KCIEPTOB, TIIATEIHHO
CHCTeMaTH3UPOBATIMCH M 00CYXIAUCh TTpeliceaaTeIeM U djie-
HaMu paboueii rpynbl. Kaxabiid MyHKT 00CyXaajicsi 1 BHO-
CHMBIC B pe3y/IbTaTe 3TOT0 U3MEHEHUSI B peKOMEHIAIIUM Pe-
TUCTPUPOBANCh. Eciu ke M3MeHeHnsT He BHOCUIINUChH, TO pe-
TUCTPUPOBAJIMCH TIPUYMHBI OTKA3a OT BHECEHUSI U3BMEHEHMIA.

KoncybTanuu v 3KCnepTHas oueHKa

IepBriit Poccuiickuii KOHCEHCYC 110 TUarHOCTUKE, Jieue-
HUI0, MOHUTOPUHTY aKpOMeTaJIuy B KayeCTBe IMPOEKTa ObLI
onyoJuKoBaH B XypHasie «[IpoGiemMbl 3HIOKPUHOJIOTUN» B
2007 r.

IMocnenHre M3MeHEeHMST B HACTOSIIIMX PEKOMEHOAIMSIX
ObUIM TIpENCTaBJCHBl UISI TUCKYCCUM B TIpeIBapUTEIbHOMU
BepCcHM — TOCOOMHU JUISl Bpadeil Mol pemakineil akameMuKa
PAH u PAMH, npod. U.U. lenosa n akan. PAMH, nipod.
I'.A. MenbHnuyeHko B 2012 1.

ITpoexT pekoMeHIaIMii OBLT pelleH3MPOBaH TaKXKe He-
3aBUCUMBIMU 3KCIIEPTAMM, KOTOPBIX IMOIPOCUIN TTPOKOM-
MEHTHUPOBATh MPEXIEe BCETO JOXOMYMBOCTh U TOYHOCTH MH-
TeprpeTaly 0Ka3aTeJbHOI 6a3bl, JiexXallleii B OCHOBE pe-
KOMEHIALIUM.
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PaGoyas rpynna

J171s1 oKOHYaTeIbHOM pelakiiMu U KOHTPOJISI KauecTBa pe-
KOMEHIAIMY OBbLTM TTOBTOPHO IPOAHAIU3UPOBaHbI YWICHAMK
paboueli rpynIibl, KOTOpbIe MPUIIUIM K 3aKJII0YEHUIO, YTO BCE
3aMevyaHus 1 KOMMEHTapyuH 3KCIePTOB MPUHSITH BO BHUMa-
HUE, PUCK CUCTEMATUYECKHUX OILIMOOK MpU pa3pabOTKe PeKo-
MEHIAIUii CBeIeH K MUHUMYMY.

OcHOBHbIE pEKOMEHIAMH

Cuna pekomeHgauuii (A—D), ypoBHu noka3zatenbeTs (I,
I1, I, IV) u uHauKaTopbl NOOPOKAYECTBEHHOM MPAKTUKKU
TIPUBOIATCS TIPU U3JIOXKEHUH TEKCTa PEKOMEHIALIMIA.

2. Onpenenenne

Axkpomeramust (kom MKB — E22.0) — 310 TsKe0e Helt-
POSHIOKPUHHOE 3a00sieBaHuEe, 00YCIOBICHHOE XPOHUYECKOI
TUIIEPIPOAYKLIMEN TopMOHa pocta (comatorporuna, CTT) y
JIML ¢ 3aKOHYCHHBIM (DPU3HUOJIOTUYECKUM POCTOM M XapakKTe-
pU3yIolIeecsl MaTOJIOTUUECKUM AUCIIPOTIOPIIUOHATIBHBIM Tie-
PHOCTATLHBIM POCTOM KOCTEM, XPSIIE, MSITKMX TKaHe, BHY-
TPEHHMX OPraHOB, a TaKxXe HapylieHueM MopdhodyHKIINO-
HaJIbHOTO COCTOSIHMSI CEPIEeYHO-COCYIUCTOM, JIeTOUHON CHU-
CTeMbl, TiepudepryecKuX SHAOKPUHHBIX KeJie3, PasInUHbIX
BUIOB MeTabonm3Ma (puc. 1). Yaie Bcero akpomeranueii 3a-
6oneBaroT mexny 20 1 40 romamu, HO MHOTIA HabJIOHaeTCs ee
BOBHMKHOBEHMUE U B Bo3pacTe crapiie 50 jer.

Ecnu 3aboneBaHre BOZHUKAET B IETCTBE WM B TIOAPOCT-
KOBOM BO3pacTe, KOTJIa ellle OTCYTCTBYET OCcCU(DUKALINS DITH-
(hu30B, MPOUCXOOUT U3OBITOYHBIN MTPOTMOPLIMOHATBHBII POCT
KOCTeii CKejieTa B JUIMHY, YTO MPUBOIUT K 3HAYUTEIHHOMY
YBEJIMYCHUIO JIMHEWHOTO pocTa cyOobekTa. Takoi KIMHUYe-
CKMiIl CMHIPOM MOJYYMJ Ha3zBaHue TruraHtuzMa. Ecnmu ot
GOJIbHBIC HE TIOJIy4YaloT CBOEBPEMEHHOE M aJeKBaTHOE Jieve-
HHUeE, TO MOCIe 3aBeplIeHMs] Ty0epTaTHOTO Mepruoa y HUX Mo-
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YBenmyeHne GUCTasbHbIX OTAENOB
KOHEYHOCTE 1/vnu rpybble YepTbl Inua

MoTtooTaenexne

HapyLueH1st MEHCTPYanbLHOro uykna
FonosHas 605b

ApTtponatuu

CuWHApPOM 3ansiCTHOrO KaHana

JvaGeT unu HapyLLEHUE TONePaHTHOCTU
K F/II0K03€

OpeKTunbHas AMChYHKLMS
n/vnu HapylueHve nuénao

ApTepuanbHas runepTeHsus
HedexTbl nonei 3apeHuns
O6CTPYKTMBHOE arnHO3 BO CHE
JNakTtopes

(11-13)

Uwemmnyeckas 6one3Hb cepaua

(55-100)

(17-51)
(4-62)
(7-30)

(5-48)
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Puc. 2. PacnpocTpaHeHHOCTb NPOSIBAEHUI aKpOMEraAuM Ha MOMEHT MOCTaHOBKM AuarHo3a (umt. u3 Holdaway & Rajasoorya. Pituitary, 1999
[5]). BocnpousseaeHo ¢ pa3petenus Springer Science u Business Media.

MHMO TMTaHTU3Ma Pa3BMBAIOTCSI BCE TUIMYHBIC CHUMITTOMBI
aKpOMETaTNHU.

AKpoOMeralinsi XapakTepu3yeTcsl TpOrpeccupyoieil nH-
BaIMAM3AIMEH U COKPAILIEHUEM MTPOAOJIKUTEILHOCTH XKU3HU.
CMepTHOCTD Cpefu OOJIbHBIX aKpOMeETaiveii peBbIIlIacT B 1e-
CATh pa3 TakoByIO B momy/siuuu. [Ipubmusurensao 50% He-
JICYEHHBIX OOJIbHBIX YMHUpaloT B Bo3pacTe a0 50 ner. OcHOB-
HBIMU TPUYMHAMU TTOBBIIIEHHON CMEPTHOCTU M COKPALLIEHUSI
MPOAOJIKUTEILHOCTH XU3HU SIBISIIOTCS OCJTIOXHEHUs, BbI-
3BaHHbBIE [UIMTEJILHOW TUIIEPIPOAYKIME TOpMOHA pOCTa:
CepACYHO-COCYAMCTasl MATOJIOTHS, CaXapHbIil OUabeT U ero
OCJIOKHEHMsI, 3aboJieBaHUSI OPraHOB JbIXaHMSI, 3J0Kaye-
CTBEHHbIE HOBOOOPA30BAHMSI KEJTYTOUHO-KUILIEYHOTO TPAKTa
U HEKOTOpbIe Jpyrue. B cBowo ouepesib, CBOEBpEeMEHHAs A1a-
THOCTHKA U a[ICKBaTHOE JieueHUe aKpOMeTaTuy Mo3BOJISIET CO-
KpaTUTh PUCK CMEPTHOCTHU B 2—5 pas.

Tounyto Mbpy pacIpocTpaHEHHOCTH aKPOMETaJIMU U CO-
MaTOTPOIMHOM TPYIHO YKa3aTh B CBSI3U C TEM, YTO BPEMsl OT
MOSIBJICHMSI TIEPBBIX MPU3HAKOB aKPOMETAJIMU 10 YCTAHOBJIC-
HMSI TOYHOTO IUarHo3a kojeonetcs ot 5 1o 15 net. Tem He me-
Hee, B 80—90-e roapl MpoIIOro BeKa paclpoCTpaHEHHOCTh
aKpoMerajiny oleHrBaach Kak 40—60 ciy4yaeB Ha 1 MJIH yeto-
BeK. B benbruiickoM rccienoBaHum, onyoaukoBaHHoM B 2006 1.,
oty urdpsl npesbianu 100 caydaeB Ha 1 muH. [1o ipenBapu-
TeJIbHBIM pacyeTaM IoKa HemojHoi Poccuiickoli 6a3bl maim-
EHTOB C aKpoMeTaJieli 3To 3a060JieBaHNe BCTPEYAETCS C YaCTO-
Toii 30 caydaeB Ha 1 MuIH xuteneil Poccun.

[MocreneHHOE NMOSBICHUE CUMITOMATUKY YaCTO O3HAYa-
€T, YTO aKPOMETaJIMsl BIIEPBbIE IUATHOCTUPYETCS JIMIIb B O-
CTaTOYHO 3pEJIOM BO3pacTe, T.€. CPEAHUI BO3PACT HA MOMEHT
MEepBUYHOIN NMArHOCTUMKU 3abojieBaHUsI cocTapisieT 40 jer.
YuuThiBas CTOJNb MEUIECHHYIO TUHAMUKY Pa3BUTHSI CUMIITO-
MOB, ObLIO OTMEYEHO, YTO U3MEHEHUE BHEIHOCTU 3aMETUITN

MPOBAEMbI SHAOKPUHOAOTIMM, 6, 2013

muiib 13% mauueHTOB U3 OOPATUBILMXCS 32 METULIMHCKON
TOMOIIIBIO.

®akTuyeckass pacrpoCTPaHEHHOCTh aKPOMEraiuu MO-
KET MPEBBILIATH IPUBBIYHBIC PACUETHBIE 3HAYCHUS.

B camoM Jieie, OCHOBaHHBIN Ha OCOGEHHOCTSIX BHEIIHETO
BUzIa GOJILHOTO IMArHO3 C HAUOOJIbILIEH BEPOSITHOCTBIO TIPEITIO-
JIOXUT Bpay, paHee He BUAEBILUIA 3Toro naiueHnTta. HecMotpst Ha
MeJUICHHOE TPOTPECCUPOBAHUE, IS aKPOMETAIUN XapaKTepHa
CYILLECTBEHHAS] BBIPAXEHHOCTh (PM3UYECKUX U TICUXOCOLIMATb-
HBIX HAapYILIEHUIA, & TAKXKE MOBBILIIEHHASI CMEPTHOCTb.

XOTs aKpoOMeTallnsl XapaKTepU3yeTCsl BRIPAXXEHHOMN CHM-
MTOMATUKOM, 9TW UBMEHEHUST HApACTAIOT MOCTENEHHO, U JIJIST
MX MPOSIBIIEHUST MOTYT MOTPeOOBAThCS rofibl. TakuM o6pa3om,
IMATHO3 AaKPOMETAIIMU OOBIYHO CTABAT TOJBKO B JOCTATOYHO
3peJIOM BO3pacTe.

JoGpokauecTBEHHbIE MOHOKJIOHATbHBIE aI€HOMBI THUIIO-
duza aBnsoTcs npuunHOit 98% ciyyaeB akpoMeranuu. DT
onyxonu cekpetupyot Jubo Toabko CTI, nu6o CTT u mpo-
naktuH (ITPJT). [IpuunHa o6pa3oBaHus CEKPETUPYIOLINX TOp-
MOH POCTa aZicHOM runodu3a noka HeM3BeCTHa.

3. InarHocTHKa

TlepBOHAYAIBHBIN TMATHO3 aKPOMETaJIUM OOBIYHO OCHO-
BaH Ha KJIMHWUYECKOW CUMITOMATHKE (pHC. 2), XOTS BCIEMI-
CTBHE MEIJICHHOTO pa3BUTHS (DU3MKAIBHBIX U3MEHEHMI 3a-
GoJieBaHUE B TEUEHNE MHOTHX JIET MOXKET OCTaBaThCsl Hepac-
TMO3HAHHBIM.

Bpau (3HIOKpPMHOJIOr) MOJIKEH 3aroJo3puTh Haauvue
aKpOMETaJINM Y TallMeHTa, eCJTM OH UMeeT IBa U OoJiee 13 ciie-
IYIOIIMX KJIMHUYECKUX TTPOSIBJICHMIA:

— BIIEPBBIC BHISIBIICHHBIN caXapHbIii 11abeT;

— pacrpoCTpaHeHHBIE apTPaJITUN;

— TOBBILIEHHAST YTOMJISIEMOCTb;
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— TOJIOBHAsI 0OJIb;

— CHHIPOM 3aIISICTHOTO KaHaa;

— CHHIPOM HOYHOTO aIlHO?;

— MOBBILIEHHOE MOTOOTAECIEHHUE;

— IHEBHAasl COHJIMBOCTD;

— BIIEPBbIC BBISIBJIEHHAS! WIW TPYAHO MOANAIOIIASCA Jie-
YEHMUIO TUIIEPTOHUS;

— OMBEHTPUKYISIpHAsT TUMIEPTPOGUsI, TUACTOIMYECKAS
WU cUCTONnYecKast TMCHYHKIINS;

— CyXEHHUE T0JIeH 3peHus;

— MOJIUIIBI TOJICTOM KUIIKU;

— MPOrPECCMPOBAHUE BBIPAXXEHHOCTU HENPABUIIBHOTO
npukyca (ypoBeHb HOKa3aTeNbHOCTU |, Kjlacc peKoMeHaa-
it A).

Bo Bpems coopa xxanob u aHaMmHe3a 00paTUTh BHUMaHUE
Ha HaJIU4Me ciydyaeB 3a00J1€BaHUS OMErajuei, aieHoOM T'i-
nodusa y poacTBeHHUKOB. [1pu 1MoioxuTe1bHOM pe3ynbTaTe
TpeOyeTcs NOMOJTHUTENbHOE TEHETUYECKOE UCCIEN0BAHUE C
1enbio uckmovyeHnst MOH-1 cuanpoMa, ceMeliHOI akpoMe-
ramuu, FIPA (cemelinble M30JMpOBaHHbBIC aJIeHOMBI TUIIO-
¢uza).

IIpu BbIsABICHUHU DSiia KIMHUYECKUX CUMIITOMOB, Kpaii-
HE MOIO3PUTEIbHBIX Ha aKPOMETAIMIO, CJAEAYIOLIUM 3TaroM
SIBJISIETCS IPOBEACHUE JIA0OPATOPHBIX UCCIENOBAHUA.

TopmonasibHble aHAAM3BI ClleAyeT HAYMHATD C M3MEPEHHs
noka3areisi UP®-1

YpoBuu MP®-1 monBepraioTcsi HIUpKaTHBIM M3MEHEHU-
SIM 3HAYMTEJIBHO B MeHbIIIel creneHu, yeM ypoBHu CTT 6na-
rogapsi JJIATEJIbHOMY IMEPUOAY TOJYXU3HU, B CBI3U C YEM
OIHOKpaTHoe ompezaeneHue ypoBHs MP®D-1 umeer 3Haum-
TeJIbHbIE MPEUMYILLECTBA IMepel ONHOKPATHBIM U3MEPEHUEM
ypoBHs1 CTT u oTpaxaeT ero MHTETpUPOBAHHYIO CEKPEIHIO.
Bonee Toro, ypoBuu UP®-1 MoryT u3amepsThes B 11000€ Bpe-
Ms1 IHS1, IpeObIBAHME HATOLLAK HE 00513aTeJIbHO, UTO CO3JAET
MaKCUMaJbHbIE yIoOCTBa Iisi 60JIBHOTO U Bpaya. DTOT MOKa-
3aTeib SIBJISIETCSl HANECXXHBIM MApKEPOM ISl TUAarHOCTUKMU,
MOHUTOPUHTAa U OCOOEHHO CKPUHMHTA akpomeranuu (ypo-
BEHb JI0KAa3aTeJIbHOCTH 2, KJIacc pekoMeHnanuii B).

IMpu unrepnperanuu nokazartens MP®D-1 neobxomumo
YYUTBIBATh, YTO JIOXKHOE €r0 MOBBILIEHUE BO3MOXHO MpU Oe-
pEMEHHOCTM OJyiaromapsi BbIpaOOTKE TIUIALEHTOM OOJIbIIOTro
konyectBa Maibix MoJieky1 CTT ¢ moctarounoit 6uonorude-
CKOM aKTUBHOCTBIO.

CyIecTBYIOT TaKXKe COCTOSTHUS M 3a00JIeBaHMSI, TIPU KO-
TOPBIX UMEETCST JIOXKHOe CHIKeHune ypoBHSI UP®-1. K Hum
OTHOCSAITCS: CUCTEMHbIE 3a00J1€BaHUS U COCTOSIHUSL, COIIPOBO-
KOalolIecsl TOBBIIIEHHBIM Kataboau3dmMoMm (BUY-uHpu-
nupoBaHHble smia, O6oapbHble CIIWoMm, Tpy OOIIMPHBIX
0XOorax 1 abOMUHAIBHBIX XUPYPTUUECKUX BMEIIATENbCTBAX),
MEeYEeHOYHas U OYEYHas HEJOCTaTOYHOCTb, XPOHUYECKOE He-
JloelaHue, caxapHblii 1nabdetr. B ciyyae HEKOMIIEHCMPOBaH-
HOTO CaxapHOro auabera y nauueHTa ¢ KIMHUYECKUMU CUM-
NTOMaMM aKpOMETAJIMU TpeOyeTcsl MOBTOPHOE OMpeneieHue
ypoBHst UP®-1 mociie KoMreHcaluuu yriIeBOTHOTO OOMeHa.
Kpome Toro, npumMeHeHue OpajibHbIX 3CTPOTreHOB MOJABJISIET
cexkpenio CTT 1 MmoxeT BbI3BaTh CHIDKeHUE YpoBHSI PD-1
y OOJIbHOH ¢ aKpOMeTaIueil Mpyu UCXOAHOM HE3HAUYUTEJIbHOM
WJIA YMEPEHHOM €rO MOBBILICHUM.

PexomeHnyercs ucnonb3oBaHUe ONHOM U TOH ke J1abo-
paTOpPHOK METONMUKM JJIS TTOBTOPHBIX OMPENEIEHUNA COoep-
xanusi UP®-1 y kaXmoro KOHKPETHOTO MalleHTa BBUILY
pacxXoXAeHUS MoKasaTeaeil MexXay pa3jinyHbIMU J1abopaTo-
pUSIMU.

B Hacrosiiiee Bpemsi TOKasaHa HeEIeIeco0O0pa3HOCTh
MPUMEHEHMS B KA4eCTBE TUArHOCTUYECKUX MapKepoB aKpo-
Merajauu Takux coctaBisiommx MP®-1-komriekca, TupKy-
JIMpYOIIeTro B KpoBU, Kak UP®-1-cBsa3biBatomuii 6e10K-3 1
CBOOOJHAS KHCasg CyObeIMHULA, TAK KAaK OHU He 00J1anaiT
MPEUMYIIECTBAMU B OTHOLIEHWU YyBCTBUTEILHOCTH U CIIEII-
ubuyHocTu B cpaBHeHUM ¢ MP®-1. OmnpeneneHue ypoBHS
cBobonHoro MP®-1 u UP®-1-cBs3piBatomumx O6€1KOB TakKe
MPU3HAHO HEelleJIecOO0pa3HbIM ISl TUarHOCTUKHU aKpoMera-
Ju (YpOBEHb J0KA3aTeJbHOCTH 1, KJIacC peKOMEHIaILuit A).

IIpu BbICOKOM ypoBHe MP®-1 HeoOGXomumo IpoBeCTH
aHaJIM3 ypoBHSI TopMoHa pocTa ¢ mpumeHeHueM OI'TT (75t
IJIOKO3Bl per os ¢ uccinenoBanueM ypoBHs CTI kaxnbie
30 muH B TeueHue 2 4). Hopmanbhsie nokazatenu CTI/OI'TT
— MeHee 1 HI/MJI TTociie Harpy3Ky III0OKO30i B JI000# U3 5
TOUYEK, KpoMe 0a3abHOM (YPOBEHB 10KA3aTEIbHOCTH 3, KJIACC
pexomeHnanuii C).

Hekotopele nccienoBaren CUUTAIOT, YTO MPU COYETa-
HUM TUMWYHBIX KIMHUYECKUX CUMIITOMOB aKpOMErajuu C
BBICOKUM ypoBHEM MP®-1 MoXHO mpeHeOpeyb JTaHHBIM Te-
cToM (YpOBEHb I0Ka3aTeIbHOCTH 4, Kiacc peKoMeHmaiuii D).

[pu Hammuuu CJI — BO3MOXHO HCCIENOBaHUE PUTMA
CTT (5 Touex B TeueHue 2 4 ¢ uHTEepBajioM B 30 MUH) (YPOBEHb
JIOKa3aTeIbHOCTH 4, Kjlacc pekoMeHnauuii D).

PexomeHmOBaHO WCIIONB30BaHUE TEPBOTO M BTOPOTO
MEXIyHapoaHbIX cTaHmapToB (IS) mist peKOMOMHAHTHOTO
CTT (IS 88/624 u 98/574), xoTopbie conepxaT 95% ropmoHa
pocTa ¢ MoseKyJsipHoii Maccoit 24 kI Bmecto IS 80/505, co-
crosero u3 cMecu nusopopm CTT.

B nenom ypoBau CTT' u UP®-1 TecHO KOoppenupyioT apyr
¢ apyrom. OgHako 10 30% GOJIbHBIX UIMEIOT PACXOXKICHUS JaH-
HBIX TToKa3aTeneli. Hanbosee yacTeiM BAPMAHTOM SIBJISIETCST CO-
yeTaHWe TOBBIIIEHHOTO ypoBHI MP®-1 ¢ HopmaibHBIMU
ypoBHsiMu CTT', uto BeposiTHEe Bcero oTpaXkaeT Havajio 3a00-
JieBaHUSI. 3HAUUTENbHO peXe BCTPEYalOTCsl TOBBIIIEHHBIE
ypoBHu CTT (kak 6a3anbHble, Tak 1 B xone OI'TT) ¢ Hopmaib-
HbIM TT0KazareieM MP®-1. Takoe pacxoxmeHre MOXeET ObITh
CBSI3aHO C HETPaBWIBHON CTaHOApTU3alMeil Mpoo, BIUSIHUEM
BO3pacTa, TOHATHOTO CTaTyca, TEHETUYECKUMU DPa3TUIUSIMU
CBSI3BIBAIOIINX OEJIKOB M, HAKOHELI, CTPECCOM BO BpeMst 3abopa
npo6 kposu. Eciu cTeneHpb pacxoxneHus moKasateseil cyiie-
CTBEHHA Y UMEIOTCS KIIMHUIEeCKUE TIPU3HAKY, TAIOIINe BECKUE
OCHOBAaHUSI 3aII003PUTh aKPOMETAINIO, A0COTIOTHO OIpaBaa-
HO TIPOBEIEHME MOBTOPHBIX JIAOOPATOPHBIX TECTOB (YPOBEHBb
JTOKa3aTeJIbHOCTHU 4, KJlacc pekoMeHaaumii D).

B OuoxmMmuyeckoM aHanuM3e KpPOBU CJEAyeT OOpaTUThb
BHUMaHUeE Ha ypOBEHb Kanblivs. Hammure runepkanibuueMun
SIBJISIETCS TIOKa3aHUEM K MPOBEINCHUIO TOTIOTHUTENbHBIX UC-
CJIeIOBAaHUY C LIETbI0 UCKITIOUEHUs TIEPBUIHOTO TUTIepIIapa-
Ttupeo3a. [Ipy BISIBIEHNM MOCIETHETO — UCKIIOYUTh HAIH-
yue y nanyeHra MOH-1 cuHapoMa (ypoBeHb TOKa3aTeIbHO-
ctu 3, kinacc pekoMmeHnanuii C).

JlaGopaTopHbie TecTbl, He Hecymye TOMOJIHUTEIbHONH WH-
(hopmManmu Wi nMeOLINe CeNHATbHbIE TIOKA3AHUS

Tect ¢ CTJ (100 MKr B/B) TakKe He SIBJISIETCS LIEHHBIM
kaKk B auarHoctuke CTT-mpomyumpylonmx aneHoM, Tak U B
MAarHOCTUKE SKTOMUYECKON MPOMYKIIUY COMATOINOEepUHA.

[Mokazanuem [uist onpenesieHusT B CBIBOPOTKE KPOBU YPOB-
nst CTJI sBrisieTcst momo3peHue Ha ero 9KTOMUYECKYIO TTPOIYK-
LI1I0, KOTOPOE OCHOBBIBaeTcst Ha otcyTcTBUM M PT-nipuzHakoB
aZieHOMBI TUTIOdU3a U BBISIBJICHUN 00beMHOTO 00pa30BaHuUsI B
IPYIHOI OO OPIOIIHOM MOJIOCTH y TALMEeHTa C KIIMHUYECKOM
KapTuHOU akpomeranuu. [Ipu maHHOM 3abos1eBaHUU YPOBHU
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3mepeHne yposHa MPD-1
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Puc. 3. AuarHoctndeckuii aaroputm akpomeraanu (u3 Melmed. New Engl ) Med 2006 [1]).

BocnpoussezneHo ¢ pasperieHus npaBoobianarenst. © Massachusetts Medical Society.

CTJ1 npesbimraror 300 mr/mir, Torma Kak BO BCEX OCTAIBHBIX
CITyJasix, BKJTIOYAsl W TUIOTAIAMUYECKYIO THIEPITPOMYKIINIO
CTJ1, ero ypoBeHb cocTaBisgeT MeHee S0 1r/mit.

Omnpenenenue conepxkanus CTI' B kpoBu, oTTekaromieit
W3 HIKHUX KAMEHUCTBIX CHHYCOB, TIOKA3aHO B CITyJasiX, KOraa
HEOOXOIMMO YTOUYHEHUE JIOKAIN3AIIU MUKPOATeHOMBI BBUILY
oTcyTcTBUS ee yeTkx M PT-npu3nakos, 1100 B ciiydae 1momao-
3peHus Ha runeproiasuio runodusa. Kaxk mpaswmio, coueraior
¢ BHyTpuBeHHBIM BBeneHreM CTJI (ypoBeHb moKazaTeirbHO-
ctH 1, Kitacc peKOMeHIamuit A).

JlnarHocTUYeCKUiA aITOPUTM aKPOMETATNY TIPEACTaBIeH
Ha puc. 3.

HucTpymenTaabHOe 00C/IeIOBaHNE

MPT ronoBHoro mMo3ra, objactu runodusa c/6e3 KOH-
TPaCTUPOBAHUST, TPU TPOTUBOIIOKA3AHUSAX (HATWIME Teiic-
M3Kepa, MeTaTnIecKnx uMIutantoB u 1ap.) — KT (ypoBeHb
JokaszateJbHOCTH 1, Kitacc pekoMmeHaaiuii B).

JlonojHuTeIBHOE 00CIEe0BaHNE

OO6cnenoBaHue TOJIEH 3pEHUST TIPYU KOMITPECCUN XUAa3MBbl
(1m0 manHBIM M PT) 1 cooTBEeTCTBYIOIINX Kato6ax (YpoBeHb
ITOKAa3aTeTbHOCTH 1, KTacc peKOMeHIaunii A).

JlonoanumensHole 20pMOHANBHBIE AHANU3YL:

— TIPOJIaKTUH C 1IeJblo BBIABIeHUs cMemanHoi (CTI/
ITPJI-cexpeTupytolieit) aneHOMBI TUTIO(MN3a;

— uckmoueHre runonutyutapusma (AKTI, koptusonn,
TTT, cB. T4, JII', ®CI, TectoctepoH, D2, OCMOJSIIBHOCTh
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TJIa3MBl M1 MOYM), OCOOEHHO B ClIydae MaKpoaIeHOMBI (Ypo-
BEeHb J0Ka3aTeJIbHOCTH 1, Kjlacc peKoMeHaauit A).

4. TuddepennuanbHas THATHOCTHKA

JndpdepeHlmanbHblii IMarHo3 CHopaguveckoil akpome-
rajuu npoBoautcss ¢ MOH-1-cuHApOMOM, peaKUMM TeHETU-
yeckuMu cuHapomaMu: McCune—Albright u Carney Complex,
W30JIMPOBAaHHOM CEMEHOI aKpoMeTaIueid, a TAaKxXKe TUIIOTUPE-
030M, MaXUIEPMOIIEpPUOCTO30M, Oosie3HbIo [lemkeTa.

KinHuyeckasi KapTvHa aKpoMerajiuu ¢ pa3BUTUEM ajie-
HOMBI MOXET OBbIThb TposiBieHueM MOH-1-cuHapoma, st
KOTOPOTO HapsIIy C COMAaTOTPONIMHOMOM XapaKTepHO Halnuure
TOPMOHAJIbHO-aKTUBHBIX OITyXO0JIei MapalTOBUIHbIX XKeJle3,
OCTPOBKOB MOIXKEJTYIOYHOU XKeJe3bl, a UHOTAA U OIyXOJu
JIETKUX.

Hna peakoro cuHapoMa McCune—Albright, momumo
KJIMHUYECKOM KapTHHBI akpoMeraanu (20% maiueHToB), Xa-
pakTepHa Takxke creluduyeckas Tpuaaa: NoJroCcTOTUYeCKas
(bubpo3Hasa aucriasus, MpexaeBpeMeHHOe TMOJI0BOE Co3pe-
BaHMe, crieliM(puyecKre MUIMEHTHBIE MSITHa OJIeMHO-KOodeii-
HOTO 11BeTa. Y !/, GONbHBIX BBIABIAETCA aleHOMa runodusa.

Carney Complex — odeHb peakoe 3abojieBaHUE, OTHUM
U3 TIPOSIBIICHUI KOTOPOTrO MOXKET ObITh akpomeranus. [1peoo-
JIafaloT TakKue KIMHUYECKUE CUMIITOMBI KaK: MSATHUCTAsI KOX-
Hasd TWTMEHTALMsl; MMUKCOMBI CepIla, KOXMH, CIU3UCTHIX;
IBaHHOMBI. B psizie ciiyyaeB pa3BuBaeTcsl KaplMHOMA ITUTO-
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BUIHOM XeJe3bl, alecHOMBI TPYIHBIX XeJIe3, OTYXOJIH SIMYeK C
kanbuubukanuein Kaetok Cepronu, MOJUKUCTO3 SMTYHUKOB.
Bo3MoxeH aTunmmyecku MpOTEeKAOIINiA, TEPUOJUIECKU Ma-
Hudectupyrommii AKTI' — He3aBUCUMBI TUTIEPKOPTULIM3M.
Axpomeranus MaHUGDECTUPYET, KaK MPaBUIIO, B TPEThEH Ie-
Kazme Xu3Hu. BonbinHCTBO manueHToB (10 75%) ¢ JaHHBIM
3a00/IeBaHNEM MMEET OECCUMITOMHOE YBEJIMYeHUE YPOBHSI
CTI, UP®-1, nponakTyHa WM MMeeT HapylleHHbIe (hyHK-
nunoHanbHbie TecTel (CTI/OI'TT).

Hannuue n3onmpoBaHHOU ceMeHO aKpoMerajluu ycTa-
HAaBJIMBAETCSI, €CITU B ceMbe 3a(UKCUPOBAHO 2 U GoJiee cirydast
aKpOMeTaJIny UM TUTAaHTU3Ma Mpu oTcyTcTBUM MOH-1 cun-
npoma wim Carney Complex. JlaHHBIe cy9an aKpOMeTraJuu
OTJIMYAIOTCS OT CIIOPAAUYecKoil Oojiee paHHUM BO3PACTOM
MOCTAaHOBKM aMarHosa (25 ser), mpeoGiagaHMeM MY>XYWH
(cootHomeHnue M:k=1,5:1,0), 1 TpaKTUYECKU BO BCEX CIyda-
SIX HAIMYMEM MaKpo- WU TUTAHTCKOUM aleHOMBI runodusa.
IIpuyuHO# BBHICOKOTO pHCKa Pa3BUTHUSI JAHHOTO CUHAPOMA
SIBJISIETCS] HATTMYKE BPOXKICHHOI MyTalluy OTHOTO U3 B3aUMO-
NEUCTBYIOIIMX C pelenTtopoM OenkoB — aryl hydrocarbon
receptor-interacting protein (AIP-myranus).

[Ipu runoTrpeo3e BOZMOXHBI CXOIHBIE C aKpOMeTaTnei
W3MEHEHUs B BUIE YTOJIIEHUST KOXM, OTEYHOCTH JIMIA, Ma-
KPOTJIOCCUM, TIOBBIIIEHHOW THEBHOW COHJIMBOCTU, OTpyOe-
HUS Tosioca. JInarHo3 akpoMeTainy UCKITIOUaeTcsl TIPU BBISIB-
JIEHUU CHUXEHUST (PYHKIUU IMUTOBUIHON XKeNe3bl U MOBbI-
menHoro TTT B couetanuu ¢ HopMmanbHbIMU ypoBHSIMU CTT
Kak 6a3aibHbIMU, TaK U B xofae OI'TT, a Takxke HOpMaJIbHBIM
ypoBHeM UP®-1.

Penxoe cemeitHoe 3a0oneBaHNe, N3BECTHOE KaK MaxXuuep-
MOTIEpPUOCTO3, MOXKET OBbITh OLIMOOYHO MPUHSTO 32 aKpOMeTa-
JINIO, TaK KaK XapaKTepu3yeTcsi TPyObIMU YepTaMH JIUIA, BbI-
pakeHHBIM yTOJIIIEHNEM KOXHU C TPYObIMM KOKHBIMU CKJIA/IKa-
MU, TIPEUMYIIECTBEHHO B 00JacTH ji0a M BOJOCUCTOM 4acTh
TOJIOBBI U TUTIEPTPOMUIECKON ocTeoapTponarueil. Xapakrep-
HBIM CUMIITOMOM TAHHOTO 3200JIEBaHMSI SIBJISIETCST YBEJTMUEHUE
KUCTe! C U3MEHEHNeM AUCTATbHBIX (danaHr B Buae OGapabaH-
HBIX TTAJIOYEK, a TAKXKe TUIEPOCTO3 TUCTATBHBIX OTIEIOB [IUTMH-
HBIX TPyOUaThIX KOCTEi (BBIPAKEHHOE YTOJIIIEHEe KOPTUKAITb-
HOTO CJIOST), YTO OIPEENSIETCS] C TIOMOIIBIO peHTreHorpadhuu.
Brisinenne HopManbHbIX ypoBHeit CTI kak 6a3abHBIX, TaK U
TPpU TIpoBeeHNY (PYHKIIMOHAIBHBIX TECTOB, OTCYTCTBUE TIPU-
3HAKOB aIEHOMBI TMUTO(}K3a OTBEPraeT TUarHo3 aKpOMeTaIiHy.

ITpu 60ne3nu [Nemxera (nedpopMupymoIIast OCTEOaAUCTPO-
¢ust) mporcxonuT U3dMpaTeNbHOE YTOJIIEHUE MPOKCUMATb-
HBIX OTIEJIOB IJIMHHBIX TPyOUaThIX KOCTEN, X Tyroobpa3Hoe
WCKpPUBJIEHUE C TPyOoii TpabeKyJIsIpHOU MepecTpoilkoi, yBe-
JIMYeHHUE Yeperna 3a CUeT YTONIIEeHUs] JOOHOI Y TEMEHHBIX KO-
CTell ¢ yMEHbILIEHUEM JINIEBOTO CKeleTa (MociieHee He Xa-
paktepHo mis akpomerannu). OCHOBHBIM J1aOOPAaTOPHBIM
npu3HaKoM Oose3nu [lemxera siBsieTCsI BBICOKAsi aKTUBHOCTh
obmeit menouHoit docdaraspl. [Ipu 3TOM OTCYTCTBYIOT Xa-
paKTepHbIe Ui aKpOMETAJIUM W3MEHEHUS] MSTKUX TKaHei,
00J1aCTH TYyPEIKOTOo CelIa, OTPENeIsieTCsl HOpMaTbHOE Coep-
xkanue CTT u UP®-1 B kpoBw.

5. JIeuenue

Llesu ie4eHUST aKpOMeETaTNK TOJKHBI OBITh 00CYKIIEHBI C
MaLMEeHTOM M BKJII0YaloT (YpOBEHb JOKA3aTeIbHOCTH 3, KJIacC
pekoMeHaauuii B):

1. Hopmanu3aiusi ropMOHaJIBHBIX ITOKa3aTeseit

LleneBble 3HaUeHUs Ha ocHOBe MeTaaHanu3a (1. Holdaway
u coanT. Eur J Endocrinol 2008; 159: 89—95):
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— CTT <2,5 ur/mi (<1 MKT/J IpY BBICOKOYYBCTBUTEIb-
HOM METOJIe OTIpeNIeIeHNsT) — TIPY JICYeHUU IJIUTENIbHO Aeii-
CTBYIOIIIMMU aHAJIOTAMU COMATOCTaTHHA;

— muHuManbHbIl ypoBeHb CTI/OI'TT < 1 vr/min (<0,4
MKT/JI TIPU BBICOKOUYBCTBUTEIILHOM METONE OIIPENEeIeHIS)
TocJie aIcHOMIKTOMUU;

— HopMmanu3anusa yposHs UDP-1.

2. YMeHbIlIeHHe 00beMa OITyXOJId, YCTpaHEHUE «Macc-
addekTar.

3. KOoHTpOJIb CUCTEMHBIX OCTOXHEHUI U yCTpaHEHUE 00-
PaTUMBIX CUMIITOMOB 3200JI€BaHMUSI.

4. MuHnMM3a1us prcka MpexaeBpeMeHHON CMePTH (YTO
TIOCTUTAETCSI HOpMaU3aluell TOPMOHABHBIX MOKa3aTeNel u
KOHTPOJIEM OCJIOXHEHUU aKpOMETaJIuU, MPEeXIe BCEro B OT-
HOIIEHUY MeTaboIMn3Ma TTI0KO3bl U U3MEHEHMI CO CTOPOHBI
CEPIAEYHO-COCYIUCTOMN CUCTEMBI).

B uenu neyeHust BXOOUT Tepamnusi COMYTCTBYIONINX 3200-
JIEeBaHUI U METAOOINYECKUX HAPYLLIEHUA:

— KapInOJIOTUYEeCKUX;

— caxapHoro anabeTa 2-ro TUIIa;

— HapyILIEHUs] TUMTUAHOTO OOMEHa;

— OOCTPYKTUBHOTO HOYHOTO aIlHO?;

— TIOJIUTIOB TOJICTOTO KUIIIEYHUKA U Ap. (YPOBEHb MOKa-
3aTeJIbHOCTH 2, Kyiacc pekoMeHnauuii C).

st nocTuxXeHus 1enei JeyeHrst HeOOXOIUMBI:

1. DddexTrBHAsS Tepanus, HapaBlieHHAs HAa CHIKEHUE
ypoBHeit CTT u UOPI1.

2. PerynsapHas KJIMHUYeCKas OLEHKA U JIeYEHUE COMyT-
CTBYIOIINX 3a00JIeBaHUN (CUCTEMHBIX MPOSIBIEHUI aKpome-
TaJIin ).

5.1. MeTonpl JiedyeHust

5.1.1. TpancceHounanbHast ageHOMBKTOMUS — METON
BBIOODPA B KAYECTBE MEPBUYHOTO JICYSHUST TIPU:

— MHTPACEJUISIPHBIX MUKPOAIEHOMAX;

— HEWHBa3WBHBIX MaKpOAIEHOMAX;

— C UMIITOMaX KOMIIPECCUY 3PUTENTbHBIX HEPBOB, XMA3MBlI;

— anoruieKcuu runodusa (ypoBeHb 10Ka3aTeIbHOCTH 2,
KJIacC peKOMeHIAIuu A)

[pu sKkcTpacesusspHOit MaKpoaneHoMe (OCOOEHHO B CITy-
Jae JIaTepOCEeJUISIPHOTO PACIIPOCTPAaHEHMsT), HU3KOU BEpPOSIT-
HOCTH 3(pHEeKTUBHOCTH OTIEPALINU U OTCYTCTBUU KOMITPECCUM
JIOKJTbHBIX CTPYKTYP:

— MOXeT ObITh Ha3HAUYeHA OTepaIusl A YMEHbIIEHUS
pa3MepoB OIMYXOJIH U, KaK CIEeICTBUE, YIyJIIeHUsT OTBETA Ha
MEINKAMEHTO3HYIO WX JIyYeBYIO TePaIluio;

— 00CyIUTh C MAIMEHTOM BO3MOXHOCTHU TIEPBUYHOM Jie-
KapCTBEHHOI Tepanuy B KayecTBe aJbTEPHATUBHI (YyPOBEHBb
JTIOKa3aTeJIbHOCTH 2—3, KJ1acC peKoMeHaauu B).

IlocieonepanvoHHbIii MOHHTOPHHT:

— uccnenoBanue 6azanbHoro ypoBHs CTI B mepBble cyT-
ku: CTT <2 Hr/mMiI — NpeauKTOp AOJITOCPOYHON pEMHMCCUU
(YpOBeHb OKA3aTeIbHOCTH 2, Ki1acc pekomeHaanuu C);

— onpenenenne ypoBHsi CTI/OI'TT — 7—10-e cytku
IocJjie ornepalum, a Takke yepe3 12 Henm. YpoBeHb MeHee 1 Hr/
MJI 03HaYaeT peMUCCHIO (YPOBEHb OKA3aTEIbHOCTH 2, KJIacc
pexomeHnanuu C);

— uccnenoBanue ypoBHss UP®-1 — yepes3 12 Hen 1ocie
ornepaunu (ypoBeHb IOKA3aTeIbHOCTU 2, KJIacC peKOMEeHOa-
u C);

— TIpH TIOBBIIIIEHHOM ypoBHe M P®P-1 — moBTOpHO Yepe3
9—12 Hen mpexzae yeM MEHSATb TAKTUKY BEAEHUS (BO3MOXHA
OTCpOYEeHHAasl HopMain3alus) (YpoBeHb TOKa3aTeIbHOCTH 3,
kiacc pekoMmengaimu C);

MPOBAEMbBI SHAOKPUHOAOINM, 6, 2013



PelunTb BONPOC O CHUXXEHUW 003bI
oktpeotnga JIAP go 10 mr B mecsy,

e YpoBeHb ropMoHa pocta <1,0 Hr/mn e YpoBeHb ropMoHa pocTa <2,5 Hr/mn e YpoBeHb ropMoHa pocta >2,5 MKr/n u/vnu
e HopMmanbHbIN/HU3KMIA NO OTHOLWeHWo | o  HopmanbHbii ypoBeHb WP D-1 e [loBbileHHBI ypoBeHb PD-1 n/vunu
K HWKHEN rpaHuLe HOPMbl YpOBEHb
VIP®-1 e KoHTponb 3aboneBaHus e 3aboneBaHue He NOAAAETCS KOHTPOIO
e KoHTponb 3aboneBaHus l l
l Mopoepxusatb f03y okTpeoTnaa JIAP MNoBbiweHne o3bl oktpeoTmaa JIAP go 30 mr
Ha ypoBHe 20 Mr B MecsL, B MecsL|,

|

Ecnu He yaaeTcsa AOCTMYb ONTMMarbHOTO
KOHTPONs Npun NpuMeHeHun oktpeoTtunaa JNIAP

B Ao3e 30 Mr B MecsiL, MOXeT ObITb NpoBefeHa
onTumm3aums gosbl o 40 mMr B mecs,

Puc. 4. Cxema TUTPAUUU AO3bl MPOAOHITMPOBAHHOIO OKTpeoTUAQ

e OTy cxeMy Tepanuu cregyet MpUMEHSTb Yy MauUMeHTOB, nonyyawwmx oktpeotnn J1AP
B Ka4yecTBe MepBON NMHWMKU Tepanuu. HayanbHas gosa npu atom coctaensetr 30 Mr B Mecsi,
Jarnee Ha OCHOBaHUW YPOBHS ropMoHa pocta U MIP®-1 npoBoAaT nHAMBUAYANbHYH TUTPaLMo
C MOBbILLEHNEM UMW CHMKEHMEM A03bl A0 40 unu 20 Mr B MecsiL, COOTBETCTBEHHO.

e Y Momnogpbix NauueHToB ¢ 6OoMbLUMMY OMyXONsiMU, Y KOTOPbIX BEPOATEH CyboNTUMarbHbIA OTBET
Ha okTpeoTtua JIAP B cTangapTHOM o3e, Tepanuio cnegyeT HaymHaTb ¢ Jo3bl 40 Mr.

e Y nauMeHToB C BONbLUNMU OMYXONsiMU MOXET BbITb adhdpeKkTVBHA ANUTENbHasa Tepanus.

Puc. 5. Cxema Tepanum AAMTEAbHO A€HCTBYIOIIMM OKTPEOTHAOM.

— KOHTposbHasg MPT ronoBHoro Mo3ra — He paHee, 4eM
yepe3 12 Hem, ONTUMAJIBHO — 4Yepe3 6 Mec Mocie ornepauu
(YpOBeHb OKa3aTeIbHOCTH 3, Ki1acc pekomeHaanuu C);

— B paHHEM MOCJIEeOINEePAIIMOHHOM TIEproae He0OX0TUMO
MOHUTOPUPOBATDH JIEKTPOIUTHI KPOBU, CUMIITOMBI Hecaxap-
HOTO 1rabeTa, Py MOKa3aHUSX — UCCIIEIOBAHUE OCMOJISITb-
HOCTH TUIa3Mbl ¥ MOYM (YPOBEHb M0KA3aTeNbHOCTH 3, Klacc
pexomeHmanuu C);

— HEoOXOAMMO MOHUTOPUPOBATH (PYHKIIUIO HAIIOYeU-
HUKOB U TIPM HEOOXOAMMOCTU HA3HAYUTH 3aMECTUTEIBHYIO
TOPMOHAJIBHYIO Teparuio (YpOBeHb 10KA3aTeTbHOCTH 3, KJIacC
pexomeHmanuu C);

— B IOCJIEONIEPALIMOHHOM TIEPUOEe BO3MOXEH HaTPUIy-
pe3 B pesyibrate obicTporo cHikeHus ypoBHeit CTT u UDP-1
(YpoBeHb OKa3aTeIbHOCTH 3, Kitacc pekomeHaanuu C);

— Ha 6—12-11 HeneJe TOCIIE OMepalu HeOOXOIMMbI aHa-
JIU3Bl YPOBHEN TOPMOHOB IIMTOBUAHOM KEJTe3bl W TMOJOBBIX
TOPMOHOB JIJIsI OLIEHKU HEOOXOAMMOCTH 3aMECTUTENIbHOM rop-
MOHATBHOI Tepanuu (YpOBeHb JOKA3aTeIbHOCTH 3, KJIacC pe-
komeHnanuu C).

5.1.2. MenukaMeHTO3Hasl Tepanusi

B Hacrosiiiee Bpemst IpUMEHSTIOTCST TPU KJIacca Ipernaparos:

— aHaJIOT COMATOCTaTUHA;

— arOHUCTHI PELENTOPOB NodhaMIHAa;

— anTaroHuctsl peuentopoB CTI (ypoBeHb nokazarenb-
HOCTH 1, KJTacc peKoMeHIauu A).

AHaJIOTM COMATOCTaTUHA — TIPENapaThl MepBOil TMHUY B
KavyecTBe MEINKAMEHTO3HON Tepary aKpOMeTaIHy.

rPOBAEMbBI SHAOKPUMHOAOTMM, 6, 2013

B Poccun 3apeructpupoBaHbl ClieAyOIIne pernaparsl u3
TPYIITIBI AaHAJIOTOB COMATOCTaTUHA!

OKTpeoTua

KopoTtkoro neificTBusi: caHAOCTaTUH (OKTPEOTHU]I, OPUTHU-
HaJIbHBIM TIpenapaT, «Novartis», IlIBeiiniapust), OKTpeoTHI
(«®-Cunres», Poccust); okrpeorun («PapmcuHresd», Poc-
cust), oktpeotun («Kommanus leko», Poccust).

ITpononrupoBaHHoro neicTBusi: canmoctatH JIAP (ok-
TpeoTHI, OpPUTMHAJIbHBINA Tpenapat, «Novartis», LlIBeiia-
pus); okrpeotun-aoHr («®-Cunresd», Poccus); okrpeorumn-
nerio («@apmcuHTes», Poccus)

JlanpeoTunn

Kopotkoro neiictBusi: comatynuH (JIAaHPEOTHU, OPUTHU-
HaJIbHBII TIpemnapat, «Ipsen», @paHIus).

IIponoHrMpoBaHHOTO MAEWCTBUS: COMATYIH ayTOXeb
(JlaHpeoTHua, OpUTMHAIBHBIN TIpernapar, «Ipsen», @panums).

YTBepKaeHHs B OTHOIIEHMH AHAJIOTOB COMATOCTATHHA C
YKa3aHHEM KJIacca PeKOMeHIAuI

DdheKTUBHBI B OTHOLIIEHNH CHUXKEeHUS ypoBHeit MDP-1
u CTT 1o HOpMaJIbHBIX 3HAYEHMI IPUOIU3UTEIBHO Y 55% ma-
uneHtoB. Okrpeotun JIAP u nanpeotun ayroxenb o61agaoT
COTMOCTaBUMBIM TpoduiieM 3¢GeKTUBHOCTH U 6€30MTaCHOCTH
(YpoBeHb 1OKa3aTeIbHOCTH 2, KJIacC peKoMeHaauu B).

CriocoOCTBYIOT YMEHBIIEHUIO 00beMa aJIeHOMBI y 25—
70% nauumeHToB Ha 13—57% OT MCXOMHOTO 0ObeMa OMYXOJIH C
Oombieli 3¢GEeKTUBHOCTRIO B Cilydae TMIPUMEHEHUsT B Kave-
CTBE MEepBUYHOI Tepanuu (de novo) (ypoBeHb MTOKA3aTEIbHO-
cTH 3, Ki1acc peKoMeHmauuu B).
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DEAEPAABHBIE KAMHWYECKWME PEKOMEHAALIVIN

D GEeKTUBHOCTh Tepaluv aHaJIorTaMM COMAaTOCTaTUHA
PEKOMEHIOBaHO OLIEHUBATh HE paHee YeM uepe3 6 Mec OT Ha-
yasia Tepanuu (ypoBeHb 10Ka3aTeTbHOCTH 3, KJIaCC PEKOMEH-
nauyu C).

BosMoxHble To60uHbIE 3(DGEKTHI: CUMIITOMBI CO CTOPO-
el KKT (vyamie nuapesi, 3HAaUUTEIbHO PeXe — 3aIlOphl, METe-
Opu3M U [Ip.), TemaToOMIMApHON CHUCTeMBl (pacliMpeHue
JKETYHBIX TPOTOKOB; 00pa3oBaHMe B3BECU, KAMHE KETYHOTO
y3bIPsT), BBITTAZIEHUE BOJIOC, OpaIuKapaus, HApYIIEHUS yTie-
BOIHOTO 0OMEHa, KOTOpPbIe, KaK MPaBWIIO, He SBISIOTCS K-
HUYECKU 3HAYMMBIMU U He TPEOYIOT OTMEHBI TIpernapata (ypo-
BEHb JI0KA3aTeJIbHOCTH 2, KJ1acc pekoMmeHnanuu B).

Tepamnuist OKTPEOTUIOM KOPOTKOTO NeiicTBusl ddekTrBHA
U MOXET OBITh MPUMEHEHA B ClIydyae HeOOXOAMMOCTH MPOBene-
HMSI KOPOTKOTO Kypca JiedeHusl (B IIpeornepaliioHHOM TTepUo-
ne) (YpoBeHb JoKa3aTeIbHOCTH 3, Kitacce pekoMeHaatuu C).

Iloka3anus K NPUMEHEHUIO AHAJTIOTOB COMATOCTATHHA

I'maBHOE OKa3aHME — B KAYECTBE NOTIOHUTENILHOM Tepa-
MUY TIPY COXPAHEHUH aKTUBHOCTY 3a00JIEBAaHUS B UCXOIE XU~
PYPrUYEeCcKOTO BMELIATENLCTBA (YPOBEHb NOKA3aTENbHOCTU 2,
kiacc pekomeHnanuu A). [Ipn MakpoaneHoMe, HU3KOM Bepo-
SITHOCTU 3(PHEKTUBHOCTU OTEPALIMKM U OTCYTCTBUU KOMIIPEC-
CHU JTIOKATBHBIX CTPYKTYP C MALIMEHTOM HEOOXOIMMO O0CYINUTh
BO3MOXHOCTH MTEPBUYHOI IEKAPCTBEHHOM TEpanuy B KAUeCTBE
aTbTEepPHATUBBl XUPYPrUIecKoil orepaunu (ypoBeHb HOKa3a-
TeJIbHOCTH 3, Kiacc pekomeHmaiumu B). Jlo omepaumm s
YIIy4IlIeHUs TIOCIEeONePAIMOHHBIX TOPMOHABHBIX TTOKAa3aTe-
nieit (ypoBeHb T0Ka3aTeIbHOCTH 2, KiTacC pekoMeHaauuu B).

AHaJIOTU COMATOCTaTUHA MOTYT OBITh HA3HAUEHBI, €CIIU
ornepanysi TPOTUBOIIOKA3aHA WX €€ TIPOBEIEHHE OTIOXEHO
13-3a COITYyTCTBYIOIIMX 3a001eBaHMi1 (YpOBEHbB 10Ka3aTeJIbHO-
ctu 4, kinacc pekoMeHnamu C).

AHaJIOT¥ cOMaTOCTaTWHA MOKAa3aHbl B MEPUO] 10 HACTY-
IJIEHUsT MaKCUMaJIbHOTO 3ddeKTa mocie JTy4yeBoil Teparnuu
(YpoBeHb 10Ka3aTeIbHOCTH 2, KJIaCC pEKOMEHAAIU A).

IIpo6a c oKTpeoTHIOM KOPOTKOTO AEiCTBHS.

Lens — ompeneneHue MEPEHOCUMOCTH U CTETIEHU YyB-
CTBUTEJIbHOCTH K TIperapary IJisi OLIEHKHU 11eJ1ecO00pa3HOCTH
TMPYMEHEHUS Tepanuy AJIUTEIbHO NeCTBYIOIUMY aHajIora-
MM COMATOCTATHHA.

TexHrKa BBIIOTHEHUS: B TeUeHUE 3 AHEN MPOBOIUTCS
BBeneHue okTpeoTraa B mo3e 100 Mkr 3 pa3a B IeHb MOIKOXKHO
¢ onpeneneHueM ypoBHs MP®-1 ncxomHo M mocjie OKOHYa-
HUS TTPOOBbI.

Cauxenue ypoBHst UP®-1 <30% ot ucxoqHOro nokasa-
TeNss — HM3Kas YyBCTBUTEIbHOCTh, Ha 30—60% — cpenHsis
YyBCTBUTEIBHOCTb, >60% — BbBICOKAss YyBCTBUTEIbHOCTh
(YpoBeHb noKa3aTeIbHOCTH 4, K1acc pekoMeHaauu D).

IIpnveHenne aHAIOrOB COMATOCTATHHA [UIUTEILHOTO i€ii-
CTBHS ¥ TATPALMS PEKUMA JO3MPOBAHHUS

Oxmpeomuo npoaoHeUPO8AHHO20 Oelicmeus

HesaBucuMo oT 1ienm Ha3HaYeHUs MEePBUYHAS 1033 OK-
TPeoTUIa MPOJIOHTUPOBAHHOTO NeHCTBUST cocTaBiusier 20 mr
BHyTpuMBbIeuyHo 1 pa3 B 28 gHeit. Konrpons ypoas CTI u
NP®-1 npoBoauTcst He paHee, 4eM 4epe3 3 Mec, ONTUMAJILHO
yepe3 6 Mec OT HayaJsla Tepanuu. B 3aBUCUMOCTH OT JOCTUTHY-
ThIX mokazareneit CTT u MP®-1 pemaTh Borpoc o HeoOXoau-
MOCTHU TUTPALIMU 036l IIperaparta (puc. 4 u 5).

Jlanpeomud (Comamyaun Aymoncens)

JlaHpeoTu — CMHTETUYECKUI TENTUI, aHAIOT TPUPOI-
HOTO COMAaTOCTaTUHA, CITOCOOHBIH MmoaaBisTh cekpenno CTT
32 CUET BBIPAXEHHOU TPOMHOCTU K COMAaTOCTATUHOBBIM pe-
nenTtopaM uenoBeka SSTR 2, 3, 5. [Ipenapar Takke oKa3bIBa-
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€T aHTUTPOINGdEPATUBHOE U MPOANIONTOTUIECKOE NefCTBIE
Ha COMaTOTPOMdBHI.

CoMaTyliiH AyTOXelb TPeNCTaBlIseT CO0OIl Teb ISt
MMOJKOXHOTO BBElEHUSI MPOJOHTMPOBAaHHOTO AercTBus (60,
90 wiu 120 Mr), KOTOPBIN MMOCTABISIETCSI B MPENBAPUTEITHLHO
3anoiaHeHHOM Impuiie. Kaxnas nabekuust Comatynuna Ay-
TOXEJb TPOU3BOIUTCS TITyOOKO MOAKOXHO U3 TOTOBOTO K MC-
MOJIb30BAHUIO IIMpuULa: Aj1st 1o3upoBku 90 mr — 1 pa3 B 28
nmHei; 1t no3upoBku 120 mr — 1 pa3 B 28, 42 wiu 56 gHeil.

Cxema tutpauuu. Ilepsoie 3 unbekmu CoMartyanHa Ay-
TOXeNb Ha3HavyatoTes B 1o3e 90 wiu 120 mr 1 pa3 B 28 gHei,
MOCJIe Yero B 3aBUCUMOCTU OT mocturHyroro yposHsi CTT,
NP®-1 v nuHaMUKM KIMHWYECKUX CHMIITOMOB, Iperapar
HasHavaeTcs B mose 120 mr pa3 B 28, 42 wiun 56 axeii. [1pu
stom 120 mr ComarynunHa Ayroxenb 1 pa3 B 56 nHeit 5KBUBa-
sneHTHO 10 Mr okTpeorraa pas B 28 aueii; 120 mr ComaTynnHa
Aytoxensb 1 pa3 B 42 nHss — 20 Mr oKTpeoTuaa pa3 B 28 qHeil u
120 mr ComartynuHa Aytoxensb 1 pa3 B 28 nHeit — 30 wim 40 mr
OKTpeoTuaa pa3 B 28 mHeil. DTUM Ke MPUHIIUIIOM COOTBET-
cTBUSI MHTepBasIoB BBeneHUss ComarynnHa Aytoxenb 120 r u
TIO3MPOBOK OKTPEOTHA CIIEAYET PyKOBOACTBOBATHCS MPH Tie-
peBeneHny MAlKUeHTOB ¢ OTHOTO aHAJIOTa COMATOCTaTUHA Ha
NPYTroOu.

[Mo6ounbIe peakiuy Ha HOHE JIeUeHY ST JIAHPEOTUIOM Ta-
KUe Xe, KaK Y OKTPEOTH/Ia.

IIpn HemocTaTouHOl 3¢(PEeKTHUBHOCTH CTAHAAPTHOH 03I
aHAJIOTOB COMATOCTATHHA:

— yBeIIM4YeHUe NO3bI MTPOJIOHTUPOBAHHOM (POPMBI OKTpE-
otuna (caHmoctatuHa JIAP, okrpeornna [lermo, okrpeoTuma
JIOHT) no 40 mr 1 pa3 B 28 nHeii (cM. puc. 4, 5);

— YKOpPOUYEHUE UHTEPBAJIOB MEXIY BBEASHUSIMU TSI TIPO-
JIOHTMpoBaHHOTO JaHpeotuaa (ComaTylInH AyToxenb) 10 28
IHEW;

— KOMOWHUPOBaHHasI Tepanus (¢ KabeproJuHOM).

[Mpu nHemoctaTtoyHO#l 3(PDEKTUBHOCTH MaKCUMAaJbHBIX
103 aHAJIOTOB COMATOCTAaTHUHA N00aBIeHNe KabeproiarmHa Mo-
KEeT CIMOCOOCTBOBATh AOCTIDKEHUIO PEMUCCUUM aKpOMeETaanuu
axe B CIyyae OTCYTCTBMSI TMIIEPIIPOJAKTUHEMUH (YPOBEHb
JTOKa3aTeIbHOCTH 3, KJlacc pekomeHaanuu B).

— TepeKIIoYeHre Ha OpYyrol pernapaT (OKTPeoTH I/ TaH-
peoTun).

VY manmeHTOB ¢ HEMEepeHOCUMOCTBIO WU TIPU HEAOCTa-
TOYHOI 3(PHEKTUBHOCTH OJHOTO M3 aHAJIOTOB BO3MOXHO 3(]-
(exTuBHOE U Ge30MacHOe MPUMEHEHNE APYTOTO Mpernapara u3
KJIacca aHaJIoTOB coMaTocTaTuHa. [loMruMo oTCyTCTBUS MTOTE-
pu 2hdeKTUBHOCTU Tepanuu IIpU CMEHe Tpernapara, B HEKO-
TOPBIX CITyJasiX MMOKa3aHO MPEUMYILECTBO MepeBoaa MalunueH-
TOB C OJJHOTO aHAJIOTa COMAaTOCTATUHA Ha APYTO (C OKTPEOTH-
I1a Ha JJAHPEOTHI U Ha000pOT) (YPOBEHB H0KA3aTeIbHOCTU
3, kimacc pekomeHnamnuu C).

IIpn oTCyTCTBMH YYBCTBHTEJBHOCTH K AHAJIOraM COMATO-
CTaTHHA

B city4yae pe3ancTeHTHOCTH K Tepanuyl ITUTENbHO IEHCTBY-
IOLIMMU aHAJIOTAMU COMATOCTAaTHHA TTOKA3aHO CIeayIolee Jie-
yeHue: nersucomMaHT* (comamept, «[ldaiizep», CIIIA), macu-
peotun JIAP** («<HoBaptuc @apma») u/winm JriydeBasi Teparmsi.

*T1erBUCOMaHT — TeHHOWHXEHEPHBII aHAJIOT TOPMOHA POCTa, aHTa-
TOHUCT PEIeTNITOPOB TOPMOHA POCTa, GIIOKUPYET CUHTE3 M CEKPEIUIO
NP®-1, He 3apeructpupoBaH B Poccuu,

** Tlacupeorun JIAP — MyJbTHIMTaHAHBINM aHAJIOT IPUPOTHOTO CO-
MaTOCTaTHHA JUTUTEJIbHOTO NeicTBUS, (P GhEeKTUBHOCTD NOKa3aHa B
KJIMHUYECKUX UCTIBITAHUSIX.

MPOBAEMbBI SHAOKPUHOAOINM, 6, 2013



AroHMCTBI JO0(haMHHA

JIOCTYITHBI IBa TIPEACTAaBUTEIIST arOHUCTOB ToDaMIHa: Ka-
OeproyivH (JOCTUHEKC, arajarec, 6eproiak) 1 GpOMKPUNTUH
(ypoBeHb J0Ka3aTeJbHOCTU 1, KJlacC peKoMeHmauuu A).
[IpennoururensHo npuMmeHeHue KabepronuHa***, spisio-
IETOCs CEJIEKTUBHBIM arOHKCTOM D2-10aMIHOBBIX peliern-
TOpOB U 6oJiee 3 HEKTUBHBIM, YeM OPOMKPUIITUH B OTHOLIIE-
HUM BO3MOXHOCTH JOCTVDKEHMSI DPEMUCCUU 3aboJieBaHUs
(ypOBeHb JI0Ka3aTeJIbHOCTH 3, KJIacC peKoMeHaauuu B).

PexomeHnyembie 1036l Kabeproinua — ot 3,5 no 7,0 mMr
B Heneso (YPOBEHb JOKa3aTeJbHOCTHU 3, KjlacC peKOMeHaa-
uu C).

ATOHUCTHI foaMrHa MOTYT OBITh HA3HAYECHBI B KAUECTBE
MEePBUYHOM MEIMKAMEHTO3HOM Tepamnuu, IMPearoYTUTeTLHO
MalreHTaM ¢ YMepeHHBIM IToBbIieHneM ypoBHsT UPD-1 u/
WY B KOMOWMHAIIMM C aHaJOraMM COMaToCTaTMHa (YpOBEHBb
ITOKAa3aTeIbHOCTH 3, Kilacc peKoMeHmauu B).

OTCyTCTBYET YeTKasl B3aUMOCBSI3b 3G (MEKTUBHOCTH aro-
HUCTOB HodaMuHa MPY aKPOMETAJIUU ¢ HAIMIUEM, JTMOO OT-
CYTCTBHMEM COITyTCTBYIOIIEH TUITEPIIPOIAKTUHEMUN (YPOBEHD
JoKaszareJbHOCTU 3, Kiace pekomeHaauuu C).

Heob6xomnmo nHGOpMUpOBaTh IMMAIIMEHTOB O BO3MOXKHBIX
NoOOYHBIX 3(deKTax aroHUCTOB JoaMKUHA, TAKMX KaK: Ha-
pymieHusT GYHKIMA XeTyIoYHO-KUIIEYHOTo TpaKTa, OpTO-
cTaThyecKasl TUITOTEH3UsI, TOJIOBHast ©OO0Jb, 3aJI0XKEHHOCTh
Hoca (YpOBEHb T0Ka3aTeIbHOCTH 1, KTacc peKOMeHIaIu A).

B ciyyae mpuMeHeHUsT BHICOKHMX 103 KabepronHa y Ia-
LIMEHTOB C CONMYTCTBYIOIIUM 3aboJyieBaHuMeM (Oosie3Hb [lap-
KMHCOHA) BO3MOXHO mosiBieHUe DXoKI-nmpu3HaKkoB Hapy-
meHrs (GyHKIMY KIanaHHOTO armapaTa 6e3 YeTKUX KIWHH-
YeCKMX MPOSIBJICHUH (YPOBEHB OKA3aTeIbHOCTH 3, KJlacc pe-
koMmeHgauuu C).

TopMoHA/IbHBIIE MOHMTOPUHI Ha (hoHE MeTMKAMEHTO3HOI
Tepanuu

1. B kauecTBe MapKepoB aKTMBHOCTU 3a0ojieBaHUS Ha
doHe Tepanmum Kak aroHUCTaMu 1oaMUHa, TaK U JJTUTSITLHO
NMEACTBYIOIIMME aHAJIOTaMU COMaTOCTaTMHA HEOOXOIMMO HC-
rosb3oBaHue mokasatesst ypoBHs CTT u UP®-1. Kak MmuHm-
MyM — MOHMTOpHMpOBaHUe YpoBHSI MP®-1**** (ypoBeHB M0-
KazareJbHOCTH 3, Kiacc pekoMeHnanuu C).

2. Uccnenosanue ypoBHsi CTI B xone OI'TT MoXeT ObITh
MOJIE3HOU, HO He 00s3aTeJIbHOI TMpolenypoii MOHUTOPUHTA
(ypoBeHb JIoKa3aTeJIbHOCTH 3, Kiacc pekoMmeHgauuu C).

3. Onpenenenue ypoBHst CTT kaxnbie 30 MUH B TeUeHUE
3 4 gBigeTCcs TPOMO3IKUM HCCAeNOBaHUEM IS TallMeHTa U
BEpOSITHEE BCETO He HeceT MOTOJHUTEIEHON MH(MOPMAIIMK O
CTEeTICHU peMHCCHU 3a00s1eBaHusT (YPOBEHb JOKA3aTeIbHOCTHI
3, kiacc pekoMeHnauuu D).

4. B cnyyae mpUMeHEeHUsT arOHUCTOB JoaMrHa MOHUTO-
punr ypoBHeit CTI', UP®-1 u iposlakTHHA TTPY HAJTUINU UC-
XOIHOW TUIIEPIPOJAKTUHEMUN NOJDKEH ITPOBOIUTHCS KaXK-
IIBII pa3 B clTy4ae U3MEHEHMs 103l Iperapara yepe3 4—6 Hel
OT MOMEHTa KOppEeKIMU (YypOBEHb NOKA3aTeJIbHOCTH 2—3,
KJ1acc pekoMeHaanuu B).

5.1.3. JlyueBas Tepanusi

CylIecTBYIOT 1Ba OCHOBHBIX THIIA JIyYeBOM Teparuu: Tpa-
MUIIMOHHAs (hpaKIIMOHHAs paguoTeparvs U cTepeoTakchue-

**% B omiMyue OT OPOMKPUNTUHA B MHCTPYKIUU IO MPUMEHEHUIO
KabeprojivHa HeT MOKa3aHUsl K JIEYEHUI0 aKPOMETAINH, OHAKO BECh
MEXIYHAPOIHBIN OTBIT CBUIETEIBCTBYET O BHICOKOI 3hhekTHBHOCTH
AaHHOTO TIpernapaTa B JIeYCHUU aKPOMeTaT1H.

****+[Tpu ypoBHe CTT Gonee 40 Hr/mi nokazatear MP®-1 npencras-
JIEHBI B BUJIE TJ1ATO.
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ckasg panuoxupyprus. dpakumoHHas paauoTepanus, Kak
MpaBuJIo, HazHavaeTcs B 1o3e 160—180 pax 4—>5 pa3 B Hememo
B TeYeHUe S5—O6-HeleNbHOIo IMepuoia B CyMMAapHO# 03¢
4500—5000 pan. Cpoku HaCTYIUIEHUS] PEMUCCUM TIOCTIE TaH-
HOTO BHIa Jy4eBoil Teparuu — ot 5 no 20 jer (YypoBeHb H0-
Ka3aTeJbHOCTU 2—3, KJlacc peKoMeHaauuii B).

Crepeotakcuyeckasi paquoXupyprusi BKIIOYAET: raMMa-
HOX, KUOePr-HOX U JIMHEHHBIN YCKOPUTENh C PUMEHEHNEM
BBICOKO9HepreTndeckux (oTtoHOB. B HeEKOTOpHIX ILEeHTpax
TIPUMEHSIIOTCSI TIPOTOHOBBIE YACTULIBI IS IPOBEIEHUS CTEPEO-
TAKCUUYECKOU PaTVOXUPYPTUH.

Ee rnaBHOe oTinuue oT GpakIMOHHON paguoTepanu —
BO3MOXHOCTb HAIPaBUTh OMHOKPATHO OYEHb OOJIBLIYIO JO3Y
y3KUM (HOKYCHUPYIOIIMM TYYKOM Ha YEeTKO OTPaHUYEHHYIO
30HY (y4acTOK), YTO 3HAYUTETHHO YMEHBILAET YUCIO OCIOXK-
HeHWi1 1 noBbIIaeT 3¢HEKTUBHOCTh JAHHOTO BUIA JIy4eBOM
tepanuu. [Ipu mpoBeneHny O6IyYEeHMSI C TIOMOIIBIO TaMMa-
HOXa MPOUCXOAUT KOHUEHTPALIMS TaMMa-TTydeld, MCXOMSIIINX
n3 201 wuctoyHuKa, comepXallMX paguoOaKTUBHBIN KO-
6a1bT-60, Ha y3kom mosie. CpOKM HACTYIICHUS] PEMUCCUM
MPU MMPOBEIEHUU CTEPEOTAKCUUECKON PaTUOXUPYPTUH — OT 2
1o 7 et (YpoBeHb I0OKA3aTeIbHOCTH 3).

Kak mepBuuHbIii MeTOn JIeUeHUS] TIPUMEHSIETCSI TOJIBKO
MPU HEBO3MOXXHOCTU TIPOBEACHUST aICHOMIKTOMUY B CIIEMTY-
IOLIUX CITy4Yasx:

— Hayimyue abCOMOTHBIX TPOTUBOTNIOKA3aHU I K XUPYPIU-
YeCKOMY JICUECHUIO;

— KaTeropuyeckuii oTrka3z OOJBLHOTO OT OMNEPaTUBHOTO
BMEIIATEIbCTBA;

— orcyrcTBre 3deKTa, 1100 HEMEePeHOCUMOCTh MU~
KaMEeHTO3HOI Tepanuu (YpoBeHb HOKAa3aTeTbHOCTH 3, KJIACC
pekomeHmnanuii C).

Kak nomosnuntenbHblii MeTox:

— TIPU arpecCUBHBIX OIMYXOJISIX TUMO(dU3a C NHBa3UeEl B
OKPYXaloll[e CTPYKTYpPHI, BKIIOYasi KABEPHO3HbIE CUHYCHI 1
JaXKe BUCOYHBIE 10U (YPOBEHB TOKA3aTeIbHOCTH 3, KJIacc pe-
komeHpaanuii C);

— B cJTy4ae HEeTOJTHOTO yAaJIeHUsT aleHOMbBI, 0COOEHHO B
COYETAaHWM C HEeOJNAroNnpUsSITHON TUCTOJOTUYECKOW KapTu-
HOI (60JTBIIIOE KOJTUYECTBO MUTO30B, BEICOKHIT MHAEKC MTPO-
nudepanun Ki-67, kiaeTouHas aTUIIMS) C LEJIbIO MOOABJIE-
HUS JaJbHEHIel KJIETOYHOM Mpoiudepalnu U TUIIEPIIPO-
nykiuu CTT (ypoBeHb 10Ka3aTeIbHOCTH 3, KJIaCC peKOMEH-
nauuii C);

— JIydeBasi Tepamus moKa3aHa TakXke MallueHTaM, pe3u-
CTEHTHBIM K TepaIruy aHAJIOTaMU COMaTOCTaTUHA, JIM0O0 Koraa
€CTh Cepbe3HbIe TPOTUBOIMOKA3aHUSI K MPOBEACHUIO JTAHHOTO
BUJA JieueHUs (YPOBEHb I0KA3aTeIbHOCTHU 3, KJIACC PEKOMEH-
nauuii C);

— C LIETTbIO COKPATUTH IJTUTEIbHOCTh MEIUKAMEHTO3HOMN
Tepanuu (YMEHBIIUTh CTOMMOCTD JIEYEHMUSI, JINOO TIPU TIIIOXOM
MEePeHOCUMOCTH Tepanuu) (ypoBeHb HOKA3aTeJIbHOCTH 3,
kinacc pekoMmeHnamuii C).

Posnb pnuTtenbHO AEiiCTBYIOMIMX aHATIOTOB COMATOCTATHU-
Ha U B MEHBIIIEIl CTETIEeHW arOHUCTOB Ao(daMrHa B KaueCcTBe
PanIroNpPOTEKTUBHBIX AaT€HTOB BO BPEMSI TIPOBEICHMSI Ty4eBOI
Tepanuu A0 CUX MOP MOJHOCTBIO HE JOKa3aHa, T03TOMY MPpHU
HaJIMYUY TTOKA3aHUI BOBMOXHO MPOIOKEHNE Tepanuu NaH-
HBIMU TIperiapaTaMu B mpoliecce obayueHus (YpoBeHb TOKa-
3aTeJIbHOCTH 3, Kitacc pekoMeHmauuii C).

IIpoTnBomoKa3aHueM sl MpPOBedeHUs Jy4eBOW Tepanuu
ABJIsIETCA OJIM3KOE PACIIONIOXKEHNe aIeHOMBI (MeHee 5 MM) K
MePeKPeCTy 3PUTENBHBIX HEPBOB, OCOOEHHO MPY HATMIUNH JIe-
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DEAEPAABHBIE KAMHWYECKWME PEKOMEHAALIVIN

¢exToB moseii 3peHuns, Tak KaK TMociie MPOBeNeH s JTy4eBOil
Tepanuu BOZHUKAET OTEK, CIIOCOOHBI YCYTYOIISITh UMEIOIINE-
cs1 HapylIeHust 3peHust. [Ipy HaTMIry TaKoro pacroioXeHUsI
aIeHOMBI Tiepe]] TUTAHUPYEMbBIM O0TydYeHUEeM UOeabHbBIM SIB-
JISIETCST TIPOBENIEHNE XUPYPTUUECKOTO JieueHus (aqeHOMIKTO-
MWM) C LIETIBIO yOAJIEHUs CYTIPacesUIIPHOTO KOMITOHEHTA OITy-
xoJu (YpOBEeHb J0Ka3aTeJIbHOCTH 3, Kiacc pekoMmeHnanuii C).

Benenne nanyeHTOB B MOCJIETy4eBOM IepHO/IEe

1. BBumy orcpouenHoro 3ddexra OT JIydeBoil Tepanuu
mocyie oO0JIydeHUsI Bce OOJbHBIE HYXNAIOTCSI B Ha3HAYEHUU
MEeINKaMEHTO3HOM Tepanuu Ha IUTeNbHbIA epuo. [epuo-
nudecku (1 pa3 B 6—12 Mec) mocjie IpoBeaeHUs Ty4eBO Te-
panuy peKOMeHIOBaHA OTMEHAa NOTIOTHUTENbHON MeauKa-
MEHTO3HOU Teparuu Ha CpOK OT 1 10 3 Mec ¢ 1ebIo oTpeaese-
HUS HACTYIUIEHUS peMuccuu 3aboeBanus (1o ypoHio CTI/
OI'TT u UP®-1) (ypoBeHb 10OKA3aTEIBHOCTH 3, KJIACC PEKO-
meHpauuii B). Tlpyu moctuxkeHMrM HOPMaJIbHOTO TOKa3aTessl
UP®-1 — oTrMeHa Tepalliy Ha CPOK 10 6 MeC C IIOBTOPHBIM
uccienoBanueM yposHeit CTI' u UP®-1 (ypoBeHb mokasa-
TEJILHOCTH 3, KJIacc peKoMeHaauuii B).

2. B cBs13u ¢ BOBMOXHBIM Pa3BUTHEM THUIIOTUTYUTAPU3-
Ma, YacToTa KOTOpOro mocturaet He meHee 50% vepe3 5—
10 net mocne o0Iy4eHUsI C TEHACHIMEN K YBEIMYEHUIO TTOKa-
3aresisi, BCeM MalMeHTaM HEeOOXOIUM MepUOANYECKHUil KOH-
TPOJIb (PYHKIIMOHAIBHOTO COCTOSIHMSI HAAIIOYEYHUKOB, M-
TOBUIHOI XeJe3bl U MOJOBBIX XeJie3 U MPU HEOOXOAMMOCTHU
Ha3HAYeHNE COOTBETCTBYIONIEH 3aMECTUTEIbHOM TOPMOHATb-
Hoii Teparmuu. Ocoboe BHUMaHWE PEKOMEHIOBAHO YHEJSITh
MOJIOIOMY KOHTUHTEHTY W JIMIaM, TUIAHUPYIOIIUM TOTOM-
cTBO (YpOBEHbB 10Ka3aTeJIbBHOCTHU 2, KJlacc peKoMeHmanuii B).

Y 30—70% OGoNbHBIX aKpoMeraaueil B UCXOe JieUeHUs!
moxeT pasBuBatbcsi CTI-HenocraTouHocTh. K coxanenuio,
TOKa OTCYTCTBYET HOCTATOUHOE KOJMWYECTBO NAHHBIX O LieJie-
CO00Pa3HOCTU HA3HAYEHUS TAKUM TMaleHTaM 3aMeCTUTEb-
HOU Tepanuu mperaparaMy TOpMOHA POCTa.

3. JlydeBas Tepanusi MOXeT MPUBOIUTH K YBEITUYECHUIO
pucKa 1epeOpoBaCKYISIPHBIX 3a00JIeBAHUI U CMEPTHOCTU OT
HUX (10 4 pa3) (ypoBeHb N0Ka3aTeJIbHOCTU 2—3), 3pUTEIbHBIM
HapyieHusM (10 3% nanueHToB) (YPOBEHb 10Ka3aTeIbHOCTH
3), UHOYKUIWY BTOPUYHBIX OMYXOJeil TOJOBHOTO MO3ra U pa-
IMOHEKpo3aM (10 2%), B CBA3M € YeM Bce GOJIbHbIE HYXKIAI0T-
CsI B IEPUOINIECKOM OCMOTpPE HEBPOJIOTa, OKYJIHCTA, TIPU TIO-
kazaHusix — nposeaeHue MPT (KT) romoBHoro mo3sra (ypo-
BEeHb T0OKa3aTeIbHOCTH 2—4, Ki1acc pekomeHaanuii C).

6. JIleuenune u MOHUTOPHHT OCJIOKHEHHIA aKpOMerajamu

PazBuBaroivecss mpu akpoMerajmu OCJIOXHEHUs 00y-
CJIOBJIEHBI: JIOKAJIBHBIMU Macc-3(pdeKTaMu CoO CTOPOHBI OMy-
XO0Ju rurnodusa, COBMECTHbIMU 3ddeKTaMu TrunepnpoayK-
muu CTI' 1 UP®-1, a TakKe TeM WM WHBIM BUIOM TMITODU-
3apHOI HEMOCTATOYHOCTH.

1. B otnuyue ot 06paTHOTO pa3BUTHS U3MEHEHUI CO CTO-
POHBI MSITKMX TKaHEe!, pa3pacTaHue KOCTEei U CyCTaBOB MpaK-
TUYECKHU HE McYe3aeT MpU JOCTUXKEHUU PEMUCCUU 3a00J1eBa-
Hus. [locne Hopmanmuzanum yposHeit CTT u UP®-1 (He pa-
Hee yeM 4yepe3 6 Mec) Hepellko TpeOyeTcs poBeneHe OO~
HUTEJIbHOTO JICUEHUS:

— TIpY BbIpAXXEHHOM apTponaTUy MoKa3aHa aKTUBHas Te-
panus: Ha3HaueHre GU3NOTepan, CHCTEMHON W/WIU BHY-
TPUCYCTAaBHOI MPOTUBOBOCHATUTENBHON U aHAJIBI€TUYECKOMN
Tepanuu. Y 4acTu OOJbHBIX TPOBOJUTCS IHAONPOTE3UPOBA-
HUe Ta300eIPEHHbIX U KOJEHHBIX CYyCTaBOB (YPOBEHb JOKa3a-
TeJIbHOCTH 3, KJlacc pekomeHaanuii C);
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— MaKCWUIO-(acuuaibHble KOPPUTUPYIOIINE XUPYypruie-
CKHe BMEIaTeIbCTBA BBUAY BBIPAKEHHBIX AehopMaIinii 4ero-
cti (YpOBEeHb JOKa3aTeIbHOCTHU 4, KJlacc peKoMeHnanuit D).

2. [1pu BBISIBIEHUU TUTIONIATYUTAPU3MA, KOTOPBIN MOXET
HMMETb MECTO €llle 10 TPOBEACHUST XUPYyPrUIeCcKOro U/ Wiu JIy-
YeBOTO JIEYeHUSI, MO0 BO3ZHUKHYTH IOCIE MX TPOBENEHUS,
TpeOyeTcsl Ha3HAYeHNe TOPMOHAIBHOUM 3aMECTUTEIbHON Te-
panuu. B mepByto oyepenb 3TO KacaeTcss HaAIIOYEYHUKOBOMN
HEIOCTAaTOYHOCTU U HecaxapHoro auabeta. [lepen HazHave-
HHUEM 3aMeCTUTEIbHOI Tepanuu MOJOBBIMUA CTEPOUIAMU He-
00XOIMMO HCKITIOYUTh MPOTUBOIOKA3aHUSI K UX MpPUMEHe-
Huto. [lanmeHTsl, moiyyalonme 3aMecTUTEIbHYIO Teparuio
TOJIOBBIMU CTEPOUIAMU, TAKXKE TPEOYIOT HAOTIONEHUS BBULY
MOTEHIIMAIIBHOTO PUCKA Pa3BUTHUSI OHKOJIOTMYECKUX 3a0oie-
BaHUII MOJIOUHBIX XeJe3, MaTK!, MPeACTAaTeTbHON Xee3bl
(YpOBEeHb IOKA3aTeIbHOCTH 2, KJIacC peKoMeHaaluii B).

3. Kak m3BectHo, runepcekpennsi CTI Hepenko compo-
BOXIAETCS TMIEPKAIbLIMYPUEN U pexXe TUIepKalbliieMuei
BBUIY HapylleHus1 oOMeHa BuTamuHa D. B cinyuyae coxpaHe-
HUSI TIOBBIIIIEHHOTO CONEpPXaHUSI KaJblUs B KPOBU U/WIN
MoOYe MPU TOCTUKEHUU PEMUCCUU aKPOMETaIMU HE0OX0IuMO
WUCKJIOYUTh HaIW4YWe TEePBUYHOTO TUIlepHapaTupeosa u
MBH-1 cunnpoma (YypoBeHb 10Ka3aTeIbHOCTH 3, KJIACC PEKO-
MeHnmauuii B).

4. INanpeHTam TakXke MOKa3aHO MIPOBEICHNE PEHTTEHOB-
CKOI1 KOCTHOU IE€HCUTOMETPUH C LIETbIO UCKITIOUEHUSI OCTE0-
nopo3a. [Ipu ero monTBepKIeHUM M OTCYTCTBUM ITOJIOXKU-
TEJIbHOU TUHAMUKY Ha (POHE KOPPEKIINY TMIIOTOHATN3MA WU
JIMKBUJAIIMY TUIIEpPIIapaTUpeo3a — Ha3HAUYeHUE MOTIOJTHU-
TEJIbHOU aHTUPE30pPOTUBHON Tepanuu (YyPOBEHb 10KA3aTelb-
Hoctu 3, Kitacc pekoMeHnauit C).

5. Kak npaBuiio, ycreuHoe je4eHue akpoMerajauu mpu-
BOJIUT K YMEHBIIEHUIO 00beMa MSITKUX TKaHe il BEPXHUX [IbIXa-
TEJIBHBIX MTyTEeH ¥ TTONOXUTENbHON TMHAMUKE (MU UCYE3HO-
BEHMIO) CHHIPOMAa HOYHOro amHod. OmHako WHOTAA 3TOT
CHUHIPOM COXPaHSIETCSI M B PEMUCCUU aKPOMETaJIuU, HO BbI-
PaXXeHHOCTb eT0, KaK MPaBWjIO, yMeHbInaeTcs. B cBs3u ¢ atum
ManyreHTaM MoKa3aHo MOBTOPHOe o0cienoBanue (HOYHas 1o-
JnucoMHOTpadus) U IpU MOATBEPKISHNN TUarHo3a — Ha3Ha-
yeHue uan npoporkeHne CPAP-tepanum. Kypsimum nanm-
€HTaM PEKOMEHIOBaTh KaTeropuyecKuii OTKa3 OT KypeHUs
(YpOBeHb TOKA3aTeIbHOCTH 3, KJ1acc pekomeHaamuii C).

6. Ilpu coxpaHEeHUU CHMIITOMOB KapIaJbHOTO KaHaJa,
MOKa3aHO MX MOHUTOpUpoBaHue. B ciyyae mporpeccupoBa-
HUSI CUMIITOMOB — TIPOBENeHUE JIeUeOHBIX MEpOTIPUSITUIL
(YpOBeHb TOKA3aTeIbHOCTH 3, KJ1acc pekomeHaammii C).

7. BceM namueHTaM ¢ akpoMeTajlueid HaCTOSITEIbHO pe-
KOMEHyeTCsl TIpOBeeHe aKTUBHOU Tepanuu BceX (haKkTo-
pOB pHCKAa pPa3BUTHUSI CEPIEYHO-COCYAMCTON IaTOJIOTHH,
BKJTIOYAsT apTepUaIbHyI0 TUMEPTEH3UIO, TUTIEPIUTIUIEMUIO,
caxapHblit quaber. LleneBbiMu ypoBHsIMU AJl SABISIIOTCST MO~
kazatenu MeHee 130/80 MM pT.CT., TIMKMPOBAaHHOTO T'eMO-
rno6uHa — MeHee 6,5% (ypoBeHb 1OKA3aTeIbHOCTH 2, KJIacC
pexomMenmanuii C).

8. C 1enpo BO3MOXHONM MPOGMMIAKTUKU PAa3BUTUSI paka
KUIIEYHWKA, BCEM MAalleHTaM PEKOMEHAOBAaHO MPOBEICHUE
KOJIOHOCKOTIMM TIPM TIOCTAHOBKE MUArHo3a aKpOMeraiuu.
[Ipu BBISIBIEHUM KUIIEYHBIX MOJTUTNOB — MX ynaneHue. [lo-
BTOPHBIE KOJIOHOCKOTIMYECKHUE UCCIeNOBAHMS TTOKA3aHbI Ma-
LIMEHTaM, Y KOTOPBIX OBbLTM BBISIBJIEHBI PAK WM TOJUIIBI TIPU
MEPBUYHOM HCCIIEIOBAaHNY, a TAKXKE IMPU COXPAHEHUU aKTUB-
HOCTH 3a0oJieBaHUs (YPOBEHB I0KA3aTEIbHOCTHU 2, KJIACC pe-
komeHnanuii C).

MPOBAEMbBI SHAOKPUHOAOINM, 6, 2013



TabAnua 1. KOHTPOAb CUCTEMHBIX OCAOXKHEHHH akpomeraann (Melmed u coasr., Pituitary, 2012)

Knace
Mertoa AMArHOCTHKH Yacrora .
PeKOMeHIanuii
H3mepenue Al Perynsipo A
OxoKI u KT ExeromHo B
[lIkana HouHoro anHo3 (Epworth scale) ExeromHo A
V3T nepudepuueckux apTepuii U BeH ExxeronHo, 0COOEHHO MpY TUTAHTU3ME C
ITokazarenu MeTabosM3Ma IJIIOKO3bI I'moko3a HaTomak — kaxusie 6 Mec; HbA, — xaxmbie C
3—6 Mec IIpu caxapHOM auadeTe
O6uwmit rectocrepoH, I'CIIT, nposakTuH (M) ExerogHo A
JIT, ®©CT, 17B-acTpannon u npojakTiH (XK) ExeromaHo (wiv 1pu rjlaHUPOBaHUM OEPEMEHHOCTH) A
OrnpocHUK KayecTBa Xu3Hu AcroQoL ExeronHo B
DEXA Kaxnpie 2 rona npu ocTeonopose C
PenTreHorpacdusi rpyaHOro U mosiCHUYHOTO OTAEIOB Kaxnpie 2—3 roga mpu pucke ocTeornoposa C
MO3BOHOYHMKA
KomoHnockomnusa Kaxneie 10 et (vaie: A

MPpY MOCTOSTHHO TOBbIIIeHHOM UDP-1,
HeOIaronpusiTHOM ceMeiTHOM aHaMHe3e)

9. Y Bcex malMeHTOB, MOJIyYalolrX TEPAUIO JJIUTEILHO
NEUCTBYIOIIMMM aHAJIOTaMU COMATOCTaTMHA, HEOOXOAUM
KOHTpOJb DIuKemMuu. [Ipy BO3ZHUKHOBEHUM HapylIeHUN
YIJIEBOOHOTO OOMeHa (HapylieHue rukemMun Hatolak, HTT,
caxapHblii AMadeT) — IMPU BO3MOXHOCTH YMEHbIIIEHNE 103bl
nperaparta 1/ Ha3HaYeHHe KOPPEKTHOM caXxapOCHMXKaro-
el Tepanuu (YpoBeHb J10KAa3aTeIbHOCTH 2—3, KJIacC peKo-
meHpauuii C).

Yactora mpoBedeHMSI PEKOMEHAYEMBIX HCCIIeIOBaHUM
npeacranieHa B Taou. 1.

DaxTopbl MEPCUCTEHIMHA AKTUBHOCTH AKPOMETaJIHu:

— MOJIOIOM BO3pacT;

— BbICcOKas creneHb akcnpeccuu Ki-67, p53, PTTG;

— peaKorpaHyJIMpoOBaHHasl, TMUIIEPMHTeHCUBHas Ha T2
B3BEILLIEHHBIX U300paxkeHUSIX aIcCHOMA;

— OYeHb 00JIbIIIas aJiIeHOMa C BLICOKOI POCTOBOIT aKTUB-
HOCTBIO;

— OTCYTCTBME JIy4eBOI Tepalluy B aHaMHe3€e, 0COOEHHO
Ha Teparnuu MerBuCOMaHTOM;

— CcyOONTUMAaJIbHBIN OTBET Ha TepalMio aHaJoTaMM CO-
MaTOCTaTUHA;

— Bbicokue ypoBHu CTI/UP®D-1 B TeueHuUe IMTEIHHO-
IO BpEMEHH;

— COXpaHeHUe 0O0JIBILIOr0 0ObeMa OMYX0JIU MOCIe HEIpo-
XUPYPru4ecKoro BMeIIaTeIbCTRA.

7. AKpoMerajus 1 0epeMeHHOCTb

dakr 6epeMEHHOCTH Y KEHIIWHBI ¢ aKpoOMeTaneil cTa-
BUT TIepel aKylulepoM W 3HAOKPUHOJOIOM HECKOJILKO Mpo-
oem:

1. Bnusinue 6epeMeHHOCTU Ha aKTUBHOCTD 3a00JIeBaHUSI.

2. Kakoii Buj iedeHUs akpoMeTaauu MOXHO NMPUMEHUTb
BO BpeMs1 OEpeMEeHHOCTH.

3. Ucxon auist iopa.

BimsiHue 0epeMEHHOCTH HA AKTHBHOCTD 3200/I€BAHNS

1. ITpoueccol duznonoruyeckoii cekpeunu CTT uzmens-
I0TCS1 B TeUeHUe HOpMaJibHOI OepeMeHHOCTU. Bo Bpemst nep-
BOTO TpUMECTpa mpeodagaeT runoduzapHas ceKpeiusi rop-
MOHAa pocTa, TOrIa Kak JJisl MOCJIeAYI0IUX TPUMECTPOB XapaK-

rPOBAEMbBI SHAOKPUMHOAOTMM, 6, 2013

TEPHO MpeodafaHre B LIMPKYIMPYIOLIe KPOBU TIIalleHTap-
HOTO TOpMOHa pocTa (YypoBeHb noKazaTeJbHOCTU 2). [1oBbI-
IIEHWE YPOBHS IIJIALIEHTAPHOIO TOPMOHA pPOCTa SIBISIETCS
MPUYMHON COOTBETCTBYIOIIETO MOBBIIIEHNST YypoBHSI UPD-1,
YTO XapaKTEepHO MJi HOpMajbHOW OepeMeHHOCTU (YPOBEHbD
nokasaTeabHocTH 2). Takum o6pasoM, moabeM ypoBHst UPD-1
B CBIBOPOTKE KPOBHU BO BpeMsi 6EPEMEHHOCTU HE 3aBUCUT OT
(YHKLIMOHAJIBHOTO COCTOSIHUSI TUnodu3a.

2. Y GepeMeHHBbIX KEHIIMH, 00JbHBIX aKpOMeTaaueil, T1-
nepcekpeuuss CTT ameHoMmoli runodusa ocTaeTcsi aBTOHOM-
HOIi. YPOBHM rOPMOHA POCTa COXPAHSIOTCS TOBBIIIIEHHBIMU 1
3HAYMMO HE MEHSIIOTCSI B TeYeHue Bcell OepeMeHHOoCTU (YpO-
BeHb JoKazaTeabHOCTU 3). YpoBHu MP®-1 Takxke coxpaHsi-
I0TCsI TIOBBILIEHHBIMU B TeUYEHUE BCEil OEPEeMEHHOCTU IIpHU
aKpoMerajiuu (ypoBeHb N0Ka3aTeabHOCTH 3). [TocKobKy, Kak
OBLIO CKa3aHo BhIlIe, ypoBHU M P®-1 noBbIIIAIOTCS BO BPEMS
0epeMEHHOCTH U B HOPME, 3TOT ITOKa3aTe/Ib HE UCIIOJIb3YeTCs
IIJIS1 MOHUTOPMHTA aKTUBHOCTY aKpOMeTaJInu BO BpeMsi 6epe-
MeHHOCTH (Kiacc pekoMeHaauuii B). O6eraHo ypoBu MP®-1
He Bo3pacTaioT 6osiee yeM Ha 25—50% oT MCXOOHBIX ITOKa3a-
Teseil (ypoBeHb J10Ka3aTeJIbHOCTH 3).

ITokazarear IP®-1 He ucnoib3yercs 1jis MOHHTOPHHIA
AKTHBHOCTH aKpOMerajiud Bo Bpems OepeMeHHOCTH (Kjacc pe-
KoMeHaanuii B).

3. YV OGONbIIMHCTBA XEHIIMH, OOJBbHBIX aKpoMerajauei,
HapacTaHWe KJIMHUYECKMX CUMIITOMOB 32 BpeMsl 6epeMeHHO-
CTU He mpoucxoauT. Tak, B OMHOM U3 UCCIeTOBaHUI KIMHU-
4yecKoe yXyallleHre HaCTYITUIO TOJIbKO y 4 (17%) u3 24 Gepe-
MeHHBIX. Bo3aMoXkHOe 00bsicHEeHMe NaHHOMY (PeHOMEHY 3a-
KJIIOYaeTCs B OTHOCUTEIbHOM CHUXeHUM cexkpeuun UPD-1
BBUJY aHTarOHUCTUYECKOro 3¢deKTa 3CTPOreHOB MO OTHO-
meHunto K CTI (ypoBeHb mokazaTeJbHOCTU 3). DTO MOXET
MPUBOAUTHL K pa3BUTHIO oTHOcuTenabHOM CTI-pe3ucteHT-
HocTu. Bce Xe rectallMOHHBII caxapHbIil 1UabeT U recraiy-
OHHasl apTepuajbHas TUIIEPTeH3US Yallle BCTpeyalTes y Oe-
PEMEHHBIX ¢ aKpoMerajiueit, yem B HopMme. B yactHocTu, mo
NAHHBIM (paHIy3CKOIl MCCAeN0BaTeIbCKOM TpyImbl, U3 59
OepeMeHHBIX, O0JIbHBIX aKpOMeTaneit, y 7% pa3Buiics caxap-
HBI nuabet u B 14% ciydaeB — apTepuajibHasi TUIIEPTEH3MS,
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DEAEPANBHBIE KAMIHUYECKWME PEKOMEHAALIMIMN

BonbHbIe ¢ akpomeranuen

v

‘ OLieHKa KIIMHMYECKUX CUMMTOMOB M XMPYPrUYeCKOro NporHosa ‘

/

}
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* cepaeYHasl He4OCTaTOYHOCTH

* KapauomuonaTusi

* TSXKerioe arnHo3 BO CHe

- 3a6oneBaHuA AbiXaTenbHON
CUCTEMBI

HapywieHus

* OCTpble 3pUTenbHbIe

* KpoBOM3NUsiHME B rmnocus
* MUKpoageHoma runocumsa
* JHOocennApHasa MmakpoageHoma

* OTCyTCTBMUE
BO3MOXHOCTU

MOJIHOIro yaaneHus
onyxosnu runodusa

* OTCYTCTBME 3PUTEJIbHbIX

rmnocusa HapyLleHun
* Apyrue UHBanuausupyowme
OCJTI0)XXKHEeHUus aKkpomMeranuu l
i MokasaHus K nepBu4HomMmy v
AGconioTHbIe Unm XVIPYPTUHECKOMY neuennto Moka3aHus K NepBUYHOMY
OTHOCUTESNbHbIE v MeAMKaMEHTO3HOMY
npoTnBomnokKasaHus TpaHccheHompanbHas fleYeHuto
K xupyprueckomy afeHOM3KToMUSA 3
fie4yeHuro J &
. / AHanorum comMatocTaTuHa,
AHanoru comaTtocTaTuHa OtcyTcTere / aroHUcTbl AoamuHa
H
aroHucTbl goamuta ! pemncenm '
Mepuoanyeckmii } MoBTopHas oueHKa
KOHTpOnNb nyquaﬂ BO3MOXHOCTU
: XUPYPruyecKoro feveHus
(CTF/Or'TT, UPD-1) Tepanusi

Puc. 6. AATOpUTM AeveHnsl akpomeraaum

YTO yaile, 4eM B 001eit (ppaHIry3cKoil momysiiun (ypoBeHb
J0Ka3aTebHOCTH 3). [laHHBIE OCTIOXHEHUS KOPPUTHPYIOTCS
110 TeM Xe TpaBWIaM, YTO U Y OepeMeHHBIX 06€3 aKpOMeTaInn
(xmacc pekomeHganmii C).

4. Hanuuue sKCIpeccry 3CTPOTEHOBBIX PEIENTOPOB B
CTI-nponyuupyommx ageHoMax TMnodu3a, 0COOEHHO BBI-
paxenHoii B cMemaHHbIX (CTI/TIPJI) ameHoMax, siBisieTcst
TIPUINHON 6ECIOKOMCTBA Bpayell 1o IIOBOTY BO3MOXKHOTO PO-
cTa oryxonu rurnodusa Bo BpeMs GepeMeHHOCTH (YpOBEHBb
JIOKA3aTeIbHOCTH 1). Y OONBIIMHCTBA MAITUEHTOK 00BEM ajie-
HOMEI 3a Tiepruon 6epeMEeHHOCTH He yBenuuuBaercs. Tak, B
uccinenoBanuu P. Caron u coaBT. OBUIO TTOKa3aHO, YTO U3
27 HaOTIOMAEeMBIX MU XKEHIIWH TOJIBKO Y 3 TIPOU3OIILIO yBe-
JIMYeHNe pa3MepoB alleHOMBI rUnodr3a, YCTAaHOBIEHHOE TI0
naHHbIM MPT rosioBHOTO MO3ra, MpOBEAEHHOTO uepe3 6 Mec
mociie ponoB. McXomHO 3To OBUTN MAIMEHTKH ¢ MaKpOaaeHo-
mamu. [IpudeM omHOI M3 XEHIIUH TPeOoBAIOCH XUPyprude-
CKO€ JIeUeHNe BBUIY 3PUTEIbHBIX HapyIIeHN YK€ Ha CPOKe
3 mec 6epemenHoctu. I1pu 3ToM y octanbHbixX 23 (85%) xeH-
IIWH OTPUIATETbHON TMHAMUKY Pa3MePOB OITyXOJIU TUTIODH-
3a BBISIBJIEHO He ObLTO (YPOBEHB T0KA3aTEIbHOCTH 3).

IMockonbKy pUCK YBENTWYEHUST Pa3MEPOB aIeHOMBI BO
BpeMsT OEpeMEeHHOCTH BCe XKe CYIIECTBYeT, OCOOEHHO Y XKeH-
IMUH C MaKpoageHOMaMH, MOHUTOPUHT COCTOSTHUS TIOJeit
3peHWsI TOJKEH MMPOBOIUTHCS Ha TIPOTSKEHUHU BCeil OepeMeH-
HOCTH C MHTepBajiaMu B 3 Mec (YpOBEHb HOKa3aTeTbHOCTH 3,
Kiacc pekomeHaamuii C).

MoOHUTOPHHT COCTOSIHHS MOJI€i 3PEHN s 10JKEeH NPOBOAUTH-
cs HA MPOTSKEHUN BCeil OepeMeHHOCTH C MHTePBajaMu B 3 Mec
(knacc pekomenganmii C).

5. BeneHue 6epeMeHHBIX XXeHIIUH C aKpoOMeTaiuei 3aBu-
CUT OT TaKuX MapaMeTpoB, KakK: CTENeHb TOPMOHAIBHON aK-
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TUBHOCTHU aeHOMBI TUTIODU3a, ee pa3Mepbl, HAIMYME Macc-
3¢ dexToB. B CBSI3U ¢ 3TUM HETIOCPENCTBEHHO Tepen HACTY-
IJIeHUEM OepeMEHHOCTH OTITUMATBHBIM SIBIISIETCST UCCIIeIOBA-
Hue yposHeit CTI, UP®-1, mposenenne MPT romoBHOro
Mo3ra, obiactu runocdusa. B ciydae BIsIBIEHMST MUKpoaze-
HOMBI XeJaTeJIbHO OTMEHWTh METUKAMEHTO3HYIO Teparmio
MPY HACTYTUIEHUM OEPEMEHHOCTH, TaK KakK ee (aKT SIBIsieTCst
MAaJIBIM PUCKOM KaK [UTSI Pa3BUTHST MaTh(hOpMaLWii TUTOfIa, TaK
U JUTSI POCTa aleHOMBI (YPOBEHB TOKA3aTeIbHOCTH 3, KJTacc pe-
komeHmauuii C). IIpm Hanmumuum MakpoamaeHOMBI 6e3 macc-
3¢ deKkTOB MeIMKAMEHTO3HasI TEPATTUST MOXKET OBITh OTMEHEHa
Mpu ycTaHoBNeHUN (hakTa 3auaTusi. [lokazan nmepuonmyeckuit
KOHTPOJTb TIOJIEH 3peHMsI BBUIY COXPAHEHUs OTIPEeNeTeHHOM
ITOJIA PUCKA YBEJTMYEHUSI Pa3MepPOB aleHOMBI (YPOBEHb JOKa-
3aTeIbHOCTH 3, Kitacc pekoMmeHnarmi C).

MPT ronoBHOro Mo3ra Hy»KHO MIPOBOAMTH TOJBKO B ClIydae
MOSIBJICHHS WM JAJIbHeIIeld 0TPULATEIbHOM JMHAMUKH COCTOS -
Hus nosieii 3peaus. MPT nposoauTcst 6e3 KOHTPACTHOTO ycuiie-
HUs (YPoBeHb T0Ka3aTebHOCTH 1, Kjace pekoMeHnamuii A).

K coxanennio, y 9acT XKeHIINH C aKpOMETaIreil BO Bpe-
MsI OepeMEeHHOCTU Pa3BUBAIOTCS OCIOXHEHWsI, TpeOylome
MPUMEHEHNSI OTIEPATUBHOTO JINO0 MEMUKAMEHTO3HOTO Jiede-
HUS JAHHOTO 3200JIeBaHUsI.

Kakoii Bun jeyeHnsi aKkpoMerajiui MOXKHO NMPUMEHUTh BO
BpeMsi OepeMeHHOCTH

Xupypeuueckoe neuenue

NwmeroTcs muib eAMHUYHBIE COOOIIEHUST O XUPYprude-
CKMX BMEIIATEeJbCTBAX IO TOBOMY OIMyXojeil rumodusa BO
BpeMsT OepeMEeHHOCTU U X 6€30MTaCHOCTH JIJIST MaTepy U TUI0-
na. B omHOli cepun paboT He 0OHAPYXKEHO YBETUIEHUST YacTO-
THI CIIOHTAaHHBIX a0OPTOB W CMEPTHOCTH TUIONA, TIPH 3TOM B
uccienoBanuu D. Magyar u coaBT. ObUTO BBISIBJIEHO TTPaKTH-
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YecKd 4-KpaTHOE YBeIMYeHUE YacTOTHI IPEXIeBPEMEHHBIX
POIIOB B Cilyyae aleHOMIKTOMUU BO BpeMsl GepeMeHHOCTH
(YpOBeHb I0Ka3aTeIbHOCTHU 3).

Xupyprudeckoe JedeHre IMoKa3aHo, eCJIu BO BpeMsi bepe-
MEHHOCTH TIPOMCXOIUT YBETMICHUE Pa3MepOB aleHOMBI THUIIO-
uza, ocmoxHsIOIMEeCs] pa3BUTUEM XMAa3MaTbHOTO CHHIpOMa
(YpoBeHb 0Ka3aTeIbHOCTH 1, Kijlacc peKoMeHaaluui A).

Ilepen onepauueii mokazaHo nposeaeHne MPT (6e3 KoH-
TPacCTHOTO yCUJeHMs) (YPOBEHb NOKa3aTeJbHOCTH 1, Kiacc
pekoMeHaauuit A).

Meduxkamenmo3snas mepanus

1. I1pu ycyryGieHUur CUMIITOMOB aKpOMETaJIM BO3MOX-
HO BO300HOBJICHHE MEIMKAMEHTO3HOW Tepamuu C IeJIbio
YIYYIIEHUs] CAaMOYYBCTBUS, HO HE TIOMBITKA HOPMaTA3allun
ypoBHsT MP®-1, KOTOpPHIi, KaK OBIIO YKa3aHO BHIIIE, HE UC-
MOJTB3YyeTCs 1T MOHUTOPUHTa aKTMBHOCTH aKpPOMETaJIUHA BO
BpeMs1 GepeMeHHOCTH (YpOBeHb JOKa3aTeJbHOCTH 3, KJIacc
pekomennauuii C).

2. Kak nokasan psii McciaeqoBaHuid, Tepanus OpOMKpUII-
TUHOM MOXKET OBITh ITOJIE3HOM JJIsT KOHTPOJISI Hall CUMITTOMaMK
M OCJIOXKHEHMSIMU aKPOMETATMK BO BpeMsT 6epeMeHHOCTH Oe3
pa3BUTHSI HEOHATAJTBHBIX OCJIOXHEHUI (YPOBEHb JTOKAa3aTelb-
HoctH 3, kinacc pekomeHnauuii C). [IpakTMuecKu OTCyTCTBYIOT
JMaHHBIE 0 MPUMEHEHUM KabeprorHa Bo BpeMsT 6epeMEeHHOCTH.

3. INpemapathbl aHAJIOTOB COMATOCTaTMHA CITOCOOHBI ITPO-
HUKaTh Yepe3 IUIAIleHTY U MoIanaTh B CHCTEMY KpOBoOOpalle-
HUS iofa (ypoBeHb qokaszarenbHocTu 3). Kpome toro, moa-
KOXXHbIE MHBEKIIMU OKTPEOTHIAa MOTYT BBI3BIBATh CHIDKEHUE
MaTOYHOTO KPOBOTOKA. MIMEIOTCSI MaHHBIE JINTepaTyphl O TIPU-
MEHEHUY OKTPEOTHIA BO BpeMsl 6epeMeHHOCTH. BobIIMHCTBO
GepeMEeHHOCTel 3aKOHYWIIMCh HeyIauyHO (YPOBEHb TOKa3aTe b~
HoctH 3). [IpencTaBieHo HECKOJIBKUX CIyyaeB, KOTaa KEHILM-
HBI TTOJTyYaJTH TePaITIo [IUTUTEILHO IeUCTBYIOIMMHU aHAJIOTaMK
comaroctatiHa. Bce HOBOPOXIEHHBIE OTCTaBAIM OT CBOETO
TeCTallMOHHOTO BO3pacTa (YpOBeHb I0Ka3aTeIbHOCTH 3).

B HacTosiiee BpeMst peKOMEHIyeTCsl ITpeKpalleHne Tepa-
MUY [UTUTETHHO ICMCTBYIOIMMK aHaJOTaMU COMAaTOCTaTHHA
3a 2—3 Mec 70 IUITaHUupyeMoil 6epeMeHHOCTH (YPOBEHb T0Ka-
3aTeJIbHOCTU 3, Kjlacc peKoMeHaauuii D).

4. VIMeeTcs JINIITb HECKOJIbKO COOOIIIEHUH 0 TPUMEHEHU
TerBUCOMAHTa BO BpeMsI 6epeMEHHOCTH TIPH aKpoMeTaiuu: 1
clyJail — Tepamusl TIeTBUCOMAaHTOM B BUZIE MOHOTEPAIUy C
otMeHoll B | TpuMectpe; 1 ciyyait — MOHOTeparusI IerBUCO-
MaHTOM B TeUeHUe Bcell OEpeMEHHOCTU C TOJIOKUTEIbHBIM
HMCXOIOM: TaIlMEHTKa XOPOIIOo MepeHoCHIa Tperapart, oepe-
MEHHOCTb TIpOoTeKaysia 6e3 OCJIOXXHEHMI, peOeHOK pPOIUIICS
3IIOPOBBIM, C HOPMaJIBHBIMU TTapaMeTpaMH Macchl Tejla ¥ po-
cra; 1 cimydail — KOMOMHUPOBAHHAS TEPAITHSI IIETBUCOMAHTOM
40 mr 2 paza B 1 Hen u cannoctatuHoM JIAP 30 mr 1 pa3 B 3 Hen
TocJIe HepaTuKaJIbHOW aIeHOMOKTOMMM B TeUeHUE BCelt 6epe-
MEHHOCTHU C TIOJIOXUTEIbHBIM HMCXOIOM. BBUIY OTCYTCTBHSI
JMOCTATOYHBIX CBEICHUI 0 6€30MacCHOCTY IPUMEHEHMSI TTeTBY -
CcOMaHTa BO BpeMsT 0epeMEHHOCTH B HACTOSIIIIEE BPEMST OTCYT-
CTBYIOT COOTBETCTBYIOIIE peKOMEHIAIMK (YPOBEHb TOKa3a-
TEJBHOCTH 3, KJ1acc pekoMeHnamuii D).

Hanmuaue akpoMeraanu B GOJIBITMHCTBE CTydaeB He BIIU-
sieT OTPUIIATEIPHO Ha HOBOPOXIeHHOro. OTCYTCTBYIOT 3Ha-
YUTEIbHbIC PUCKU Pa3BUTHs TTOPOKOB ILIofa (YpOBeHb JOKa-
3aTeJIbHOCTH 3).

8. AsiropuTM™ JiedeHns1 aKpoMeraun

TMoaBons uror aHamM3y 3pHEKTUBHOCTH PA3IMIHBIX METO-
JIOB JIEYeHMs akpoMmeraauu (puc. 6), 1eueOHbII aITOpUTM J1aH-
HOTO 3a00JI€BaHMST MOXKHO TPEACTABUTh CIIEAYIOLIMM 00Pa30M.
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B cnyyae BbisiBIEHUS Y 00JILHOTO MUKPO- JTMOO SHAOCEN -
JIIPHOIT MaKpoaJeHOMBbI THIO(MU3a, HMMEIOIIeH BBICOKMIA
LIAHC €€ PaAuKaJIbHOTO yJAJIeHUsl, PEKOMEHIOBAHO MEPBUY-
HOE XMPYPruyecKoe BMEIaTeIbCTBO (TPaHCHA3AIbHAS TPAaHC-
ccheHonganbHass afeHOMAKTOMMUS) TIPU OTCYTCTBUM MPOTUBO-
MOKA3aHUIA JJIs1 €ro BBIITOJIHEHUSI CO CTOPOHBI CEpACYHO-CO-
CYIMCTOU, JIETOYHON CUCTEMBI U JIP.

INokazanviem (aOGCOMIOTHBIM) TSI TIEPBUYHOTO XUPYPIU-
YECKOr0 BMELIATEbCTBA TAKXKE SIBJISIETCS HAJIMYue Y O0JIbHO-
0 XMa3MaJbHOIO CUHIPOMA, T.C. MPU3HAKOB KOMIIPECCUM
3PUTEJIbHBIX HEPBOB, UTO UMEET MECTO MPU BBIPAXXKEHHOM CYy-
MpaceJUIIPHOM POCTE aleHOMBbI, KaK Mepa, HalpaBJIeHHas Ha
coxXpaHeHMe 3peHMs1 06e3 rapaHTUU PaAUKAIBHOIO YAAJIEHMUS
aJICHOMBI.

B ciydae mpoBeneHus onepanuy JIMiaM MOJIOIOTO BO3-
pacta ¢ ucxogHbIMU BbicoKMMU ypoBHsMU CTI u UPD-1,
PEKOMEHAOBAH MOCIEONEPALMOHHbI UMMMYHOTUCTOXUMM-
YECKUI aHAJIU3 yOAJICHHOM alcHOMBI C LEJIbIO MCCIIEI0BaHUS
CTEIMEHU AKCIPECCUU MAPKEPOB OIyXOJIEBOM MPOTrPeccuu, B
yacTHOCTH, Ki-67 WIst onpeneneHust pucKa peuanBa 3a60e-
BaHUS U HEOOXOAMMOCTH IOTIOJHUTENbHOM TepaNu.

B ciydyae BbIsIBIEHUST MaKpoaaeHOMBI TUMO(dU3a C TeM
WM UHBIM BUAOM 3KCTPACEUIIPHOrO pocta (uHbpa- u 0co-
OEHHO BBIPAXKEHHBIM JIaTEPOCEJUISIPHBIM PACIIPOCTPAHEHUEM)
0e3 yrpo3bl MOTEPU 3PEHMU S, KOT/IA LIAHCHI PAAUKAIbHOTO yAa-
JICHUSl OMYXOJIA MaJjibl, BO3MOXHO Ha3HauY€HUe MEePBUYHOMN
MEIMKAMEHTO3HOU Tepanuu IJIMTENbHO AEUCTBYIOLUMMU aHA-
JIOTaMM COMAaTOCTaTUHA, CPOKM Tepaluu KOTOPOM orpene-
JIUTh YYBCTBUTEIBHOCTBIO (TIO CTENMEHU CHUXEHUSI YPOBHEN
CTTI' u UP®D-1) n nepeHocumocthio. [1pyu HemocTaToyHOI
YYBCTBUTEJIbHOCTA — J00ABUTh K TEParMy arOHUCTHI Doda-
MuHa. [lepBuyHast MeIMKAMEHTO3HAsl Tepanusl NaHHBIMU
rpernapaTaMy TaKXe MOKa3aHa B Cllyyae HaIu4usl y 60JIbHOTO
a0COJIIOTHBIX, JIUOO OTHOCUTEJBHBIX MPOTUMBOIOKA3aHUNA K
ornepauuu (CEpbe3HbIX UBMEHEHUI CO CTOPOHBI CEPACYHO-CO-
CYIOUCTOM, JIETOYHOI CUCTEMBbI, HEKOMIIEHCUPOBAHHOIO Ca-
XapHOro auabeTa u 1p.).

IIpu coxpaHeHUU aKTUBHOCTH 3a00JI€BaHUS MOCIE MPO-
BEIEHUS HEUPOXUPYPruue€CKOro BMEIIATEIbCTBA TAKXKE MTOKA-
3aHO Ha3HAUYCHUE Tepanuu JJIUTENbHO NEHUCTBYIOIIMMHU aHA-
JIOTaMU COMAaTOCTaTUHA Ha UIMTENIbHBIA CPOK Cc/0e3 KoMOu-
HallMY C arOHUCTaMu fodaMuHa.

Kak cnenyer u3 monayyeHHbIX B pabOTe NaHHBIX, BCEM
OOJIbHBIM, MOJIYYAOIIUM TEPAIUIO JJIATEIbHO AEHCTBYIOLIN-
MM aHAJIOTAMU COMATOCTaTMHA, HEOOXOAUM KOHTPOJIb COCTO-
SIHUS1 XKEJTYHBIX MPOTOKOB U KEJIYHOTO Iy3bIPS.

JlyyeBass Tepanusi MOXET paccMaTpUBaThbC Kak AOMOJ-
HUTEJIbHBINM METO, JICYEHHUSI T10CTIe HeyJauHOTO HEMPOXUPYp-
FMYECKOro BMELIATeNIbCTBAa (MHOTIA MOBTOPHOIO), HENOCTA-
TOYHOM YYBCTBUTEJIBbHOCTH K TEPANIMU aHAJIOTAMU COMATOCTa-
TUHA U BBICOKOM TOKa3arese nHaekca nponudepaumu Ki-67.

Ha ocHosge:

1. MarepuanoB KoHCeHCYCHO IpyTIibl IO aKPOMETAIUU:

«PyKOBOACTBO 1O JIEYEHUIO aKPOMETATMU: OOHOBJIEHUE»
— 2009 .

«Kpurepuu mnst neyenusi» — 2010 r.

«JlyarHocTvka ¥ JiedeHue OCJIOKHeHU» — 2012 1.

2. MeauunMHCKOTO pyKOBOACTBA IS KIIMHUYECKOi MpaK-
TUKE IO TUATHOCTUKE U JICYEHUIO aKpoMeraauu AMepUuKaH-
CKOIf acCOLMALINY KIMHUYECKUX SHIOKpUHOIO0roB — 2011 T.

3. CucreMaTnyecKux 0030poB, MeTaaHAJIM30B U OPUTH-
HaQJIbHBIX CTaTEH.

17



DEAEPAABHBIE KAMHUYECKWE PEKOMEHAALIMIN

ANUTEPATYPA

1.

18

Jledos U.U., Meavruuenko I'A. AKpomeranusi: maToreHe3, K-
HUKa, TMarHOCTHKa, AuddepeHIInanibHas IMarHOCTUKA, METOJIbI
neveHust. [Tocobue mist Bpaveit. M 2012.

Moaumeocnososa H.H., Poxcunckas JI.A., Meavnuuenxo I'A. Poc-
CUMCKHUI KOHCEHCYC 110 IMarHOCTUKE, JIEYCHIIO 1 MOHUTOPUHTY
akpoMeranuu (npoekt). [Ipo6a sHnokpuHon 2007; 53: 4: 37—42.

Melmed S., Colao A., Barkan A., Molitch M., Grossman A.B.,
Kleinberg D., Clemmons D., Chanson P, Laws E., Schlechte J.,
Vance M.L., Ho K., Giustina A. Acromegaly Consensus Group.
Guidelines for acromegaly management: an update. J Clin
Endocrinol Metabol 2009; 94: 5: 1509—1517. doi: 10.1210/
jc.2008—2421.

Giustina A., Chanson P, Bronstein M.D., Klibanski A., Lamberts S.,
Casanueva FF, Trainer P, Ghigo E., Ho K., Melmed S., Acromegaly
Consensus Group. A consensus on criteria for cure of acromegaly. J
Clin Endocrinol Metabol 2010; 95: 7: 3141—3148. doi: 10.1210/
j€.2009—2670.

Melmed S., Casanueva E.F., Klibanski A., Bronstein M.D., Chanson
P, Lamberts S.W., Strasburger C.J., Wass J.A., Giustina A. A consensus
on the diagnosis and treatment of acromegaly complications.
Pituitary 2012.

Katznelson L., Atkinson J.L., Cook D.M., Ezzat S.Z., Hamrahian A.H.,
Miller K.K. AACE Acromegaly Task Force. American Association
of Clinical Endocrinologists Medical Guidelines for Clinical
Practice for the Diagnosis and Treatment of Acromegaly-2011
update: executive summary. Endocr Pract 2011; 17: 4: 636—646.

Ronchi C.L., Boschetti M., Degli Uberti E.C., Mariotti S., Grottoli S.,
Loli P, Lombardi G., Tamburrano G., Arvigo M., Angeletti G.,
Boscani PF, Beck-Peccoz P, Arosio M. Italian Multicenter
Autogel Study Group in Acromegaly. Efficacy of a slow-release
formulation of lanreotide (Autogel) 120 mg) in patients with
acromegaly previously treated with octreotide long acting release
(LAR): an open, multicentre longitudinal study. Clin Endocrinol
(Oxf) 2007; 67: 4: 512—519.

Le Corvoisier P, Hittinger L., Chanson P, Montagne O., Macquin-
Mavier 1., Maison P. Cardiac effects of growth hormone treatment
in chronic heart failure: A meta-analysis. J Clin Endocrinol
Metabol 2007; 92: 1: 180—185.

Melmed S., Sternberg R., Cook D., Klibanski A., Chanson P, Bonert V.,
Vance M.L., Rhew D., Kleinberg D., Barkan A. A critical analysis
of pituitary tumor shrinkage during primary medical therapy in
acromegaly. J Clin Endocrinol Metabol 2005; 90: 7: 4405—4410.

Caron P, Bevan J., Clermont A., Maisonobe P. Early and sustained
tumour volume reduction and GH/IGF1 control in patients with
GH-secreting pituitary macroadenoma primarily treated with
lanreotide Autogel 120 mg for 48 weeks: the PRIMARYS study.
The 15" European congress of Endocrinology. Endocrinology
2013.

Melmed S., Cook D., Schopohl J., Goth M.1., Lam K.S., Marek J.
Rapid and sustained reduction of serum growth hormone and
insulin-like growth factor-1 in patients with acromegaly receiving
lanreotide Autogel therapy: a randomized, placebo-controlled,
multicenter study with a 52 week open extension. Pituitary 2010;
13:1: 18—28.

Andries M., Glintborg D., Kvistborg A., Hagen C., Andersen M. A
12-month randomized crossover study on the effects of lanreotide
Autogel and octreotide long-acting repeatable on GH and IGF-1
in patients with acromegaly. Clin Endocrinol (Oxf) 2008; 68: 3:
473—480.

Croxtall J.D., Scott L.J. Lanreotide Autogel: a review of its use in
the management of acromegaly. Drugs 2008; 68: 5: 711—723.

Murray R.D., Melmed S. A critical analysis of clinically available
somatostatin analog formulations for therapy of acromegaly. J

16.

17.

18.

20.

21.

22.

23.

24.

25.

26.

27.

28.

Clin Endocrinol Metabol 2008; 93: 8: 2957—2968. doi: 10.1210/
jc.2008-0027.

Roelfsema E, Biermasz N.R., Pereira A.M., Romijn J.A. Therapeutic
options in the management of acromegaly: focus on lanreotide
Autogel. Biologics 2008; 2: 3: 463—479.

Lucas T., Astorga R. Spanish-Portuguese Multicentre Autogel
Study Group on Acromegaly. Efficacy of lanreotide Autogel
administered every 4—8 weeks in patients with acromegaly
previously responsive to lanreotide microparticles 30 mg: a phase
111 trial. Clin Endocrinol (Oxf) 2006; 65: 3: 320—326.

Schopohl J., Strasburger C.J., Caird D., Badenhoop K., Beuschlein F,
Droste M., Plockinger U., Petersenn S. German Lanreotide Study
Group. Efficacy and acceptability of lanreotide Autogel 120 mg
at different dose intervals in patients with acromegaly previously
treated with octreotide LAR. Exp Clin Endocrinol Diabetes 2011;
119: 3: 156—162.

Bevan J.S., Newell-Price J., Wass J.A., Atkin S.L., Bouloux PM.,
Chapman J., Davis J.R., Howlett T.A., Randeva H.S., Stewart PM.,
Viswanath A. Home administration of lanreotide Autogel by
patients with acromegaly, or their partners, is safe and effective.
Clin Endocrinol (Oxf) 2008; 68: 3: 343—349.

Caron P, Cogne M., Raingeard I., Bex-Bachellerie V., Kuhn
J.M. Effectiveness and tolerability of 3-year lanreotide Autogel
treatment in patients with acromegaly. Clin Endocrinol (Oxf)
2006; 64: 2: 209—214.

Gutt B., Bidlingmaier M., Kretschmar K. et al. Four-year follow-
up of acromegalic patients treated with the new long-acting
formulation of Lanreotide (Lanreotide Autogel). Exp Clin
Endocrinol Diabetes 2005; 113: 3: 139—144.

Florio T., Thellung S., Corsaro A. et al. Characterization of the
intracellular mechanisms mediating somatostatin and lanreotide
inhibition of DNA synthesis and growth hormone release from
dispersed human GH-secreting pituitary adenoma cells in vitro.
Clin Endocrinol (Oxf) 2003; 59: 115—128.

Wasko R., Jankowska A., Kotwicka M., Liebert W., Sowinski J.,
Warchol J.B. Effects of treatment with somatostatin analogues
on the occurrence of apoptosis in somatotropinomas. Neuro
Endocrinol Lett 2003; 24: 5: 334—338.

Alexopoulou O., Abrams P, Verhelst J. et al. Efficacy and tolerability
of lanreotide Autogel therapy in acromegalic patients previously
treated with octreotide LAR. Eur J Endocrinol 2004; 151: 317—
324.

Attanasio R., Lanzi R., Losa M. et al. Effects of lanreotide Autogel
on growth hormone, insulinlike growth factor 1, and tumor size in
acromegaly: a 1-year prospective multicenter study. Endocrinol
Pract 2008; 14: 7: 846—855.

Baldelli R., Ferretti E., Jaffrain-Rea M. et al. Cardiac effects of
slow-release lanreotide, a slow-release somatostatin analog, in
acromegalic patients. J Clin Endocrinol Metabol 1999; 84: 527—
532.

Hradec J., Krai J., Janota T. et al. Regression of acromegalic
left ventricular hypertrophy after lanreotide (a slow-release
somatostatin analog). Am J Cardiol 1999; 83: 1506—1509.

Lombardi G., Colao A., Marzullo P. et al. Multicenter Italian
Study Group on Lanreotide. Improvement of left ventricular
hypertrophy and arrhythmias after lanreotide-induced GH and
IGF-I decrease in acromegaly. A prospective multi-center study.
J Endocrinol Invest 2002; 25: 11: 971—976.

Magyar D.M., Marshall J.R. Pituitary tumors and pregnancy. Am
J Obstet Gynecol 1978; 132: 739—751.

MPOBAEMbBI SHAOKPUHOAOINM, 6, 2013



