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onbIT JIEMEHUA AHTATOHUCTOM PELENTOPOB rOPMOHA POCTA .
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NMPU HACNEACTBEHHOWN ®OPME AKPOMETANINN: KTUHUYECKUE CNTYYAU
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HaunoHanbHbIN MeANLMHCKUI NCCIie[oBaTeNIbCKUI LeHTP SHAOKPUHoNorum, Mocksa, Poccua

AKpomeranusa — TaXKeNloe HelipOo3HAOKPUHHOE 3aboneBaHle, Bbi3BaHHOE XPOHMYECKON Ype3MepHol NpoayKumei coma-
TOTpomnHoro ropmoHa (CTT), xapakTepusyioweecs cneynuduueckumy U3MeHeHUAMI BHELIHOCTU, HAPYLIEHMAMY MeTabomn3-
Ma. B 95% cnyvaes npuumHa natonorum — CTI-npogyumpyowme ageHombl runodusa. MpropuTeTHbIn MeTo nedeHns npu
aKpoMmeranuu — TpaHcHa3asnbHasa TpaHccdeHoraanbHasa aaeHOMIKTOMMA. [py HEBO3MOXXHOCTU NPOBEAEHNSA HENPOXUPYP-
rMYecKkoro BMeLaTenbCTBa ANA NPeaoTBPaLLeHns NporpeccupoBaHsa 3aboneBaHnsa U PasBUTKA OCNIOXHEHMI NaLyeHTam
peKoMeHAOoBaHa fleKapCTBEHHan Tepanyisa aHanoraMmm CoOMaToCTaTMHA AINTENIbHOMO AeNCTBISA, a NP KX HU3KoW 3ddeKTrB-
HOCTU BO3MOXHO AOMOJIHMTENIbHOE NPYMEHEHMEe TyueBOoi Tepanun Ha 061acTb HOBOOGpPa3oBaHus. MpumeHeHne OTHOCK-
TeNbHO HOBOW rpyMnbl NPenapaToB, aHTaroHNCToB perentopos CTI, @ UMEHHO M3rBMCOMAHTA, C LieSiblo MeIMKaMeHTO3HO-
ro fieyeHVss aKpoOMerasim EMOHCTPUPYET BbICOKYO 3GHEKTUBHOCTD Aaxe B ClydYanX arpeccMBHbIX GOpPM, Pe3NCTEHTHbIX
K ApYrum Buzam nedeHus. B aaHHoN cTaTbe NpriBefeHbl ABa KIMHUYECKUX Cllyyast HaCIeACTBEHHOW akKpoMerannm, B KOTo-
PbIX UIMEHHO MHMLMALNA Tepanvm N3rBMCOMaHTOM MPUBENa K JOCTUKEHUIO KITMHMKO-N1abopaToOpHON peMrUcCcUn akpomera-
NN Y NALMEHTOB C arpeccrBHOM GopMoi 3aboneBaHs, CONPOBOXKAAIOLENCA NPOLOMKEHHBIM POCTOM OCTaTOYHON TKaHU
HOBOOGPA30BaAHUA 1 COXPAHEHMEM ero CEKPeTMPYIoLLEel CMOCOBHOCTU faxe NOC/e XMPYPruieckoro, ny4yeBoro v gamTesb-
HOro MeMKaMEHTO3HOrO JIeYeHUA aHaIoraMm COMATOCTaTUHA. Pe3ynbTaTbl NpriBeaeHHbIX KIVHUYECKUX CllyuyaeB NoaTeep-
XAAl0T YCNEeLWwHOCTb MOHO- U KOMBUHMPOBAHHOM (NPY YCIIOBMUN COXPAHEHUA NPOJOIIKEHHOTO POCTa HOBOOBPA30BaHNA)
Tepanuu npenapaTom 13 rpynrbl aHTaroHncToB perentopos CTI N3rBrCOMaHTOM, 0OCOBEHHO B CllydYae arpeccUBHONO Teve-
HYA aKpoOMeranmu.
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EXPERIENSE OF TREATMENT WITH A GROWTH HORMONE RECEPTOR ANTAGONIST
IN PATIENTS WITH HEREDITARY FORM OF ACROMEGALY: CLINICAL CASES
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Madina I. Yevloyeva, Andrei Yu. Grigoriev, Vilen N. Azizyan, Oksana V. Ivashchenko
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Acromegaly is a severe neuroendocrine disease caused by chronic excessive production of somatotropic hormone (STH),
characterized by specific changes in appearance, metabolic disorders. In 95% of cases, the cause of pathology is STH-pro-
ducing pituitary adenomas. The priority method of treatment for acromegaly is transnasal transsphenoidal adenomectomy.
If it is impossible to carry out neurosurgical intervention, in order to prevent the progression of the disease and the devel-
opment of complications, patients are recommended drug therapy with long-acting somatostatin analogues, and if their
effectiveness is low, additional radiation therapy may be applied to the neoplasm area. The usage of a relatively new group
of drugs, antagonists of STH receptors, namely Pegvisomant for the purpose of drug treatment of acromegaly demonstrates
high efficacy even in cases of aggressive forms resistant to other types of treatment. In this article we present two clinical
cases of hereditary acromegaly, when the initiation of Pegvisomant therapy led to the achievement of clinical and laboratory
remission of acromegaly in patients with an aggressive form of the disease, accompanied by continued growth of residual
neoplasm tissue and preservation of its secreting ability even after surgical interventions, radiatiotherapy and long-term
drug treatment with somatostatin analogues. The results of the above clinical cases confirm the success of mono- or com-
bined (in cases with continued growth of the neoplasm) therapy with a growth hormone receptor antagonist, Pegvisomant,
especially in the case of aggressive acromegaly.

KEYWORDS: pituitary neoplasms; somatotropinoma; acromegaly; somatostatin analogues; octreotide; familial isolated pituitary adenomas;
McCune- Albright syndrome; growth hormone receptor antagonist; pegvisomant.
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AKTYAJIbHOCTb

BbinageHne nonemn n CHUXeHne OCTPOTbl 3peHus, Bbipa-
XeHHas, He Kynupyemas NpuemMoM aHanbreTMKoB rofoBHas
60nb, uYpe3mepHasi MOTIUBOCTb, W3MEHEHUE BHELIHOCTU
U CHUKEHME TEMOpa ronoca, 60511 B BUCOUYHO-HUMXKHEYENIOCT-
HbIX CyCTaBax, HapylleHue NpuKyca, Xxpan, HOYHOe arHo3,
HapyLleHue nonoBon GpyHKUUK (y XeHWNH — HapyLleHre
MEHCTPYanbHOro LMKIa No TUMy aMeHopeu, y My>XUNMH —
3pekTUnbHasa anchyHkuma, becnnogme) MoOryT 3acTaBUTb
naumveHToB 06PaTMTbCA K Bpayam pasHbIX CrieluasnibHOCTEN.
OpHako yKa3aHHble »anobbl B COYETaHMU C TaKMMU BHeLU-
HUMY MPr3HaKaMu, Kak runepTpodusi 1 OTEYHOCTb MATKUX
TKaHel nuua, yKpynHeHne HagbpOBHbIX Oyr, HOCA, YLIHbIX
paKkoBWH, ry6, MPOrHaTMam u Auactema, AUCIponopumo-
HaNbHO YBENIMYEHHbIE KOHEYHOCTU C/yXKaT OCHOBaHMEM
[Nl TOro, YTOObl NPEAMNONOXKUTL SHAOKPUHHYIO STMONOTMIO
3ab0neBaHNA 1 PEKOMEHOBATb KOHCYNbTaLuMio npodub-
HOro cneuuanmncTa.

AKpOMeranna — TSKeNoe HelpPO3HAOKPUHHOe 3abone-
BaHMe, BbI3BaHHOE XPOHMYECKOW Ype3MepHOn NpoayKuu-
e comatoTponHoro ropmoHa (CTl), xapakTepu3yioLleeca
cneundrUeckUMN N3MEHEHUSIMU BHELLUHOCTU, MATONOrnen
KOCTHOM TKaHW, cepAeyHO-COCYAUCTON CMCTEMbI, OPraHOB
3peHMs, HapyweHuamy MeTabonusma (yrneBOZHOrO, u-
poBoro, BogHo-conesoro). B 95% cnyyaeB npuumHa nato-
norun — CTT-npogyumpyowme ageHombl runodursa, B1sy-
anu3MpoBaTb KOTOpble BO3MOXHO npu nposegeHun MPT
rofIOBHOrO MO3ra, NpeAnoYTUTENIbHEE C KOHTPACTHbIM YCU-
NEHMEM, a aKTMBHOCTb HOBOOOPA30BaHWA MOATBEPXKAAET-
CA MOBBILEHHbIM YPOBHEM WMHCYNMHONOZOOHOro dakTopa
pocTta -1 (MOP-1) n oTCyTCTBMEM LleNeBOro NofaBfieHns ce-
Kpeuunn ropMoHa pocTa nocsie HarpysKu roKo30m.

B Poccunckon ®epepauum, cornacHo JaHHbIM pernctpa
60nbHbIX C 06pa30BaHMAMY rMNOTanaMo-rmnodrsapHom 06-
NacTun, K HacToALeMy BpemeH BbisiBnieHo 10 625 nauneHToB
C HoBOOOpa3oBaHUAMY rMnodusa, 5274 (49,6%) 13 KOTOPbIX
umetot CTl-ceKkpeTupyolyyto ageHomy. HecmoTpsa Ha OoTHO-
CUTENIbHYIO0 PeIKOCTb aKpOMeranumn cpeamn HaceneHus B Le-
JIOM, BaX>XHO YUUTbIBaTb, YTO NPW OTCYTCTBUU afeKBaTHOro
nevyeHus 3aboneBaHve NPUBOANT K BblPaKeHHbIM AUCMOP-
bUYECKM N3MEHEHNAM BHELUHOCTU Y MPOrpeccupyowm
MONNOPraHHbIM HapyLeHMAM. [laHHble GaKTOpbl CMOCOGHBI
3HAUWTENbHO U3MEHWTb COLMAbHYIO KM3Hb OOMbHBIX U CY-
LLEeCTBEHHO MOBbICUTb PUCK MHBaNMAM3aUnn 1 npexaespe-
MEHHOM CMepTH.

[pUopUTETHBLIN METOA NeYeHMA MpPU MHTPaACeNIAPHbIX
MUKPOAleHOMaX, HeVHBAa3MBHbIX MaKpoaJeHOMax rumno-
¢u3a, ajeHomMax, NPMBOAALMX K CHABJIEHMIO MepeKpecTa
3pUTENbHbBIX HEPBOB, a TaKXKe NPU anonaekcum runodrsa —
TpaHCHa3asbHas TpaHccheHomaanbHasa afeHOMIKTOMUS.
Ba)HO OTMeTUTb, UTO ycnex onepauun 3aBUCUT OT MHAUBK-
ZyanbHblX 0cobeHHOCTeN onyxonu (pa3MepoB, XapakTepa
poCTa 1 CTeNeHN NHBa3MK, KNETOYHOIO CTPOEHMA ONyX0Sn),
BO3MOXXHOCTM MOJIHOTO yAasieHs HOBOOOPa3oBaHWA, KBa-
nudukauum Herpoxupypra. Mpr HepaguKanbHOW afeHOM3-
KTOMUW, @ TakXe Npu HEBO3MOXHOCTW MPOBEeAEHUA Hen-
POXUPYPrYecKkoro BmeLlaTenbCTBa Ansa npefoTBpalleHms
MporpeccrpoBaHna 3aboneBaHUs U Pa3BUTUA OCJIOXKHe-
HUIM NauMeHTaM PeKOMEeHJOBaHa NeKapCTBeHHaa Tepanus
aHanoramy comaTtoctaTMHa AIMTeNnbHOro aencTema. B xoge
pAfja uccnegoBaHWi BbIABNAEHbI KIMHUYECKME, UMMYHOT -

CTOXMIMUYECKIME, MONIEKYNAPHBbIE MapKepbl Pe3NCTEHTHOCTM
K Tepanuu npenapatamu gaHHow rpynnbl [1], Hannuue Ko-
TOpPbIX NpeAnosaraeT HY3KY0 3G GEKTMBHOCTb MPOBOAUMON
Tepanuu. B ykazaHHbIX C/lyyasax BO3MOXHO AOMNOJIHUTENIbHOE
NpYMeHeHre NyyeBol Tepannm Ha 0b6nacTb HoBoobpa3oBa-
HMA. OQHAKO BbICOKAs BEPOATHOCTb PA3BUTUA TMMNONUTYW-
Tapu3ma, TpebyioLlero NpPoBeAeHUs NOXKU3HEHHON Tepanuu
rOpMOHaMu, — CyLLeCTBEHHbIM HE[OCTAaTOK pagnoTepanuu,
OrpaHNYMBAOLWNIA ee NPUMEHEHNE B NPaKTUKe (0CO6eHHO
4ns MosiofbIxX MauueHToB). bonee Toro, NPomeXxyTok Bpe-
MEHM OT 061yyeHNA afjleHOMbI 10 JOCTVXKEHNA 0XKUAAEMOrO
pesynbTaTta ieyeHNA OJINTCA, Kak NPaBuso, He MeHee 2 feT.

M3yueHne n uHTErpauua B NPakTUKy OOMOSHUTENbHbIX
METOOB MeAWKaMEHTO3HOW Tepanuu, No3BONALWMX OO-
CTUYb CTOMKOWN PEMUCCUMN aKPOMEranmm 3a AOBOJSIbHO KO-
POTKUI NPOMEXYTOK BpeMeHM, 6e3 prcKa HexenaTeNbHbIX
ABNEHNI CO CTOPOHbI OPraHOB U CUCTEM — BakKHadA 3afava
NPodUNbHbIX CrneunanncToB. MpUMeEpPoOM TaKoro nekap-
CTBEHHOIO CpeAcTBa MOXET CIYXWTb NareucomaHTt (Coma-
BepT, JIM-005117), BbICOKOCENEKTUBHbIN aHTAaroHUCT peLen-
TOpa ropMoHa pocTa.

C yueToMm BbICOKOWM CTOMMOCTY YKa3aHHOrO NleKapCTBEH-
HOro CpefCTBa €ro NPYMeHEHVEe B NOBCEAHEBHOM NPAKTUKe
B HacTosllee BPEMA OrpaHUYEHO, CriefoBaTeNlbHO, nepes
KAVHMLMCTaMU CTOWT BaXKHaA 3afaya: BblAennTb rpynny na-
LUMEHTOB, A4Sl KOTOPbIX MOHOTepanua (UK No NokKasaHuAMm
KOMOVHMPOBAHHAA Tepanusa) M3rBUCOMAHTOM NpeacTaB-
nAeT coboi eAUHCTBEHHDIN CMOCOO AOCTVMXKEHUSI KOHTPOJISA
HafZ NPoABNEHNAMY NHBANMAN3MPYIOLLEro 3aboneBaHus.

B naHHOWM cTaTbe NprBeAeHbI KINMHNYECKNE ClyYau, B KO-
TOPbIX NPUMEHEHNe aHTaroHncToB peuentopos CTI no3Bo-
N0 OCTAHOBUTb MPOrpeccupoBaHme 3aboneBaHnA U Oo-
CTUYb CTabUnM3aLum obLiero CoOCTOAHUA NaLUEHTOB.

KINUHUYECKUIA CNYYAN 1

MauuwenT Y., 1956 ropa poxpgeHua. N3meHeHne BHeLw-
HOCTM (YKpYMHeHWe uYepT Nrua, yBeNnyeHne KOHeYHoCTeln
B pa3mepe) Hauan oTMmeyartb ¢ 30 net. B Bo3pacTe 46 ner Bbl-
AIBJIEHO HapYLLEHVE YINeBOAHOrO 0OMeHa B BUE CaXxapHOro
AvabeTa 2 Tuna, MHULMMPOBAHA UHCYIMHOTepanus. B cBasn
CNPOrpeccrpyoLLM yxXyaLweHnem COCTOAHNA — OTCYTCTBU-
€M KOMMEeHCaLMM YyrneBOAHOro 0OMeHa, BbIpaXXeHHOM MoT-
NNBOCTBIO, AUCKOMbOPTOM B CyCTaBax KOHEUYHOCTEN, CHUKe-
HMEeM OCTPOTbl 3PeHUs], MALMEHT KOMMJIEKCHO 06CieioBaH,
no pesynbTataMm 06CNefoBaHUA Ha OCHOBaHMM fnabopaTop-
HbIX W WMHCTPYMEHTANIbHbIX WMCCNefOBaHNA MOATBEPXKAEH
AnarHo3 akTmBHown ctagmn akpomeranum (CTT n UOP-1 —
Bbille pedepeHcHbIX 3HauveHui, MPT-KapTMHa Makpoage-
HOMbI rmnodu3sa C UHTpa-, Cynpa-, UHdpa-, NapacenApPHbIM
poctom). OT NpepsioKeHHOro XUPYPruyeckoro eyeHus
NnaumneHT OTKa3blBaNiCA Ha NPOTAXeHun 6 net. B 2008 r. oT-
METWUN HapacTalowy cnabocTb, yyalleHre 3MNU30A0B Bbl-
pa)KeHHOW rofioBHOW 60nu, NEPVOAUYECKM MPUBOAALLEN
K HapyLIeHMNIO YCTOMUYMBOCTU N KOOPAMHALNN LBVKEHWIN,
pe3Koe Cy)KeHre MNosnen 3peHUs, 3HaUYUTENbHOE CHUXKEHMe
OCTPOTbI 3peHUA. YXyALeHne COCTOAHNA 3[0pOBbA 3acTa-
BUJIO NMaLMeHTa BHOBb 00paTMTbCA K SHAOKPUHOory. B pe-
3ynbraTe 06CNieloBaHNA OOHapy»KeHa OTpurLaTeNbHasa fnHa-
MMKa POCTa afjeHOMbI rMnou3a, C PasBUTMEM KOMMPECCcmm
nepeKkpecta 3pUTeNibHbIX HEPBOB. YuuTbiBas abCOMOTHbIE
NnokasaHuA K NpoBeAeHUI0 XMPYPrmyecKkoro fieyeHus, B TOm
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Xe rogy npoBefeHa YacTMyHas adeHOMIKTOMUA TPaHCKpa-
HUWaNbHbIM JOCTYNOM. KNMHMYECKN OTMeYanoch ynyudllueHue
COCTOAHUA GONBbHOrO, OAHAKO NabopaTopHas akTMBHOCTb
aKpomeranuu octaBanacb. B nocneonepaunoHHomM nepuro-
e pa3BuiCcA BTOPMYHbBIA TMNOTMPEO3, Ha3HavYeHa Tepannsa
L-TupokcnHom. OT 3ameCcTUTeNbHOWM Tepanuy BTOPUYHOTO
rMnoroHagusma oTkasasncs.

C 2011 r. MHULMMPOBAHO NEYeHNe aHanoramm Comarto-
CTaTuHa ANWUTENbHOro AencreuA. HecmoTpa Ha npoBogu-
Myl0 TEPAMNMIo, PEMUCCUN aKpOMEranuy He Habnaanoch.
B 2014 r. no gaHHbiM obcnepnoBaHna CTI — 55,8 Hr/mn,
NOP-1 — 668,0 Hr/mn, Ha MPT ronoBHoro mosra — ajieHoma
runodmsa pasmepamu 36x30x39 mMm. MegnKameHTO3HY1O
Tepanuio akpomerananm No MecTy XUTebCTBa He KOPpPeKTU-
poBanu.

B 2015 r. BnepBble rocnutanusmpoBaH B OIbY «HMUNL
SHAoKpuHonorum» Munsgpasa Poccnn (puc. 1A). Mo pesynb-
TaTam nabopatopHbix nccnegoBanuii: CTI — 80,0 Hr/mn,
NOP-1 — 497,5 Hr/mn. Ha MPT runodusa ¢ KOHTPACTHbIM
ycuneHnem — afjeHomMa C MpopacTaHMeM B OCHOBHYIO
nasyxy, 3aHMMmaloLlas NoyT! Becb ee obbem. B cBs3m ¢ oT-
puuaTenbHOM AUMHAMMKOW poCTa HOBOODOpa3oBaHWA M OT-
CYyTCTBMEM OUOXMMMNYECKOW PEMUCCMU AaKPOMEranuu npo-
BeleHa MOBTOpPHaA aJeHOMIKTOMMA (TpaHCHa3abHbIM
TpaHccheHomaanbHbiM  [OCTYNOM). [ocneonepaLioHHbIN
nepuof npotekan 6e3 ocnoxHeHnin. OgHako yposeHb CTI
n NOP-1 Hopmann3oBaTtb He yaanoch. [pn BbiNnCcKe peKko-
MeHAOBaHa Tepanua aHanoramm CoMaTocTaTMHa AnuTeNb-
HOro AeNCTBUA B MaKCUMaJIbHOW [03€.

B xope noeTopHON rocnutanusaumn B ®rbyY «<HMUL, sH-
JokpuHonoruu» B 2016 . nonyyeHbl JaHHble, CBMUAETeNb-
CTBYIOLIME O COXPAHEHUN aKTUBHOW CTaguM akpomeranmu
(CTr — 17,0 ur/mn, UOP-1 — 418,2 Hr/mn). Mo AaHHbIM
MPT — ageHoma pa3mepamu 13x18x16 mm, oTpuLatenbHas
OVHaMMKa no cpaBHeHumto ¢ 2015 r. OnepaTrMBHOE BMeLla-
TENIbCTBO PEKOMEH[OBAHO He OblIO, MPOAOMKEHO MefMKa-
MEHTO3HOe fleyeHue aHanoramm comaTocTaTuHa AinTenbHo-

ro AerCTBUA B NPEXHeN fo3e C NpucoednHeHem K Tepanmm
aroHNCToB fodammHa.

MNpuHUMaAa BO BHMMaHME BbICOKYIO arpecCMBHOCTb afe-
HOMbI, PE3UCTEHTHOCTb K MaKCMMaJibHbIM [O3aM MefuKa-
MEHTO3HOM Tepanuu, NpPeanosioKeH CemerHbI BapuaHT
ageHombl runodusa. MauneHTy NpPoOBeAEHO MOMeKynap-
HO-TeHeTnYecKoe nccnegoBaHne, nNpy KOTOPOM BbliAABIEHA
reteposurotHad mytauma C.811C>T:p R271W B 3k30He 6
reHa AIP, nogTeBepKaatoLlan cemeliHylo ¢opmy akpomera-
nun. B xoge 6ecepbl ¢ NaLMEHTOM BbIACHUIIOCh, YTO CbIH Ma-
umeHTa, 1987 r. poXKAeHNWA, TaKXKe VMeeT XapaKTepHble AnA
aKpoMeranum YyepTbl nnua, BbICOKUN pocT (197 cm). YunTbl-
Bas YKa3aHHble 0COOEHHOCTM, MPUHATO PeLleHne NPOBECTM
0ob6cnefoBaHMe Ha NPeAMET HaNMUYUs TOPMOHasIbHO aKTUB-
HOro 06pa3oBaHKA rMNodu3a CbiHy NALMEHTA, B XO4e KOTO-
poro yctaHoBneHa akTuBHaa ctagua akpomeranum (MOP-1
567 Hr/mn npu Hopme o 307 Hr/mn, Ha MPT runodmsza —
SHAoCennApHaa MakpoaeHoma pasmepamum 5x19x15 mm).
PesynbtaT MOneKynApHO-reHeTMYeCKoro MccnefoBaHuA
y CblHa TakXke noatsepann mytauuio B reHe AIP. CbiHy nauu-
€HTa BbINOJIHEHA TpaHccdeHoMAaNbHasA afeHOMIKTOMUS,
B MocsieoonepaurioHHOM neprioge — 6e3 OCNOXKHEHUN.
B HacTosilee Bpema oTMevaeTcA nabopaTopHasa pemmccms
akpomeranuu (UOP-1 B npegenax pedpepeHCHbIX NHTEPBa-
noB, Mo AaHHbiM MPT — npu3HakoB ageHOMbl runodursa
HeT).

B okTa6pe 2017 r. nayueHTy Y. B CBA3U C COXPaHEHKEM
AKTUBHOCTM OCHOBHOrO 3aboNieBaHUs NpoBefeHa JyyeBas
Tepanua Ha obnacTtb runodusa. MNocne paguonornyeckoro
NneyeHna C y4eToM Pa3BUTUA BTOPUYHON HaAMOUYEYHNKOBOM
HeLOoCTaTOYHOCTM Ha3HauyeHa 3aMecTUTeNbHasA Tepanna rv-
OPOKOPTM30HOM, Tepanusa ANUTeNbHO AeNCTBYIOWMY aHa-
niorammy COMaToCTaTUHA NMPOAJOIKEHA B NMpeXHen gose. Tem
He MeHee NpU AUHAMNYECKOM CKPpUHKMHre B aBrycte 2018 .
OTMEUanocb COXPaHeHWe akTMBHOW CTagun akpoMeranuu:
N®P-1 456,4 Hr/mn, CTT 14,5 Hr/mn, MP-kapTuHa runodu-
3a — 6e3 3HaUMMON JMHAMUKN POCTa HOBOOOPa3oBaHNA.

PucyHok 1. BHewHni B1g nayueHTa c akpomeranuvemn:
A — 2015 r. MaupneHT Y. npu nepsuuHom obpatieHun B OrbY «HMUL sHaokprHonorun»; b — 2021 r. MauneHT Y. npu KOHTponbHOM
rocnutanusauun B OrbY «<HMWL sHaokprHonornms.

Figure 1. Appearance of a patient with acromegalia.
A — 2015. Patient Ch,, initial appeal to the Endocrinology Research Centre. B— 2021. Patient Ch . during the control hospitalization in
the Endocrinology Research Centre
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PucyHok 2. MPT ronosHoro mosra naumeHta 4.:
A — anpenb 2020 r. (6e3 KOHTpacTHOro ycuneHus); b — anpenb 2020 r. (C KOHTPACTHbIM ycuneHnem); B — Hoabpb 2021 . (6e3 KOHTpacT-
HOro ycuneHus).

Figure 2. MRI of the patient’s Ch. brain.
A — April 2020 (without contrast enhancement). B — April 2020 (with contrast enhancement). C — November 2021 (without contrast
enhancement).

Yepes nonropa B AHBape 2019 r. no gaHHbim MPT runo-
¢u3a BbIABNEH MPOJOMKEHHBIN POCT afeHOMbI (B NpaBoOM
KaBepPHO3HOM CMHYCEe 1 B Na3yxe KNNHOBUAHOMN KOCTU MHO-
roy3sfioBoe KMCTO3HO-COMMAHOEe 06pa3oBaHVe, pa3mepamu
21x32x21 MM, NpenmyLLeCcTBEHHO B NPaBOM KaBEPHO3HOM
CUHyce), Tepanna ocTaBneHa 6e3 U3MeHEeHUI C yYeToM He-
[OCTaTOUYHOW ANUTENIbHOCTY MNOCTYYEBOro Neprnoaa B OXu-
JaHnm 3bdeKTa NPoBEfEHHOIO JIeUEHMS.

C aHBapsa 2020 r. nayneHT cTan oTMeYaTb Bblpa)KeHHOe
yxygLeHve o6Liero COCTOSHUS B BUAE YAaCTON WHTEHCUB-
HoI rofioBHOW 605K, He Kynupyemoii npuemom HIMBC, npo-
rPEeCCHpPYIOLLErO CHVPKEHUA OCTPOTbl  3peHus, nprubaBKu
Maccbl Tena, AEKOMMEHCaUuMn cCaxapHoro Aauabeta, Tpeby-
loLLel YBENMYEHUA 03 MHCYNUHA. o AaHHbIM 06CnegoBa-
Hua: UOP-1-332 Hr/mn (Bbilwe HOPMbI), MMMKMPOBAHHbIN re-
Morno6uH — 8,4%, no MPT runo¢usa — octaToyHas TKaHb
afleHoMbl pasmepammn 14x17x14 Mmm € napacennApHbIM pac-

npoctpaHeHnem Bnpaso, Knosp IV) (puc. 2 A, b). C yuetom
ocobeHHocTel TeyeHus 3abonesaHua B OIbY «<HMULL sHpo-
KpuHonorum» MuH3gpasa Poccum nprHATO pelueHre o Heob-
XOAUMOCTW UHULMALIMW Tepanuu NpenapaTom 13 rpynmbl aH-
TaroHNCTOB PELIENTOPOB MOPMOHa POCTa — M3rBUCOMAHTOM
(10 mr 1 p/cyT n/K). Yepes 6 mec no AaHHbIM KOHTPONbHOIO
o6cnieioBaHMA Habnoganacb NONOXKNUTENIbHAA KIIMHUYECKas
1 nabopaTtopHas AUHAMMKA: YMEHbLUEHUE OTEYHOCTU MATKUX
TKaHEeN, 3HaYMTeNIbHOE CHUYKEHME YaCTOTbl U UHTEHCMBHOCTU
rONOBHOM 60111, yyuLleHre 06LLEero COCTOAHMS, MOBbILIEHVE
YYBCTBUTENIbHOCTA K WMHCYNMHY, HopManu3auma VOP-1 —
162 Hr/mn. B cBA3M C OTCYTCTBMEM NPOAOKEHHOIO POCTa
apgeHombl rMnodumsa ¢ gekabpa 2020 r. Tepanus aHanoramm
COMaToCTaTMHa OTMEHeHa.

MocnegHAaa rocnutanusaumsa 6GombHoro B OIBY
«HMWL, sHaokpuHonorum» coctosinacb B Hosbpe 2021 T.
(puc. 1B, 2B). Ha ¢oHe exxegHEBHbIX MHBEKLUUIA NM3rBMCOMAHTa
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(10 mr/cyT) nabopaTopHO MOATBEPXKAEHA PEMUCCUA AKPO-
meranuu (MOP-1 — 228,8 Hr/mn, HopMa o 245 Hr/mn). Mpwu
nposeaeHun MPT runodursa — ocTaToyHas TKaHb afeHOMbI
pasmepamu 12x12x8 mm. BropnuHaa HagnouyeyHnKoBas He-
[OCTaTOYHOCTb, BTOPUYHBIN FMNOTMPE03 MeaNKaMEeHTO3HO
KOMMeHcMpoBaHbl. Habniogaetca nonoxutenbHad OWHA-
MUKa MoKa3saTesieil yrineBogHoOro obmeHa (rmKMpoBaHHbIN
remornobvH — 7,4%). Cy6beKTMBHO NauueHT OTMEYaeT Cy-
LLeCTBEHHOE ynyyLleHre CaMOYyBCTBYSA, Mo3BonALLee bec-
NPenATCTBEHHO MPOAOMKATb MPUBbIYHBINA aKTVBHBIN 0O6pa3
XKU3HN.

OBCYXXAEHUE

CemeliHble  W30NMPOBaHHble  afeHoMbl  runodusa
(Familiar Isolated Pituitary Adenomas — FIPA) coctaens-
0T OKono 2,5% Bcex ageHom runodusa. MprunHa BbICO-
Koro pucka passutua FIPA — Hannune BpoOXAEeHHOW My-
TauMy OfHOTO M3 B3aMMOZEWCTBYIOLWMX C PeLenTopom
6enkoB — aryl hydrocarbon receptor-interacting protein
(AIP-myTauus) [2-4]. M3onnpoBaHHaa cemenHasa akpomera-
NS yCTaHaB/IMBAETCSA, EC/IN B CeMbe 3adMKCUMpoBaHo 6onee
2 cylyyaeB akKpOMeranuv Uian ruraHTmama. AKpomeranus, ac-
coummnpoBaHHasa ¢ AlP-myTaumen, oTnnyaeTca oT cnopagu-
yeckoli bonee paHHMM BO3pacToM mMaHudbecTaumu (25 ner)
1 npeobnagjaHuem cpeaun Nl My»CKOro nona (CooTHoLle-
Hue m: X = 1,5 : 1,0) [5]. Mo mopdonornyeckomy CTpoeHmto
HOBOOOpPA30BaHUA MOTYT ObITb MPefCTaBNEHbl PefKOorpaHy-
JIMPOBaHHbLIMM COMATOTPOMMHOMAMM U MaMMOCOMATOTPO-
nmHomamum [6].

MyTauum nnn HM3Kasa sKcnpeccna 6enka, B3aMmogen-
CTBYIOLLErO C apWJIOBbIMY YINIEBOLOPOAHBIMU peLenTopa-
MU, MPUAAIT PAL BaXKHbIX arpecCuBHbLIX XapaKTepuUCTUK
ageHome runoduza nNpu akpomeranmnm. bonbNHCTBO
AlIP-no3uTmBHbIX NayneHToB (93,3%) MMelT MakpoageHo-
Mbl, XapaKTepusywowmecs 6onee Bbicokoln cekpeumein CTT,
YCKOPEHHbIM, Yalle MHBa3VBHbIM POCTOM HOBOOOpa3oBa-
HUA CO CKJIOHHOCTbBIO K IKCTPACEIAPHOMY pacnpocTpaHe-
HUIo, pa3BuTUIO anonnekcum [7-9]. CnegyeT Takxke OTMETUTb
BbICOKUI PUCK PeungvBApPOBaHNA OMyXoNv Nnocrne onepa-
TUBHOTO JIeYEHUS, HU3KYI0 3GDEKTUBHOCTb TEPANMX aHaso-
ramm COMaToCTaTUHa ASINTENIbHOTO eNCTBUS (OKTPEOTUAOM,
NAHPEOTMAOM) N aroHUCTammn godpamuHa (KapberonvHom),
HefOCTaTOYHyl0 [N NpefoTBpalLeHMs PoCTa afeHOMbI
N DOCTVXKEHNA KIMHWKO-nabopaTtopHo pemumccnn 3abone-
BaHWA AaXe Npuv ANUTENbHOM MeAUKAaMEHTO3HOM fleueHnn
MaKC/MMasbHO JOMYCTUMbIMU fo3amu [2, 10].

YunTbiBasi 0OCOGEHHOCTU aKPOMEranuu B Ciydyasax nog-
TBEPXKAEHHON MyTauun B reHe AlP, ans 3¢ deKTMBHOro KoH-
TPONA aKTMBHOCTM 3aboneBaHUsi HEOOXOAMMO KCMOJb30-
BaTb JIeKapCTBEHHbIE CPeACTBA, BO3LENCTBYIOLME HA MHbIE
3BEHbA naToreHesa 6onesHu. MNpumep Takoro npenapaTta —
AQHTAroHUCT PeLLEeNTOPOB COMATOCTAaTNHA — M3rBUCOMAHT.

Mo pe3ynbrataM  MacwTtabHoro  mccnegoBaHus
ACROSTUDY, unnuyuunposaHHoro B 2004 r. AnA nsyyeHna fon-
roCPOYHbIX 3PpPEeKTOB NIrBUCOMaHTa B peasibHOM MexayHa-
poOHoOWN KoropTte, NoATBEPKAEHbI ONaronpuUATHOE COOTHO-
LIeHWe Mosb3bl Y PUCKa Tepanuy yKasaHHbIM MPenapaTomMm,
ero BblcoKaa 3PdEKTMBHOCTb B CyyasX Pe3UCTEHTHOCTU
K Tepanuu aHanoramm comatoctatiHa [11]. KkoHuy 1-roroga
neyenus y 53% (k koHuy 10-ro roga — y 73%) naumeHTOB
C aKpomeranuern oTMmeyanacb Hopmanusauus yposHa MOP-1

Ha GOoHe NPUMeHeHUs N3rBUCOMaHTa Nocse NPOBEAEHHOMO
OMepaunoHHOro nevyeHuns, Ty4eBomn N MeanKaMeHTO3HON Te-
panun unm nobbix X KombrHaumin. Ha MP-n306paxeHunsax
rOJIOBHOrO MO3ra OTMEeYanocChb OTCYTCTBUE U3MEHEHUN pas-
Mepa HOBOOOPA30BaHUN MO CPABHEHMIO C MPeabIAYLMM
MPT-uccnegosannamm B 72,2% cnyvaes, B 16,8% — ymeHb-
WweHne pasmepa onyxonu, B 6,8% — yBennuyeHne pasmepa
ageHombl, B 4,3% — Kak yBenunyeHue, Tak U yMeHblueHne
pa3mepoB HOBOOGpa3oBaHUs. Kpome Toro, B 60nblUMHCTBE
cnyyaeB (78%) npenapat He Bbi3Baj CePbe3HbIX MOOOYHbIX
ABJIEHUI, YTO NOATBEPXKAAEeT 6€30MacHOCTb TEPANMK N3rBu-
comaHToM [12].

MpuHYMaa BO BHMMaHue TOT GaKT, YTo Yy MaLMEHTOB
C aKpomeranuein 13-3a n3bbiTka FOPMOHa POCTa AOBOJIBHO
yacTo HabnogalTcA HapyLweHKd yrneBogHoro obmeHa (pac-
NPOCTPaHEHHOCTb CaxapHOro AnabeTa y NaLMEeHTOB C aKpo-
meranuen konebnetcs ot 20 fo 56%, a pacnpocTpaHeHHOCTb
HapyLUeHNA TONEPaAHTHOCTU K roKo3e — oT 16 go 46%),
KNMUHUYECKN BaXXHO OTMETUTb MONOXKUTENTbHOE BAMUAHME
AHTAroHMCTa PeLenTopoB rOPMOHa PocTa Ha MeTabonusm
rMIoKO3bl. [IpUMeHeHWe N3rBUCOMaHTa CnocobcTByeT NOBbI-
WeHuno neprdepuyeckon YyBCTBUTENIbHOCTA TKAaHEN K WH-
cynuHy [13, 14], He BbI3blBaA MPY 3TOM CHUXKEHUA CeKpeLmm
WHCYyNVHa.

MNprBedeHHbIN Cnyyan 13 NPaKTUKN AEMOHCTPUPYET Bbl-
COKYyt0 3DDEKTUBHOCTb NPUMEHEHUS N3rBMCOMAHTA U MpK
NMOATBEPXKAEHHOW cemMeHon GopMe aKpoMeranuu, OCsox-
HeHHOI AeKoMMeHcauven yrineBogHoro obmeHa, B Buge
LOCTVXKEHVA NabopaTOpHON PEMUCCUN OCHOBHOTO 3abo-
neBaHWA, CTabunvsauum cyToyHoro npoduns rYKemMnu,
CHWXKEeHUsi MOTPeOHOCTM B UHCYNUHE, ynyJlueHnsa obLyero
CaMOuyBCTBUA.

Heobxoanmo TakXe OTMETUTb BaXKHOCTb OLIEHKM TaKuX
JaHHbIX, KaK BO3pacT MnauueHTa npu MaHudectauuun 3a-
60neBaHusA, MOJ, CEMENHbI aHaMHE3, UCXOAHbIE YPOBHM
CTT n UOP-1, xapakTep cuvrHana Ha T2-B3BeLUEHHbIX U30-
6paxeHuax npu MPT ronoeHoro mosra [11], Hannune pe-
3UCTEHTHOCTM K aHasioraM COMaTOCTaTVHA, HapyLeHus o6-
MeHa rnioKOo3bl 419 CBOEBPEMEHHOTIO ONpefeneHnsa BepHOM
TaKTVIK/ NleYeHUs, CNOCOOHON npeaoTBpPaTUTL HeobpaTu-
Mble MOC/eACTB/A Yy MALUEHTOB, a B C/lyyae HacnenCTBEeH-
Hol GOpPMbI aKPOMEranivm 1y Nx POACTBEHHUKOB — POLAHbBIX
bpaTbeB/cecTep, feTen.

KINUHUYECKUIA CNYYAN 2

MauueHT K., 35 neT, cunTaet cebsa 60nbHbIM C 24 neT, Kor-
[a Brepsble 0bpaTncs K odTanbMosiory no noBogy Pe3Ko-
rO CHMPXKEHMA OCTPOTbl 3peHns. C yyeTom cneunduryeckmnx
0COOEHHOCTEN BHELHOCTU (AncMopduyeckan KoHUrypa-
umA yepena, poct 202 cm), 6bU1 HaNpPaBIEH K SHAOKPUHOJO-
ry. Mo pnaHHbIM 06cnepoBaHmsA B AHBape 2013 I. ycTaHOBNEH
anarHos akpomeranuu: CTI — 106,5 mMeg/n, NOP-1 —
567,9 Hr/mn. Mpu MPT runodusa (6e3 KOHTPaCTHOro ycusne-
HWA) B NepefHen yacTy onpegenieHa ajeHoMa pasmepamu
4x7 mm. C ceHTAbOpA 2013 1. mALMEHT Nonyyan Tepanuio oK-
TPEeoTNAOM NPONIOHIMPOBAHHOTO AenctBua 20 mr B/m 1 pas
B 28 AHeNn.

B anpene 2014 r. npu obcnepgosaHumn 8 OIBY «HMULL
SHAoKpuHonorum»  MwuH3gpaBa Poccum nopTBepkaeHo
coxpaHeHMe akTMBHOW cTagnn akpomeranuu (UOP-1 —
1412,2 vr/mn; CTT — 43,3 Hr/mn). Ha MPT ronosHoro mo3sra
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PucyHok 3. MPT rofloBHOro mMo3ra ¢ KOHTPacTHbIM ycuneHrem nauunenTa K. ¢ cuHagpomom MakKbloHa-Onbpaiita-bpaiiuesa (nekabpb,
2021 r.).

Figure 3. MRI of the brain of patient K. with McCune-Albright-Braitsev syndrome (contrast enhancement, December, 2021).

C KOHTPACTHbIM YyCUNEHNEM, NPENMYLLECTBEHHO B NPaBOM
KaBepHO3HOM CMHYCce — HOBOOOpa3oBaHMe pa3mepamu
17%23%14 mm. [narHOCTMYecKoW Haxopkow Obiio yTon-
LEeHNe KOCTell OCHOBAHWUA 4yepena, TEMEHHbIX, BMCOUYHbIX
KOCTel, yellym fo6HOM KOCTU, Yellyn 3aTbllIOYHOW KOCTH,
rMnonHeBmaT3auma fIOO6HON Ma3yxu, Masyxy OCHOBHOW
KOCTU, IYEEK PELLETYATOrO NAabUPUHTA, CYyXKEHUE BHYTPEH-
Hero N Hapy»HOro CiyxoBOro nNpoxoga cneea C paspacra-
HMEM AOMNOJIHUTENIbHOWN TKaHW, XapaKTepHbIX aNisa pubdpos-
HOM ocTeogmucnnasun. Ha ocHOBaHMM HanVMuKUA y NayneHTa
cneyundumyeckux cumntomos: CTI-npogyunpytolelt ageHo-
Mbl runodusa, GrbpPo3HON AMCNNasnm, «<KoPpenHbIx NATEH»
Ha KOXe rpyau u CnuHbl (pyc. 4) KNMHUYECKN AMAarHOCTU-
posanu cuHapom MakKbtoHa-Onbparita. B oktabpe 2014 r.
BbINOJIHEHO TPAHCHA3abHOe TpaHccpeHouaanbHoe onepa-
TMBHOE BMeLLaTeNIbCTBO MO MOBOAY 3HAO-CynpacennsapHom
onyxonu runodusa. Mocne onepaunv naumveHT oTMeYan
3HAUMTENbHOE YNyULIEeHUe 3pUTeNIbHbIX GYHKUMIA, OAHAKO
pemnccrmn 3aboneBaHns No AaHHbIM labopaTopHoro obcne-
[0BaHVA JOCTMYb He yAanocb, YTo noTpeboBano npogon-
KEHNA Tepanuu aHasoraMyM COMaToCTaTMHa M Ha3HayeHuA
aroHNUCToB odaMuHa, KabepronvHa 1,0 mr/Hea.

B 2015 r. c yueTOM cOXxpaHeHUA akTUBHOW CTaguM akpo-
Meranumu, NpuUHMMas BO BHMMAHNE HeLenecoobpasHOCTb
NnpoBefeHNA MOBTOPHOFO OMEPATUBHOIO BMeLUATENbCTBA
(13-3a 0COGEHHOCTV KOHOUrypauumu KOCTel 4yepena, Xa-
pPaKTePHbIX AN OMUCbIBAEMOro CMHAPOMaA), BbINOJIHEHA
KOHOpPMHasa cTepeoTakcMyecKkas AUCTaHLMOHHAA JiyyeBas
Tepanusa. B nocnenyyeBom neproge nauMeHT nosyyan aHa-
JIOr COMATOCTaTUHA B MAKCMMaJIbHOW o3e 1 KabepronvH
4 1a6./Hed., 0HAKO aKTMBHOCTb aKPOMETrasnm COXpaHANach.

B mapte 2019 r. B xoge rocnutanm3sauun 8 HMUL, snpo-
KPUHOMOMUK B CBA3M C HEBO3MOXKHOCTbIO AOCTUPKEHUA pe-
MMWCCUMN OCHOBHOTO 3aboneBaHns (MOP-1 — 384,3 Hr/mn npwu

HopMe [0 283 Hr/mn) Ha GOHe ANINTENbHOTO JIeYEHMSA MaK-
CUMasIbHO AOMYCTMMbIMU JO3aM/ aHASIOFOB COMATOCTaTVHa
NMPUHATO pelleHne 06 UHMLMALMU Tepanuu aHTaroHMCTOM
peuenTopoB ropMoHa pocTa NarBucomaHTom (10 mr/cyT).

MocnegHee obcnepoBaHue nauventa B HMUL sHpo-
KPVHOMNOMMMN COCTOANOCh B Aekabpe 2021 r. (puc. 3). Bnep-
Bble 6bina oTMeueHa Hopmanuzaumsa UOP-1 — 189 Hr/mn
(Ha ¢OHE KOMOVHMPOBAHHOIO NeYeHUs: OKTpPeoTua Aeno
30 mr 1 pa3 B 28 gHen, naremucomaHT 10 mr/cyT). NMpu MPT
FO/IOBHOTO MO3ra C KOHTPACTUPOBAHMEM Pa3MepPbl OCTaTOY-
HOW TKaHM HOBOObpa3oBaHuA runodmrsa 6e3 cyLecTBeHHOM
OVHAaMUKKN B CPAaBHEHUW C JAaHHbIMU MpeAblgyliero uccne-
[JoBaHVA (B MPaBOM OTAeNe TYpeLKoro cefsia no KOHTypy
KaBepHO3HOrO CUHYyca onpefenseTcd HOBOOOpa3oBaHue
pasmepom 6x4 Mm). [onyyeHHble pe3ynbTaTbl NOATBEPKAA-
10T 9pPEKTMBHOCTb ANUTENBHOTO NPYMEHEHNSA aHTaroHNCTa
peLIeNTOPOB FOPMOHA POCTa C YYETOM OCOBEHHOCTEN Teye-
HUA 3a60neBaHNA Y JAHHOMO NMaLMEHTa, B CBA3M C YeM Tepa-
MU0 N3rBYICOMAHTOM PEKOMEHOBAHO NPOJAOHKUTL MO KN3-
HEHHbIM MOKa3aHUAM.

OBCYXAEHUE

CrvHagpom MakKbloHa-Onbpaiita—bpaliyesa — KnnHuye-
CKNIN CMHAPOM C HA3KOW YaCTOTOWN, BO3HMKAIOLWMI B pe3yib-
TaTe comaTnyecknx myTtauun B GNAS. ®eHoTvn Npu faHHOM
CYHApoOMe MpefAcTaBfieH, Kak MpaBuio, TpUagon CUMMTO-
MOB: HanMumeMm crneunduUecknx KoXHbIX NsaTeH LBeTa «kode
C MOJIOKOM», HapyLUeHVEeM KOCTHOro obmeHa B Buge ¢u-
6po3HON Auchnasny, a TakKe BapuabenbHol runepdyHk-
Lueln SHOOKPVIHHbIX XKere3. AKpoMeranusa BCTpevyaeTcs npu-
MepHo B 20% cnyuaes [13, 15].

Bepundrkauus anarHosa obblYHO OTCpOUYEHA U3-3a ANn-
TENIbHOrO OTCYTCTBMA CUMMTOMOB 3aboneBaHUs, a TaKxe
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KpaHuodacumanbHon GrOPO3HON AUCMNA3MKM, MaCKMpPYio-
el akpoMerasnovgHble U3MeHeHNs BHELWHOCTU. BapuaHTbl
NeYeHuss aKpoOMeEranuu y naumeHToB ¢ cMHapomom Mak-
KbtoHa-Onb6paiiTa u ¢ Knaccuyeckor GopmMon akpomeranmm
OOVHAKOBBI.

Ba)KHO OTMETWTb, YTO ONepaTNBHOE JleuyeHre B obbeme
AlEHOMIKTOMUN MOXEeT OblTb 3HAUUTENIbHO 3aTPYAHEHO
B CBA3U C OCOGEHHOCTAMU KOHOUIypaLmmu KOCTel yepena,
3HAUWTENbHLIM PUCKOM KPOBOTEUYEHUS M3-3a BbICOKOW Ba-
cKynapusaumm TKaHen, anuddysHbiM nopakeHuem runoodu-
33, XapaKTepHbIX AnA YKa3aHHoOro cnHgpoma [14]. Jlyuesasn
Tepanus MOXeT OblTb MCMONIb30BaHA B C/ly4yasx Heorepa-
GenbHbIX onyxonen runodusa n npu Hed3DHEKTUBHOCTU
nevyeHus aHanoramm comaTtoctatHa. OgHako cnegyeT yuu-
TbiBaTb OTCPOYUEHHDBIN XapaKTep AEWCTBUA paguoTepanumn
N BO3MOXHblE OC/IOXKHEHUS B BuAe FMNONUTYMTapr3ma
 (pefKko) capKkoMbl KOCTel B 06n1acTyi 06yyYeHus y nauneH-
TOB C $pUBPO3HONM Ancnnasuen [16].

HecmoTps Ha TO UTO NprYIMEHeHVe aHanoros CoOMaTocTa-
TUHa y GONbLUMHCTBA MALMEHTOB OKa3blBAET MOJIOKUTENb-
HbI 3bdeKT B BUAE CHMXeHus ypoBHa VIOP-1, npuem gaxe
MaKCUMasbHbIX 03 MPENAPATOB YKa3aHHbIX FPYMMn He npu-
BOOWT K CTOWKOI N1abopaToOpHO pemMmnccmMm akpomeranmu
[16, 17]. AnuTenbHbIN U36LITOK ropmoHa pocta u NOP-1
CNoco6CTBYET MPOrPeccMpoOBaHNI0 KIacCMYeCKUX MposB-
neHwn 3abonesaHus, a npu cuHapome MakKbioHa-On6paii-
Ta MOXeT ycyrybutb ¢ubpo3Hyl AUCMNasvio, NpuUBeCTv
K CY>KEHUIO 3pUTESIbHOrO KaHana/KaHana BMCOYHOWN KOCTH,
CHUXKEHUIO OCTPOTbl 3peHUs U CJyxa, BMIOTb 4O MOJIHOM
notepu ¢yHKUUKM aHanu3atopoB. C MOMEHTa MOABEHUA
AHTAroHMCTa PeLENTOPOB NOPMOHA POCTa — M3rBUCOMaHTa
3pPEeKTUBHOCTD MeAMKAMEHTO3HOro neyeHus MakKbioH-
On6paliT-accounnpPOBaHHON aKPOMEranny C JOCTUKEHNEM
OUOXVMUYECKOI PEMICCUN 3HAUUTENIBHO yBENUYMNACH [16],
UTO YKa3blBAaeT Ha TO, YTO MIrBMCOMAHT (MO MOKasaHWUAM
B KOMOMWHaUMM C aHasoramm COMaToCTaTVHa AfUTESIbHO-
ro QENCTBUA NPU NPOJOIKEHHOM POCTE afl€HOMbI) MOXET
ObITb PAaCCMOTPEH KaK MNpenapaTt Bblbopa AN neveHns na-
LMEHTOB C yKa3aHHbIM CMHAPOMOM. B ¢BA3U ¢ pegKkocTblo

cuHgpomMa MakKbloHa-Onbpalita 1 BapuabenbHOCTbIO ero
KNMNHNYeCKUX I'IpOﬂBJ'IeHI/IVI, BbI3BaHHbIX MaTONOrMAMN pas-
HbIX SHOOKPUHHbBIX »Kenes, BaXXHO GUKCMpoBaTb Habnoaa-
€Mble YHMKallbHble Ciliyd4an 1 aHanM3nmpoBaTb pPe3ynbTaTbl
NPOBOAVMOM Tepanuu.

3AKJIIOYEHUE

Taknm 06pa3oM, HeCMOTPs Ha Hanuuyue LIMPOKOro
CNEeKTPa COBPEMEHHbIX METOZI0OB JIeUEHUs: HENPOXUPYPTU-
Yeckoro, MeAuKaMeHTO3HOrO AJINTENIbHO AENCTBYIOLMM
aHanoramy COMaTocTaTuHa, GppPaKLMOHHON CTepeoTaKkcu-
YecKow NlyyeBOW Tepanuu, CTepeoTakCUUYeCKON pagnoxu-
pyprum AOCTUXKEHUE CTOMKOW PEMUCCUM aKpoMeranum
MOXeT ObITb 3aTPyAHEHO BBUAY MNO3HEN AMArHOCTUKMU,
LNUTENbHOrO OTKa3a MauueHTa OT MPoBefAeHNs OornepaTuBs-
HOro BMeELLATENbCTBA, Tonorpaduueckmx oCobGeHHOCTeN
HOBOOOpa30BaHMA.

Pe3ynbTaTthl NpuBeAeHHbIX KIMHWYECKUX CllyYaeB nof-
TBEPXKOAOT YCMEWHOCTb MOHO- WM KOMOMHUPOBaHHOM
(npu ycnoBum coxpaHeHUs NPOJOMKEHHOIO POCTa HOBOO-
6pa3oBaHUA) Tepanuu MPenapaToMm U3 rpynrbl aHTaroHU-
ctoB peuentopoB CTI nareucomaHToM. Tepanua AaHHbIM ne-
KapCTBEHHbIM CPefCTBOM BbICOKO3ddeKTNBHA 1 6e30MnacHa,
CNoco6CTBYET AOCTUXKEHUIO KOMMEHCALMN aKpOMEranuu u,
KaK CneficTBUE, 3HAUUTENbHOMY YIyYLLEHMIO KayecTBa »U3-
HW NaUMEHTOB, TeUYEeHNs 1 NPOrHo3a 3abonesaHusa [18].

CnepyeT ygenatb ocoboe BHUMaHue coopy nctopum 6o-
NEe3HU 1 XKMN3HW, HACNeACTBEHHOIO aHaMHe3a NnauueHTa ans
UCKNoYeHna (Mnn nocnegyollero yrnybneHHoro obcneno-
BaHVA) FreHeTMYecKkn obycnoBeHHbIX GOpM aKpomeranuu.
Mpn noaTBep)KAeHUN aKpOMEraanm B pPaMKax CeMenHom
dopMbl ageHoM rnodusa Unm akpomeranum B COCTaBe CUH-
apoma MakKbloHa—-Onbpaiita, a Takke MpW akpoMeranuu
C HEKOHTPONIMPYEMbIM HapyLleHUeM YrieBOgHOro obmeHa
UM C BbIPaXeHHbIM Ledanrmyeckum CMHAPOMOM Lieneco-
06pa3HO Ha3HauyeHue narsucoMaHTa. Obnagas OTIMYHBIM
OT aHaJIoroB COMaTOCTAaTMHA MEXaHN3MOM eNCTBISA, NIrBU-
COMAHT CrOCOOCTBYET AOCTUXKEHWIO PEMUCCMM 3a60N1eBaHUSA

PucyHok 4. [urmeHTHble NATHa (NATHa Kode ¢ MonoKom, cafe au lai macule) npu cunppome MakKbloHa-On6paiita-bpaiiuesa.

Figure 4. Pigmented spots («cafe au lai macule») of a patient with McCune-Albright-Braitsev syndrome.
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KNUHUYECKIMI CNYYAW

Y MaLNEHTOB, Pe3MNCTEHTHbIX K Tepanuun aHanoramm comaTo-
CTaTMHa, He Bbi3blBas HeXeaTesbHbIX ABNEHNI.

KomMbuHMpoBaHHas Tepanus M3rBvCOMAHTOM U aHaso-
ramy COMaTOCTaTUHA He ofobpeHa B pamKax MHCTPYKLMU
no MeauUMHCKOMY MpumeHeHno npenapata ComaBsepr,
O[HAKO MHOrAa KIMHNYeckoe CoCToAHME naumeHTa — npo-
OOMXKEHHbIN POCT ONYXOAN — He MO3BOJIAeT OTMEHUTb aHa-
norn comatoctatuHa. ONbIT OTEYECTBEHHBIX 1 3apyOeXHbIX
CrneunanncTtoB AeMOHCTPUPYET MONOXKUTENbHbIN pe3ysb-
TaT — 3amMefneHre pocta/yMeHblUeHe pa3mMepoB HOBOO-
6pa3oBaHNA, HOpManM3aumua nabopaToOpHbIX NMoKasaTtesen,
YMEHbLUEHNE BbIPA’KEHHOCTU CUMMTOMOB, CHUXeHue ¢u-
HaHCOBbIX 3aTPaT Ha Jfle4yeHre Npy UCNOJSIb30BaHUN KOM-
OUHVPOBAHHON MeAVKAMEHTO3HOW Tepanuu. YnydweHue
KayecTBa »M3HW NauMeHTOB B cOYeTaHUN C ONTMMK3aLnen
3aTpaTt Ha fleyeHre NogvYepKMBaeT ONpaBAaHHOCTb Ha3Ha-
yeHuA aHTaroHucTa peyentopos CTT.

AONOJIHUTENIbHAA UHOOPMALINA

WcTtouHnku ¢puHaHcupoBaHma. Pabota BbiMonHeHa No MHWLMATUBE
aBTOpPOB 6e3 nprBneyeHns GUHAHCUPOBaAHNA.

KoHdnuKT nHtepecoB. PaboTa BbiNosHEHa B COABTOPCTBE C 3aBefy-
IolWen peaakumen xypHana «OxnpeHvie n metabonusm» [3eparHosoit J1.K.,
UIEHOM peAaKLMOHHON Kosernm xypHana «OxupeHve u metabonusm»
Muraposoii E.A.

Yuactue aBTopoB. [I3epaHoBa J1.K. — paspabotka KoHuenuum
1 AU3aiiHa, MpoBepka KPUTUYECKN BaXXHOTO WHTENIEKTYaslbHOro copep-
XKaHWA, OKOHUYaTeNbHOe yTBEpXAeHMe Ana nybnvkaumm pykonucy; lopos-
cknx A.B. — cbop, aHanu3 u nHTepnpeTauma AaHHbIX, HaMUCaHNe TeKCTa;
Muraposa E.A. — aHann3 NonyyYeHHbIX AaHHbIX, KOppeKumna TekcTa; Mpxu-
AankoBckada E.l. — aHanu3 nonyyeHHbIX AaHHbIX, KOppeKuua TekcTa; LWyTto-
Ba A.C. — cbop JaHHbIX, KoppeKuus TeKcTa; EBnoesa M.W. — cbop faHHbIX,
HanucaHue TeKkcTa; puropbes A.KO. — npoBeaeHne HeMpoXMpypPruyeckom
onepauun, Koppekumua Tekcta; AsnsaH B.H. — npoBepeHue Helipoxupyp-
rmyeckon onepauuun, Koppekumsa Tekcra; MeaweHko O.B. — npoBegeHmne
HenpoXMpypruyeckoi onepaumm, KOppPeKLus TekcTa. Bce aBTopbl ogobpu-
nu GurHanbHY BEpPCUIo CTaTby Nepep Mybnukauuer, Bbipasunm cornacue
HeCTN OTBETCTBEHHOCTb 3a BCE acneKTbl PaboTbl, MOAPa3yMeBaloLLyto Haf-
nexallee n3yyeHve 1 peLleHne BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO MK
[06POCOBECTHOCTDLIO NGO YacTn paboTbl.

Cornacme nayumeHTa. ABTOPbI HacTOALEN CTaTby NOAYYUAN NUCbMEH-
Hoe paspelleHmne OT yNIOMMHaeMbIX B CTaTbe NaLyeHTOB Ha NMybanKaumio nx
MeAVLMHCKMX AaHHbIX B XXypHane «OXupeHue n metabonunsmy.
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