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O6ocHoeaHue. AfeHombl runodursa ABNATCA TPETbMM NO BCTPEUAEMOCTY cpefii BHYTpUUepenHbiXx HOBOOOGpa3oBaHMIA.
KnnHnuyeckasa 3HauMMoCTb ONpefenAaeTca XxapakTepoM pocTa U FOPMOHaNbHON aKTUBHOCTBIO, MPUBOAALLEN K HapYLUEHNIO
pa3nunuHbIx 3BeHbeB MeTabonmnama. MeguUMHCKMe perncTpbl ABAATCA LLEeHHbIM MHCTPYMEHTOM OLIEHKM KITIMHUKO-3NNgeMu-
ONornyecKnx NapameTPoB M NOSTyYEHUA AaHHbIX O PpeasibHOM KNUHUYECKON NpaKTuKe.

Lene. MpoBecTy aHann3 annMAeMUONIONMYECKNX U KITIMHNYECKMX XapPaKTepUCTUK OCHOBHbIX HO30/10r 1 06pa3oBaHuUi rmno-
Tanamo-runodusapHon obnactum (OrTO) B PO: akpomeranmm, 6onesHn NueHko-Kywmnra (BUK), nponaktnH-cekpeTrpytowmx
N TOPMOHaNbHO-HEAKTUBHbIX afeHOM runodu3sa.

Mamepuanel u memo0del. O6beKTOM UccnefiloBaHKA ABNAeTcA 6a3a AaHHbIX permctpa OITO, Bknoyatowas 84 pernoHa PO,
Ha 01.01.2023.

Pesynemamel. MakcumanbHasa pacnpocTpaHeHHOCTb akpomMeranum B PO otmeueHa B Pecnybnuke Kapenus (9,48/100 Tbic.),
Yysawickon Pecny6nuke (10,8/100 Tbic.) 1 B TiomeHcKol obnactu (8,9/100 Tbic.). 3aboneBaeMocTb akpomeranuen B 2021 .
coctaBmna 0,6/1 MnH HaceneHmA. MakcmanbHasa pacnpocTpaHeHHOCTb 6one3Hu VueHko-KylmnHra Ha 100 TbiC. HaceneHun
oTMeuvaeTcAa B Pecnybnuke Kapenua (2,33/100 Tbic.), Yykotckom AO (2,01/100 Tbic.), B Kuposckoin obnactu (1,79/100 Toic.)
n B Teepckon obnactu (1,79/100 Tbic.). 3aboneBaemoctb BUK B 2021 rio coctaBuna 0,1/1 MnH HaceneHmA. Makcumanb-
HasA pacnpocTpaHeHHOCTb NPONakTMHOM oTMeuvaeTca B Pecnybnuke Kapenus (13,33/100 Tbic.), B YyBalwckon pecnybnuvke
(12,35/100 Tbic.) n B BopoHexckon obnactu (8,66/100 Tbic.). 3aboneBaemocTb NPONaKTUH-CEKPETMPYIOLWNMM aleHOMaMM
B 2021 r. coctaBuna 0,6/1 MnH HaceneHna. MakcmanbHasa pacnpoCcTpaHeHHOCTb FOPMOHasIbHO-HEAKTUBHbIX aeHOM OTMe-
yaetca B Pecnybnuke Kapenus (15,08/100 Tbic.), BopoHexckoli o6nactu (8,82/100 Tbic.), TiomeHckow obnactu (8,11/100 Tbic.)
n B Pecny6nuke Caxa/fAkytuna (7,56/100 Tbic.). 3aboneBaeMoCTb rOpMOHanbHO-HeakT!BHbIMY ageHoMamu B 2021 . cocTaBu-
na 0,3/1 mnH HaceneHuA. MegunaHa Bo3pacTa AnA akpomeranum coctasuna 63,6 [53,2; 71,5], ana BUIK — 49,2 [38,8; 60,8], anA
NponakTUH-cekpeTmpyoLmx ageHom — 47,5 [38,3; 59,71, Ana naumMeHToB C FOPMOHaNbHO-HEaKTUBHbIMW ageHoMamn — 58,4
[43,8; 67,9]. Ha MmOMeHT nocnefHero BM3nTa pemMmmnccrua otmedeHa y 42,7% nauuneHToB C akpomeranuen, 62,5% c bUK, 39,7%
C NponakTMHoMamm Ny 76,6% naymMeHToB C rOPMOHaNIbHO-HEaKTUBHbIMM afleHOMaMU.

3aknioderue. Pernctp OO — LeHHbIN MHCTPYMEHT A1A OLEHKN SNUAEMMNONIONMYECKNX, KITMHNYECKMX AaHHbIX N NPUMeEHSA-
emblX BUAOB neyeHus. MNpu 3Tom KauecTBO aHanm3a HanpAMYIo 3aBUCUT OT KayecTBa M MOSIHOTbI BHOCMMbIX AaHHbIX. Janb-
HeMwwme nccnefoBaHNa B 061acTy 3NMAeM1ONornmy SHAOKPUHONATUI JOMKHbI ObITb HanpaBneHbl Ha yyJlleHne KayecTBa
1 yno6CcTBa BHECEHMWSA JaHHbIX, YTO NO3BOAUT MONyYaTb Hanbosee NOsHbIe XapaKTEPUCTMKM NaLNEHTOB.

KJTKOYEBBIE CJIOBA: pecucmp; snudemuosioaus; akpomezanus; 6one3Hb MyeHko-KywuHea; nponakmu+Homa; adeHoma 2unogusa.

RUSSIAN REGISTRY OF HYPOTHALAMIC AND PITUITARY TUMORS:
CLINICAL AND STATISTICAL ANALYSIS FOR01.01.2023
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BACKGROUND: Pituitary adenomas are the third most common intracranial neoplasm. Clinical significance is determined
by the nature of growth and hormonal activity, leading to disruption of various parts of metabolism. Medical registries are
a valuable tool for assessing clinical and epidemiological parameters and obtaining data on real-life clinical practice.

AIM: To analyze the epidemiological and clinical characteristics of four pituitary disorders in Russian Hypothalamic and Pituitary
Tumor Registry (OGGO): acromegaly, Cushing’s disease, prolactin-secreting and non-functioning pituitary adenomas
MATERIALS AND METHODS: The object of the study is the database of the OGGO registry, which includes 84 regions of
the Russian Federation, as of 01/01/2023.

RESULTS: The maximum prevalence of acromegaly in the Russian Federation was noted in Karelia (9.48/100 thousand) and
Chuvash Republic (10.8/100 thousand) and in Tyumen region (8.9/100 thousand). The incidence of acromegaly in 2021 was
0.6/1 million population. The maximum prevalence of Cushing’s disease is observed in Karelia Republic (2.33/100 thousand),
Chukotka (2.01/100 thousand), Kirov (1.79/100 thousand) and Tver region ( 1.79/100 thousand). The incidence of
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Cushing’s disease in 2021 was 0.1/1 million population. The maximum prevalence of prolactinomas is observed Karelia
(13.33/100 thousand) and Chuvash Republic (12.35/100 thousand) and in Voronezh region (8.66/100 thousand). The inci-
dence of prolactin-secreting adenomas in 2021 was 0.6/1 million population. The maximum prevalence of non-functioning
pituitary adenomas is observed in the Karelia (15.08/100 thousand), Voronezh region (8.82/100 thousand), Tyumen region
(8.11/100 thousand) and Sakha/Yakutia Republic (7.56 /100 thousand). The incidence of non-functioning pituitary adeno-
mas in 2021 was 0.3/1 million population. The median age for acromegaly was 63.6 [53.2;71.5], for Cushing’s disease 49.2
[38.8;60.8], for prolactin-secreting adenomas 47.5 [38.3;59.7], for patients with non-functioning pituitary adenomas — 58.4
[43.8;67.9] . At the time of the last visit, remission was observed in 42.7% of patients with acromegaly, 62.5% with Cushing’s
disease, 39.7% with prolactinomas and 76.6% of patients with non-active adenomas.

CONCLUSION: The OGGO registry is a valuable tool for assessing epidemiological, clinical data and treatments used.
At the same time, the quality of the analysis directly depends on the quality and completeness of the entered data. Further
research in the field of epidemiology of endocrinopathies should be aimed at improving the quality and ease of data entry,

which will allow obtaining the most complete patient characterization.

KEYWORDS: registry; epidemiology; acromegaly; Cushing’s disease; prolactinoma; pituitary adenoma

OBOCHOBAHME

ApeHombl runodusa npepactansaT 15% Bcex HOBO-
06pa3oBaHWii LIeHTPaSIbHOW HEPBHOW CUCTEMbI U 3aHU-
MaloT TpeTbe MeCTO MO YacToTe BHyTpUYepenHbix obpa-
30BaHWN, NOC/e MEeHUHIMoM 1 rnnom [1]. bonblwKnHCTBO
afleHoM runodusa BO3HUKAIOT CNOpajnyeckn, JOnsA Ha-
CNIeACTBEHHbIX C/lyyaeB cocTaBnAeT okono 5%. MNuk 3abo-
neBaeMOCTU afjeHomMaMu runodusa NpUXoauTCsA Ha BO3-
pact 30-60 neTt [2]. O6wWan pacnpoCTPAaHEHHOCTb alEHOM
runodusa coctaBnAaeTr okono 89 cnyuyaes Ha 100 Thbic.
HaceneHuA. [ons HeakTUBHbIX ageHoMm runodusa (HAI)
cpeaun Bcex ageHom runopursa — okoso 30-40% [3]. Knu-
HUYecKas 3HaYMMOCTb afeHoMm runodursa onpegensaeTcs
Kak 0COOEHHOCTAMM PACMoONIOXeHUA 1 PoCTa, Tak 1 rop-
MOHANIbHON aKTUBHOCTbIO, KOTOpasa MpuUBOAUT K Hapy-
WEHNAM pPa3NMYHbIX 3BEeHbeB MeTabonusma. YuutbiBas
pa3Hoo6pasve 3NUAEMMNONOTNYECKUX, KITUMHUYECKNX U Te-
paneBTUYECKNX acCNeKTOB afieHOM runodusa ¢ pas3nmyHon
rOPMOHANIbHON aKTMBHOCTbIO, CMCTEMATMYECKUA cbop
N CONOCTaBIEHNE AAaHHbIX MO HO30/0MMAM OCTaeTCA aKTy-
anbHOW 3ajayen, KOTopasa OTYacTU pellaeTca UCNOoNb30-
BaHMEeM MeANLMNHCKUX PErNCTPOB.

MeauuuHcKne perncTpbl ABAAIOTCA KIHOYOM K NMOHMMa-
HUIO reorpadryeckoro pacnpegeneHusi Cily4yaeB U OCHOB-
HbIX 3NUAEMMONIOTNYECKUX U KITMHNYECKNX XapaKTEPUCTUIK,
YTO 0COGEHHO BaXKHO ANA penkux 3abonesaHun [4]. Mpn
JanbHenwem pa3BuUTUN perucTpa ero uenm mMoryT pacluu-
PATbCA, UYTO MO3BOJIAET OLEHUBATb KIMHMKO-nabopaTtop-
Hble, MHCTPYMEHTaNIbHblIE [aHHble, a TaKXe MpPUMeHeHMne
nevyebHbIX MOAXOAOB B PeanbHOWM KIMHUYECKOW MPAKTUMKE.
[llaHHblEe perncTpoB onyxonen runoTanamo-runodusapHo
obnactu (OITO) nybnukytoTca pegko, bonee yacto BegyTcA
perncTpbl KOHKPETHbIX HO30/I0TUIA — PErucTpbl akpomera-
nuu BegyT 6onee 19 cTpaH [5], B eBponeinckun peructp 6o-
ne3Hu NMuenko-KywnHra (BUK) BkntoueHo 26 cTpaH [6].

Bcepoccumickuin peructp OITO ocHoBaH Ha 6aze OIBY
«HMWLsHpgokpuHonorum» MunsgpasaPoccrne2006r.nBHa-
CTOfLlEee BPEMSA BeeTCs Ha SNEKTPOHHON nnatdopme. Pea-
NM30BaH ef1HbIV BXO4 B CUCTEMY PErMCTPOB SHAOKPUHONA-
i HMUL sHgokpuHonorum — https://www.diaregistry.ru/.

LIENTb UCCNEQOBAHUA

[poBecTy aHanM3 3NMAEMMONOTNYECKUX U KITMHUYECKNX
XapaKTepUCTUK OCHOBHbIX Ho3onorui OITO B P®: akpo-

meranuun, bUK, nponakTnH-cekpeTupyowmx n ropmoHanb-
HO-HeaKTVBHbIX afleHOM rnnodusa.

MATEPUAJIbl U METO/ bl

O6beKTOM MccneaoBaHna ABNSETCS 6a3a AaHHbIX perun-
ctpa OITO, Bkntoyatowan 84 perrvoHa PO, Ha 01.01.2023.

MNpu pacyeTte nokasaTtenen pPacnpoCcTPaHEHHOCTN U 3a-
60M1eBaeMOCTU NCMNOJIb30BaNINCh [laHHbIe MO YUC/IEHHOCTU
HaceneHusa cybbekToB PO QepepanbHon ciy6bl rocynap-
CcTBeHHOM cTatnuctuku (Poccrart) [7].

B aHanu3 nonoBo3pacTHbIX XapPaKTEPUCTUK BKJIHOUEHDI
MaumneHTbl C HAIMUMEM HEOOXOAMMbIX NMapPaMeTPOB — MONa,
BO3pacTa, ANarHo3a; NCKJYaanCb NaLMeHTbl C OWnOKaMun
B 3aMOJ/IHEHMM fleMorpadrUeCcKmX XapaKTePUCTUK.

Beozy B peructp noanexar nauueHTbl, obpaTuBLuvecs
Ha ambynaTopHbIN NpUem Uy NOCTYyNMBLUKE B CTaLMOHAP,
CO cnegyoLMmM HO3010TNAMM:

+ aKpomeranuemn;

. BUK;

+  MPONAKTUH-CEKPETUPYIOLLMMU afeHOMaMy rMnoousa;

+  TOPMOHaNIbHO-HEAKTUBHbIMM aieHOMaMK rnnodunsa;

«  [PYryMuM OnyxonsiMy r’mrnoTanamMmo-runodrsapHom obnacty;

+  pemknMmmn ageHomamu runodusa (Cekpetupyiolwme Tu-
peotponHbin (TTI), donnukynoctumynmpyowmii (OCI),
notenHnsupytowmin (JIN ropmoHbl), a TakxKe obpasosa-

HUAMYN CO CMELLAHHON FTOPMOHASIbHOWN aKTUBHOCTbIO;

+  MHOUNBTPATUBHBIMY 3a60NeBaHUAMY runodu3sa.

Bo Bcex n3yyaembix KoropTax GUKCUPYIOTCA BCe Cllyyau
3aboneBaHui, BHe 3aBUCMMOCTU OT CTaAnn 3aboneBaHuA.

KonnyecTBeHHble NapameTpbl NpeAcTaBleHbl B BUAE Me-
AnaHbl, 25 1 75 npoueHTuen, KayeCTBEHHbIe napaMeTpbl —
B BUAe OONEN.

TepmuHonorusa

PacnpoctpaHeHHOCTb — MoKasaTtesb, OLEeHMBAOWNA KO-
NNYECTBO BCEX CJTyyaeB 3ab0neBaHNA, 3aperncTprpPOBaHHbIX
B TeKyLleM KaneHgapHOM rogy, paccuntbiBaetca Ha 100 TbiC.
HaceneHnA COOTBETCTBYIOLLE BO3PacTHOW rpynnbl.

3aboneBaemocTb (NepBUYHasA, Mo obpaLlaeMocTn) —
nokasaTesib, OLEHMBAIOWMIA KONMMYECTBO HOBbIX CllyyaeB
3aboneBaHns, BNepBble 3aperncTpUpPOBaHHbIX B KaneHaap-
HoM rofly. AHanu3 3aboneBaemoctu nposogunca Ha 2021 r.
C NCNONb30BaHMEM faHHbIX PoccTaTa. YumTbiBaA pefkocTb
3aboneBaHuii, oA ygobCTBa NpefcTaBneHnsa pacyet 3abo-
NeBaeMoCTM NpoBeAeH Ha 1 MAIH HaceneHuns.
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Ta6bnuua 1. OCHOBHble NapaMeTPbl aBTOMATU3NPOBaHHbIX OTYETOB pernctpa OO

Table 1. Main parameters of automated reports in the registry

pynna otyetoB

[aHHble

OITO KnuHuko-gemorpaduyeckme gaHHble

KonnuectBo NaumeHToB, TEKYLWWIA CTATYC, ANArHoO3,
NHBANVAHOCTb, CEMEMNHbIN aHamHe3

AKTUBHOCTb paboTbl CBOAHBIN/T1o MecAuam/
Mo oTBETCTBEHHbBIM

[MHamrKa npupocTa KonmnyecTsa NaLyeHToB B KaXKAoM
pervoHe

AHanuTuyeckas cnpasKka pervoHa

PacnpoctpaHeHHocTb OITO B pernoHe, CMepTHOCTb,
aemorpaduryeckme xapakTepucTnkim

OTyeT 0 KauecTBe gaHHbIx (OITO)

Ly6nu, ownbKn BBOAA AaHHbIX, MOSIHOTA 3aMONHEHUA KapT

OTtyeT 0 x04€e NPOEKTa

O6Lee KONMYECTBO NALMEHTOB, BU3UTOB U Tepanui,
BBE[EHHbIX 33 OTYETHbIV rog

MaumeHTbl 6e3 pemmccnm

CBopHan Tabnuua naymeHToB 6e3 pemmccmn

MoTpe6HOCTL B leKapCTBEHHbIX NpenapaTtax (KeapTtan/Toa/
JINY/ QuarHo3s)

MpenapaTbl, KOAMYECTBO NALUEHTOB Ha Tepanuu,
KBapTasibHasA 1 rofoBas NoTpebHOCTb

3Tunyeckas sKcnepTusa

BepeHue peructpa OITO Ha 3neKTpoHHOW nnatpopme
0006pPEHO NIOKaNbHbIM 3TYeCKUM KomuTtetom OIBY « HMUL|
SHAoKpuHonormnm» MwuH3gpasa Poccun, [lpotokon NO2
ot 21.02.2013. B nccnegoBaHmne BKAOYaINCb gaHHbIE TOJb-
KO MauueHTOoB, MOANMCaBWUX f06poBONbHOE NHOOPMUPO-
BaHHOe corfacue 1 cornacue Ha 06paboTKy NepCcoHanbHbIX
OaHHbIX.

KpuTtepum BknoyeHus

« Hanuuuwe opHoro 13 cnegytolwux 3aboneBaHUin: akpome-
ranuvs, BUK, ropMoHanbHO-HeaKTUBHas ageHoma rurnopu-
33, NPONAKTNH-CEKPETUpPYIoLLan ageHoma runodusa, TTI-,
OCT-, Jl-cekpetupytoLlas ageHoma runodusa, apyrve age-
HOMbI CO CMELUAHHOW FOPMOHANIbHOW aKTUBHOCTbBIO, ApY-
rve onyxonesble/MHPUNBTPaTUBHbBIE 3aboneBaHuaA LIHC.

» Cornacve Ha MCNonb3oBaHWe NepCOHaNbHON MeanLH-
ckom nHdopmauuun.

KpuTtepun HeBKnoueHuA
+ OTKas B MCNONb30BaHUM MEPCOHANIbHON MeaULMHCKOMN
UHpopMaL L.

KpuTtepumn ncknioueHus
« OT3bIB MHOOPMUPOBAHHOIO cornacua 06 UCMNosb30Ba-
HUW NepCOHANbHON MeAULMHCKON UHpopMaLmK.

CTpyKTypa KapTbl
Mpu nepBrMYyHOM ObpaLleHNN NALMEHTA B SNIEKTPOHHOM

CMCTEME CO3[AETCA OCHOBHAA 3anucb MauUWeHTa, BKOYalo-

Wana cnegyowmne pasgenbl.

« O6wwue ceegenus (DO, pata poxaeHus, nata noanmca-
HUA NHPOPMUPOBAHHOIO COrNacKs).

«  Appec u gemorpaduyeckme gaHHble.

« [HanHbie JITY n nevawero Bpayva.

+  KnnHunyeckum gnarHos.

« AHamHe3 (maTa Havana 3aboneBaHVMA W MOCTAHOBKMU
AMarHo3a, Hanuume popcTBeHHUKoB ¢ OITO, paHHble
0 6epeMeHHOCTM Ha ¢oHe 3aboneBaHus, nHbopmaLus

O TreHeTMYeCKOM MNOATBEPXKAEHUWN HaC/eACTBEHHOro

CMHAPOMa, cBA3aHHoro ¢ OITO).

«  OcCnoxHeHuss 1 conyTCTBYOLWME 3ab0NEeBaHNUA, TMNONU-

TyUTapu3Mm.

« Tekywmn ctaTyc nayueHTa.

+ MegnkameHTO3HasA Tepanus.
+ HemegnkameHTO3Hasa Tepanus.
+ HexenartenbHble ABNeHUA.

[ns onncaHusa pa3BepHYTbIX KIMHMKO-abopaTopHbIX
N VIHCTPYMEHTalbHbIX AaHHbIX CO3[aeTcA 3anucb «Busunty,
B KOTOPOU GUKCUPYIOTCA Clieayiolme AaHHbIe.

« O6wue cBepeHWs (Data BU3MTA, rpymnna MHBANULHOCTY,
aAHTpOMNOMeTPUYECKNE NoKasaTenm).

«  KnuHunuyeckun amarHos, ctaaus 3aboneBaHus.

« Kano6bl/KnvHMYeCKe NposBIeHUs.

+  3puTesnibHble HapyLIeHU.

+ XapakTtepucTtuka runodusa no gaHHbim MPT/KT.

« JlaHHble FOpMOHaNbHOro 06CNefoBaHMA.

Ecnn naumeHTy NpoBOAnIOCh XMpypruyeckoe unm nyye-
BOE JleyeHue, AaHHble PUKCMpPYOTCa B pasgene «Hemeaw-
KaMeHTO3Has Tepanusa», Kyda 3anucbiBaloTca BUL NleueHus,
MeTOof, OC/IOKHEHMA U TNCTONIOrMYECKOE 3aKoYeHune.

MNpn HanMuumM megnKameHTO3HOW Tepanum COOTBETCTBY-
loLLaA 3an1Cb MO3BONAET BHECTW JaHHbIe MO AeNCTBYOLWEMY
BeLLeCcTBy M TOProBOoMy HavMeHOBaHMIO npenaparta, 403K-
pOBKe 1 laTaM MPOBeAEHNA NIeYeHMA.

Cnctema aBTOMaTM3NPOBAHHbBIX OTYETOB MO3BONAET MO-
nyyaTb CBOAHYI0 MHGOPMAaLUIO MO SNUAEMUONIOTMYECKNM,
Zemorpaduryecknm 1 KNnMHMKo-nabopaTtopHbIM NapameTpam
cornacHo popmrpyembiM 3anpocam (tabn. 1).

PE3YJNIbTATbI

Ha 01.01.2023 pernctp OITO BkAOYaeT 3anmcu
no 11 927 naymneHtam n3 84 pernoHoB Poccuinckon Pepe-
pauun (1abn. 2). C 2019 no 2022 r. exerofHbli NPUPOCT
naumeHToB coctaensan 7,5-9,0%. MpupocTt ¢ gekabpsa 2022
no AHBapb 2023 r. coctaBun 8,7%. CaMOCTOATENbHbINA BBOS
JaHHbIX B 2023 1. ocywecTBnAnm 46 permoHos.
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Tabnuua 2. OcHOBHbIE KITMHMKO-AeMOrpaduyecKne XxapakTepucTmKy NaumeHToB, BKOUYeHHbIX B pernctp OO
Table 2. Basic clinical and demographic patient characteristics in the registry

MponakTnH- fopmoHanbHo-
AKpomeranusa, n=5054 BI? "lﬁ::';amt“e_;';%_ ceKpeTupyowme HeaKTNBHble
Y P afieHombl, N=2886 apeHombl, n=1375
BospacrT, roapbl 63,6 [53,2;71,5] 49,16 [38,75; 60,76] 47,5 [38,3; 59,71 58,4 [43,8;67,9]

Mon, m (%):x (%)

1425 (28,2%):3629 (71,8%)

153 (16,1%):795 (83,9%)

580 (20,1%):2306 (79,9%)

433 (31,5%):942 (68,5%)

Bospact
Ha MOMEHT
NOCTaHOBKY 46,2 [33,1;52,7] 37,3[22,2;43,6] 36,3 [24,9; 51,71 45,2 [30,8; 55,8]
anarHosa
MpumeyaHue. KonnuecTBeHHble NoKasaTenu NpeacTasfieHbl B BUAE MeAnaHbl, 25 1 75 npoueHTunen.
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PucyHok 1. PacnpoctpaHeHHOCTb akpomeranum Ha 100 Tbic. HaceneHus, 85 pernoHos Poccniickon Qegepaunn, 01.01.2023 .
Figure 1. Prevalence of acromegaly per 100 000 population, 85 regions of the Russian Federation, 01/01/2023.
CpegHana pacnpocTpaHeHHOCTb 0,7/100 Toic.
Haunbonbluasn otmeuaetca B Pecnybnuke Kapenus (2,33),
Yykotckom AO (2,01), B TBepckoli (1,79) n Knuposckon obnactu (1,79)
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PucyHok 2. PacnpoctpaHeHHOCTb 6one3Hu MueHko-KywmHra Ha 100 Tbic. HaceneHus, 85 pernoHos Poccuiickon Oepepauimn, 01.01.2023 1.
Figure 2. Prevalence of Cushing’s disease per 100 000 population, 85 regions of the Russian Federation, 01/01/2023.
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AHanus pacnpocTpaHeHHOCTU 1 3a6oneBaemMocTu nNo

OCHOBHbIM Ho3onoruam OITO B Poccuinckon Oepepauun

MakcrmanbHaa  pacnpoCTPaHeHHOCTb  akpoMeranuu
B PO otmeueHa B Knposckoi obnact (10,89/100 Tbic.), Pe-
cny6nuke Kapenua (10,82/100 Tbic.) 1 B [eH3eHcKo obna-
¢t (8,9/100 ThIc.), puc. 1. 3aboneBaeMoCTb aKpoOMerannen
B 2021 r. coctaBuna 0,6/1 MAH HaceneHwus.

MakcrmanbHaa pacnpoctpaHeHHoOCTb BUK Ha 100 Tbic. Ha-
ceneHus otmevaetcsa B Pecnybnvke Kapenwus (2,33/100 Tbic.),
Yykotckom AO (2,01/100 Tbic.), B KupoBckoi obnactu
(1,79/100 TbIC.) 1 B TBepckoi obnactu (1,79/100 TbIic.), puc. 2.
3aboneBaemocTb bB/K B 2021 I. coctaBmna 0,1/1 MAH HaceneHws.

MakcumanbHaa  pacnpoCTPaHEHHOCTb  MPONAKTUHOM
Ha 100 000 HaceneHuna otmeuvaetca B Pecnybnuke Kapenus
(13,33/1001bIcC.), B YyBaLickol pecny6nuke (12,35/100 Tbic.)
1 B BopoHexckon obnactu (8,66/100 Tbic.). 3aboneBaemocTb
NPONAKTUH-CeKpeTMpYoWnMn ageHomamu B 2021 1. cocTaBu-
na 0,6/1 mnH HaceneHus.

MakcrmanbHaa pacnpoCTPaHEHHOCTb FOPMOHaNIbHO-He-
aKTMBHbIX afeHoM oOTMmeuvaeTcA B Pecnybnuke Kapenua

(15,08/100 TbIC.), BopoHexckor obnactu (8,82/100 Tbic.), Tio-
MeHcKol obnactn (8,11/100 Tbic.) 1 B Pecnybnuke Caxa/Aky-
™A (7,56/100 ThIC.). 3a6011€BAEMOCT FOPMOHA/IbHO-HEAKTUB-
HbiMW ageHomamu B 2021 . coctaBuna 0,3/1 MAH HaceneHuA.

KnuHuuyeckas xapaktepuctuka naymueHtos c OO
B Poccuinckon Oepgepauun

lonoso3pacmHele xapakmepucmuku

PacnpegeneHve naumeHTOB NO MOy npeacTaBieHo
Ha pucyHke 3. MegunaHa Bo3pacTta AnA akpomeranmm cocra-
Buna 63,6 [53,2; 71,5], ana BUK — 49,2 [38,8; 60,8], ana npo-
NaKTUH-CeKpeTMpyowmux ageHom — 47,5 [38,3; 59,7], ana na-
LIMEeHTOB C rOPMOHaNbHO-HEaKTUBHbIMW ageHoMamn — 58,4
[43,8;67,9].

OCHOBHble K/TUHUKO-1a60pamopHsbie

U UHCMpYMeHmMaJsbHble 0aHHble

[lonv naymeHTOB Mo cTagusam 3aboneBaHUN NpeacTaBre-
Hbl Ha PUCYHKe 4.
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(n=5054) (n=948) (n=2886) (n=1375)
PucyHok 3. PacnipegeneHuvie no nosy naumyeHTOB C OCHOBHbIMU Ho3onoruamu OITO.
MpumeuaHune. BUK — 6one3Hb NueHko-KywnHra, HAI — HeaKTnBHasa ageHoma runodusa.
Figure 3. Gender distribution in the registry.
Note. CD — Cushing’s disease, NFPA — non-functioning pituitary adenoma
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PucyHok 4. Craguv 3aboneBaHuis B pa3pese ANUarHo3oB.
MNpumeyvaHune. BVIK — 6onesHb Nuenko-KywnHra, HAT — HeakTBHas ageHoma runodumsa.
Figure 4. Disease stages by diagnosis.
Note. CD — Cushing’s disease, NFPA — non-functioning pituitary adenoma
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HAYYHOE NCCITEAOBAHUE

Cpean nauMeHTOB C aKpOMeranmen Ha MOMEHT nocnea-
Hero BM3uTa pemmuccna otmeyeHa y 1671 nauymveHta (42,7%).
[JaHHble No pa3mepy afieHOMbl HA MOMEHT NocCNieHero Bu-
31Ta JOCTynHbl y 2131 nayuneHToB: B 1562 cnyyasax oTMeve-
Hbl MakpoageHoMbl (73,3%). Y nauneHTOB C akTUBHOW CTa-
Aven 3aboneBaHVA meanaHa YPOBHA WHCYNMHONOAOBHOro
¢dakTopa pocTta 1 coctaBuna 378,0 Hr/mn (245,9; 620,0), 6a-
3a/IbHOr0 COMATOTPOMNHOro ropMoHa — 4,0 Hr/mn (1,6; 12,0),
C pemuccren sabonesaHna — 176,25 Hr/mn (124,17; 226,9)
1 0,9 Hr/mn (0,4; 2,1) COOTBETCTBEHHO.

M3 948 naumeHTOB ¢ 6one3Hblo BUK pemunccna otmeue-
Ha B 559 cniyyvasx (62,5%). [JlaHHble MPT goctynHbl y 619 na-
umeHToB (65,3%): B 193 cnyyasax BbiABNEHbl MUKPOAAEHO-
Mbl runodusa (31,2%), B 126 — maKpoageHombl (20,4%),
B 300 cnyyanax ageHoMa He Bu3yanusupyertca (48,4%). Megu-
aHa KopTu3o/ia CYyTOYHOM MOYM A1l NALMEHTOB C aKTUBHOM
ctagmen BUK coctaBuna 533,65 Hmonb/cyT (159,43; 1110,4).

AprepuanbHan TUMEPTeH3ua 2 406; 47,8%
306 y3n0Boit 1594; 31,6%
Hapywenus yrnesogHoro 06mexa — 1 333; 26,5%
Xpan/ ocTaHoBK fiblxauA BO CHe | 724; 14,4%
HapyLueHus MeHCTpyanbHoro uukna | 608; 12,1%
Aptponatua |1 313; 6,2%
Onyxonm fipyroit nokanusaumm | 241; 4,8%
306 anddysmbiii | 227; 4,5%
[pyrvie onyxonu 3HAoKpUHHoiA cctembl [ 219; 4,3%
Octeonopos |1 153; 3,0%
Kapanomuonatus | 139; 2,8%
becnnogue | 132; 2,6%
Aptepuanshas UNOTenzua |1 122; 2,4%
funepnapatupeos || 106; 2,1%
Whcyner | 45; 0,9%
Onyxonb Hapnoveukuka | 44; 0,9%
Nepenomsl | 37; 0,7%
Meuxuueckme Hapywenna | 28; 0,6%
Kapunwona | 16; 0,3%
Wndapkr | 12; 0,2%
Whcynuioma | 3; 0,1%

Y nauneHToB C NPONAKTMH-CEKPETUPYIOWUMUN afileHOMa-
MU pemuccua oTmeyeHa B 1026 cnyyasx (39,7%), npu aTom
MeNKaMEHTO3HbI KOHTPOMb OTMeYeH y 550 nauueHToB
(21,3%). Ha momeHT nocnegHero Bu3mMTta MP-xapaktepu-
CTUKM JocTynHbl y 1097 nayuneHToB (38%): y 512 nayneHTOB
(46,7%) oTMeueHbl MaKpPOaLEHOMbI.

Ha momeHT nocnegHero Bn3nTta y 763 nayneHToB C rop-
MOHaJIbHO-HEAKTUBHbBIMM aJEHOMaMMN OTMEYEHA PEMUCCUA
(oTCcyTCTBME OCTaTOYHOWM TKaHW, 76,6%). MakpoafeHOMbI
BblABMeHbl y 317 nauymeHToB (31,8%), U3 HUX C cynpacen-
NAPHbIM pocToMm — 196, XMa3manbHbI CUHAPOM OTMEeYeH
y 11 naumeHTOB, UCXOAQHAA HeJOCTaTOYHOCTb OOHOW MAu
HEeCKOMNbKIMX TPOMHbIX GyHKUMM runodursza —y 153 (11,1%).

OcnoxHeHuA u conymcmayrowue 3a6o1es8aHus
CTpyKTypa OCNOKHEHUA U COMYTCTBYIOLMX HO3O0MOTN
npeacraBiieHa Ha pUCyHKax 5, 6.

AprepuanbHan TUMEPTeH3ua 583; 61,6%
HapyLueHus MeHCTpyanbHoro LMkna 303; 32,0%
Hapywerua yrneBogHoro obmeHa 236; 24,9%

306 y3noBoiA | 81; 8,6%
Aptepuanbhas TUNOTensua |1 65; 6,9%
becnoane | 56; 5,9%
Onyxonb Hapnoveukka | 40; 4,2%
Onyxonu apyroit nokanusaunm || 35; 3,7%
Xpan / ocraHoBkm Abixakus Bo cHe || 32; 3,4%
Octeonopos | 31; 3,3%
Kapavomuonamua || 20; 2,1%
Mepenomsl |1 19; 2,0%
[lpyrue onyxonu 3Ha0KpUHHOIA cucteml .| 17; 1,8%
Aptponatua | 7; 0,7%
funepnapatupeos | 6; 0,6%
306 auddysnbii | 5; 0,5%
Mcnxmyeckne Hapywewmna | 3; 0,3%
funokanuemna | 3; 0,3%
Wnoapkt | 3; 0,3%
Kapuuroua | 2; 0,2%
Wheyner | 2; 0,2%

PucyHok 5. OcnoXKHeH A 1 conyTCTBYyoLME 3a60neBaHUsA Y NaLUeHTOB C akpomMeranuein (3eneHblin) u BUK (opaHxesbiii).
Figure 5. Complications and concomitant diseases in patients with acromegaly (green) and Cushing’s disease (orange).

HapyLueHUA MEHCTpYanbHOro LuKkna | 746; 26,1%
AprepuanbHan TUMEPTeH3mA ] 339; 11,8%
Becnoave | 269; 9,4%
306 y3nosoii | 120; 4,2%
HapyweHus yrneBogHoro 06meHa ] 110; 3,8%

AprepuanbHas [UM0Ten3na ] 66; 2,3%
Onyxonu Apyroii nokanu3auum ] 28, 1,0%
[unepnapatupeo3 19; 0,7%

Octeonopo3 | 19; 0,7%

[lpyrue onyxonm SHAOKPUHHOI CuCTeMbl ] 18; 0,6%
Xpan / 0CTaHOBKM ibIXaHA BO CHe 18; 0,6%
306 anpdysHbiii | 16; 0,6%

Onyxonb Hagnoueynuka | 15; 0,5%
Mcuxuyeckue Hapylwexna ] 11; 0,4%
Aprponamust | 8; 0,3%
Wucynsr 7; 0,2%
Wucynuroma | 55 0,2%
Kapavomwonatus | 5; 0,2%
MNepenomb 3;0,1%
Kapuuroun | 2; 0,1%
Mhoapkr | 2; 0,1%

Aptepuanshan [UNEPTeH3ua | 246, 18,0%
HapylueHus MeHCTpYanbHOro LuKna. | 128; 9,3%
Hapyluienuts yrmeBogHoro o6MeHa | 93; 6,8%
Aprepuanchan [UMOTensus | 75; 5,5%
306 y3n0Boii | 68; 5,0%
Becnnogye | 37, 2,7%
Onyxonu Apyroit ioKanu3awuu ] 18; 1,3%
Xpan / 0CTaHOBKM [ibIXaHA BO CHe ] 17, 1,2%
[lpyrue onyxonu SHAOKPUHHOI CCTeMbI 15:1.1%
[nepnapatipeos | 14; 1,0%
Onyxonb HaANOYEYHMKA T3 1 0,9%
Ocreonopos |1 11 5 0,8%
MNcuxuyeckiue HapyLwexua ] 9;0,7%
306 anddy3Hbiii |1 9: 0,7%
Wcynsr | 8; 0,6%
Aprponatua | 4, 0,3%
MNepenomi 4, 0,3%
Wndapkt | 4; 0,3%
Kapauomuonarus 3; 0,2%
Kapuurous | 2; 0,1%
Wncynuvoma | 1; 0,1%

PucyHok 6. OcnoxkHeHnA 1 conyTcTByioLme 3aboneBaHnA y naLuneHToB C NponakTuHomMamu (kentbiit) n HAT (rony6oi).
Figure 6. Complications and concomitant diseases in patients with prolactinomas (yellow) and non-functioning pituitary adenomas (blue).
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Mpu akpomeranum Hanbonee YacTbIMU OCIOXHEHUAMM
ABNANMCb apTepuanbHas rmnepTeH3ns (47,8%), y3nosoi 306
(31,6%), HapyweHus yrnesogHoro obmeHa (26,5%), xpan/
OCTaHOBKM IblxaHUA BO cHe (14,4%), HapyLUeHNA MeHCTPY-
anbHoro ymkna (12,1%). MpumeyaTtenbHO, YTO YacToTa ap-
TponaTum cocTaBuia nuwb 6,3%, NOAUMNbI TONCTOrO KuLley-
HMKa BbiABNeHbl Y 23 nauneHTos (0,24%).

OcnoxHeHna 1 conyTcTByowWwMe 3abonesaHma BUK
npefcTaBneHbl NPenMyLLeCTBEHHO apTepuasnbHON runep-
TeH3ven (61,6%), HapyLIEHNAMU MEHCTPYaslbHOro LUUKNa
(32%) n HapyweHuaMN yrneBogHoro obmeHa (24,9%). Ya-
CTOTa OCTEONOPO3a — HEPEAKO BCTPEUYAEMOTO OC/IOXKHEHNA
SHAOreHHOro rMNepKopTMLM3Ma — B BbIGOPKe perncTpa co-
ctaBuna 3,3% (31 nauueHT).

Y naumeHTOB C NPONIAKTMHOMAaMM Hanbosee YacTo BCTpe-
YanUCb HapyLeHUs MEHCTPYaNbHOMO UMKna (26,1%) n 6ec-
nnogue (9,4%), aptepranbHaa runepteHsusa (11,8%), yano-
BOW 300 (4,2%) 1 HapyLleHnA yrneBogHoro obmeHa (3,8%).

YactoTa OCNOXHeHWn M conyTcTByoOWMX 3abonesa-
HUM y MNaUUEHTOB C FOPMOHAJSIbHO-HEAKTVBHbIMU afeHo-
MaMu Hanbornee HM3Kasa U3 MPeACTaBIEHHbIX HO30MOTUIA:
apTepuanbHaa rmnepreH3na otmeueHa y 18% naumeHTOB,
y 9,3% nauneHToB — HapyLleHNA MeHCTPYalbHOro UuKna,
y 6,8% — HapyLleHUs yrineBogHoro obmeHa, y 5,5% — apre-
puvanbHasa runoTeHs3uns.

Helipoxupypauyeckoe neyeHue u iy4yesas mepanus

Henpoxnpypruyeckoe neveHne nonyunnum 42,5% naum-
€HTOB C aKpoMeranuen, nyyesyto Tepanuio — 13,9%.

Mpu BUK Hempoxmpyprmyeckoe neyeHve npoBedeHO
y 64,1% naumeHToB, NiyyeBad Tepanua — Yy 18,6% un 10,9%
naLneHTOB NpoBefeHa afpeHansKTOMUA.

Hanbonee Hu3KaA yactoTa XMpPYpPrnyeckoro BMmella-
TenbCTBa WM JlyYeBOW Tepanuu 3aKOHOMEPHO OTMeyeHa

y nauueHToB c nponaktuHomamu: 10,7 n 1,7% cooTtseT-
CTBEHHO.

Helipoxnpypruyeckoe neuyeHue npumeHeHo B 22,8%
Cny4yaeB ropMOHanbHO-HEaKTUBHbIX afleHOM, JlyuyeBas Tepa-
nua — B 2%.

MedukameHmo3sHas mepanus

Bcero megukameHTO3Hyt0 Tepanuio nony4yatot 2140 na-
LIMEHTOB C akpomeranuen (42,3%): aHanorn comatoctaTMHa
NPONOHIMPOBaHHOro Aenctena (N=1962, n3 HUx 1612 nayu-
€HTOB MOonyyaloT oKTpeoTnd, 398 — naHpeoTua), arOHUCTbI
fobaMMHOBBIX peuenTtopoB (n=484, N3 HUX KabepronuvH
nonyyatoT 400 naymeHTOB, 84 — OGPOMOKPUMTUH), aHTaro-
HWCTbl PeLenTopoB COMATOTPOMNHOrO ropmoHa (n=>55, nar-
BUCOMaHT).

Y 94 nauymeHTtoB ¢ BUK oTmeyeHa mefKameHTO3HasA Te-
panua: 6nokatopbl cTepongoreHesa (n=58, KETOKOHa30/),
aroHNCTbl 40$haMMHOBBIX PeLENTOPOB (N=46, U3 HMX Kabep-
ronvH — 39 naumMeHToB, 6POMOKPUNTUH — 7 MaLMEHTOB),
aHanorM CoMaToCTaTMHAa MPOSIOHMMPOBAHHOIO AEeNCTBUA
(n=5, nacupeotng).

Mopjaensiowee GONMbWNHCTBO MALMEHTOB C MPONAKTU-
HOMaMmV MOMYYalT aroHMCTbl J0haMUHOBBIX PELIeNTOPOB:
KabepronvH (n=1232) n 6poMOKpPUNTUH (N=74).

Mpn ropmoHanbHO-HEAKTUBHbBIX afeHOMaxX MeANKaMeH-
TO3HOe fleyeHre oTMeYeHo y 89 naumeHToB — Tepanusa aro-
HUCTamu JodaMUHOBBIX PELLENTOPOB (B 74 criyyasx Kabep-
FONINHOM, B 15 — GPOMOKPUNTUHOM).

NHeanuoHocmes

CTpyKTypa NHBanMgHOCTU NpeACcTaBneHa Ha PUCYHKe 7.
Hanbonbliaa gona nauyMeHToB ¢ MHBANIMAHOCTbIO OTMEeYa-
eTca npu akpomeranun u bUK — 46,2 n 38,1% cooTseT-
CTBEHHO.
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o 46,2%
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(n=5054) (n=948) (n=2886) (n=1375)

Het panHbix M Het unsanugroct M ViHBanugHocTb

PucyHoK 7. lonn naumeHTOB C UHBaNNAHOCTbIO MO OCHOBHbIM HOo30noruam OITO.

MpumeuaHme. BUK — 6one3Hb NueHko-KywmnHra, HAI — HeakTMBHaA ageHoma runodusa.
Figure 7. Proportions of patients with disability in the registry.
Note. CD — Cushing’s disease, NFPA — non-functioning pituitary adenoma.
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BUK
(n=17)

Akpomeranus
(n=370)

B ApeHoma runodusa
B Oxkonorus
M NpuunHa cmeTpTh He yKa3aHa

[ 1 | | 1 |
MnPN HAT
(n=28) (n=27)

CeppfieuHo-cocyancTble 3aboneBaHun
[pyrve npnynHbl

PucyHoK 8. CTpyKTypa NpvyYnH CMepTh No AaHHbIM pernctpa OITO.
MpumeuaHme. BUK — 6one3Hb NueHko-KywmnHra, HAI — HeakTMBHasA ageHomMa runodusa.
Figure 8. Causes of death according to the registy.

Note. CD — Cushing’s disease, NFPA — non-functioning pituitary adenoma.

CmepmHocme

CTpyKTypa OCHOBHbIX NPUYMH CMEPTW MNpeacTaBsieHa
Ha pncyHke 8.

Havbonbluee uyncno 3aperncTpUpoBaHHbIX CNyYaeB
CMepTU NPUXoaNTCA Ha akpomeranumto (n=330): 20 — no npwu-
UMHe OCHOBHOTO 3aboneBaHus (6%), 73 — No NpUUYnHe cep-
[leYHO-COCYaAUCTbIX 3aboneBaHuin (22,1%), 36 — oHkonorus
(10,9%), 64 — no nuHbIM NpuyrHam (19,5%), ana 137 He yka-
3aHa npuymnHa cmeptu (41,5%).

Y naumenTtoB ¢ BUWK oTmeueHo 17 cnyvyaeB cmepTu:
1 no npununHe ocHoBHOro 3abonesaHus (5,9%), 1 — apy-
ras npuumHa (5,9%), 1 — 3aboneBaHvie OpraHOB AblXaHUA
(5,9%), 1 — 3aboneBaHue opraHoB KKT (5,9%), 4 — OHKoO-
norus (23,5%), 5 — ceppeyHo-cocyancTble 3aboneBaHusA
(29,4%), 1 — 3HOOKPVHHbIE 3a060NIEBAHNA N OCIIOKHEHMA
(5,9%), onAa 3 npuyrHa cMepTn He yKasaHa (17,65%).

Y naumeHToB C NPONaKTMHOMaMn OTMeYeHo 28 criyyaes
cmepTu: 1 — Mo NpuYrHe OCHOBHOTrO 3aboneBaHus (3,6%),
6 — ppyrasa npuumHa (21,4%), 1 — 3aboneBaHne OpraHoB
ObixaHus (3,6%), 3 — 3aboneBaHue opraHoB KKT (10,7%),
2 — oHkonorusa (7,1%), 10 — cepfeyHo-cocyaucTble 3abo-
neeaHus (35,7%), 2 — TpaBmbl, oTpaBneHue (7,1%), 3 — npu-
UMHa CMepTU He yKasaHa (10,7%).

Cpean NauneHToB C FOPMOHaNIbHO-HEAKTUBHbIMW afeHO-
MaMu oTMeueHo 27 csiyyaeB: 1 — Mo npuyMHe OCHOBHOIO
3aboneBaHua (3,7%), 3 — gpyras npuuuHa (11,1%), 1 — 3a-
6oneBaHVe OpraHoB AbixaHus (3,7%), 1 — nHobekuus (3,7%),
4 — oHkonorus (14,8%), 6 — cepgeyHO-cocyamcTbie 3ab60-
nesaHwuA (22,2%), 4 — TpaBMbl, oTpaBneHue (14,8%), 2 — 3H-
IOKPUHHblE 3a60neBaHUs N ocsioxHeHus (7,4%), 5 — npu-
UMHa CMepTU He yKasaHa (18,5%).

OBCYXAEHUE

PerncTpbl, BKnouawwme HECKONbKO HO30M0rMin, CBA-
3aHHBIX C ONyXonsAMM rnnodu3sa, BeyTcs Pefiko: HA MOMEHT
nofjaunM Pykonucu B nuUTepaType OnybinkoBaHbl AaHHble
Nno perncTpy BbiICOKOCNELUMan3npoBaHHoro UeHTpa B CLLIA
(n=371, 2000 ropg), HaumoHanbHoro peructpa NpaHa (n=298,
2014 rop) v Weenuapum (n>700, 2018 rog) [8-10]. Mpwu 3TOM,
COrNacHO AaHHbIM nMTepaTypbl, cylwecTyeT 19 rocypap-
CTBEHHbIX PErncTpoB akpomeranuu (bonee 16 000 nauymeH-
ToB) [5], @ perucTpbl BUK BegyTca B 26 eBponencknx cTpa-
Hax 1 BKoYeHbl B eauHyto 6a3y aaHHbix ERCUSYN (6onee
1500 naumeHToB) [6].

B 3aBmcummoct o1 wuccnegyemon nonynAauMnM  pac-
NPOCTPAHEHHOCTb  aKPOMEerasim  MOXKEeT  COCTaBAATb
oT 2,8 go 13,7 cnyyaa Ha 100 TbiC. YyenoBek, exerogHas
3aboneBaemoctb — ot 0,2 go 1,0 cnyyaa Ha 100 TbiC. Ye-
nosek [11]. CornacHo KpynHomMmy meTaaHanu3y (S. Crisafulli
1 COaBT.) NONYNALUNOHHbIX UCCNIeOBaHNIN B pa3HbIX CTPaHax
(22 wnccnepoBaHWsA), PaCNPOCTPAHEHHOCTb aKpoMeranum
B Mupe coctaenset 5,9/100 Tbic. HaceneHusA. Mo AaHHbIM
peructpa OITO, o6Lwasn pacnpoCTPaHeHHOCTb aKpOMeranun
B PO coctaBmna 4,0 Ha 100 TbiC. HaceneHus, 3a60/1eBaeMoCTb
B 2021 r. — 0,6/1 mnH 4yenosek. lNpn 3TomM pacnpocTpa-
HeHHOCTb OITO 6bina Bbile OOLEMUPOBOro MokasaTesns
B 18 pernoHax PO 1 conoctaBmma ele B 10 permoHax.

B Hambonee KpyrnmHOM WCCNEAOBaHUY, BKIOYaBLLEM
3173 naumeHTa c akpomeranueii [12], megrnaHa Bo3pacTa Ha Mo-
MEeHT NOCTaHOBKM AnarHo3a coctasuna 45,2 roga, uto cornacy-
eTca ¢ gaHHbIMK pernctpa OITO. B nccnepgosaHum P. Petroissans
1 COABT,, KaK 1 B AApyrux paboTax [13], He 0TMevaeTcsa pasnnuumi
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Ta6nuua 3. YactoTa OCHOBHbIX OCNIOXXHEHWI akpomeranun B pernctpe OO n B mupe
Table 3. Frequency of most prevalent complications of acromegaly in the registry compared with world data

OCnOXHEHNS Pernctp Varlamov Petrossians Matsubayashi AlMalki
orro etal. etal. etal. etal.
ApTepuanbHas runepteHsus, % 47,8 55,5 28,8 42,9 50
C[l unn HapylLeHe TONePaHTHOCTU K FioKo3e, % 26,5 41,8 29,6 371 51,7
Mnepnnnugemmns, % - 52,5 - 26,7 -
luneptpodusa mmnokapaa, % - 26,8 15,5 - -
CUHAPOM HOYHOTO anHo3, % 14,4 324 25,5 17,8 47,8
[Monunbl TONCTOro KNULWWEeYHnKa, % 0,24 23,6 13 - 22,7
Y3nosou nnu andoy3sHbin 306, % 36% 30,6 34,0 - 37,5

MpumeyvaHue. * — B pernctpe OIMO PpuKcMpytoTCcA BCe HapyLLEHWs YreBOAHOTO obMeHa.

CJ — caxapHbiin fuaber.

Note: * — in our registry, all disorders of carbohydrate metabolism are recorded.

DM — diabetes mellitus.

B PaCnpOCTPaHEHHOCTM akKpPOMErafium Y My>KUUH U >KEHLLVH,
O[HAKO B HallemM WCCNenoBaHMM BbIABNEHO 3HAUUTENbHOE
npeobnagaHune »eHWyH (71,8%), UTo MOXKET 06 bACHATLCA HN3-
KOl 0bpaLLaeMoCTbio My»UnH, ocobeHHo B Poccuiickoin Qe-
aepauun. lons MakpoageHOM Cpean NALMEHTOB C akpoMera-
Nven B Hawem nccnegoBaHum coctasmna 73,3% v cornacyerca
C 06OLLEMMPOBBIMY AaHHbIMK [14].

ConocTtaBneHne 4acToTbl OC/IOXHEHWUA aKpoMerananm
B peructpe OIMTO c o6LWemMpoBbIMM JaHHBIMU NMpPeacTas-
neHo B Tabnuue 3. YacToTa OCNOXHEHWI B HalLEel KoropTe
B LI€/IOM COOTBETCTBYET AAaHHbIM 3apyOeXHbIX MCCefoBa-
HWUI, OQHAKO HabnoaAeTca HM3Kas YacToTa CUHAPOMA HOY-
HOrO anHO3 1 MOJIMMOB TOJICTOFO KULIEYHUKA, YTO CBUae-
TeNIbCTBYET O HEOOXOANMOCTM 6OJiee aKTUBHOIO BbIsIBIIEHUS
[AHHbIX OCNOKHEHUN.

CornacHo ycpegHeHHbIM NokasaTenam no 19 HaunoHanb-
HbIM permcTpam akpomeraamm ¢ CyMMapHbIM KONIMYECTBOM
nauneHToB 6onee 16 TbIC., YaCTOTa PEMUCCUAN COCTaBAET
61,2%, Hempoxupypruyeckoe nedyexHve nonyunnun 78,8%
OONbHbIX, MEAVKAMEHTO3HYIO Tepanuio nonydart 59,6%,
nyJyeBas Tepanua nposegeHa 26,8% nauneHToB. 14 peru-

CTPOB MpeAcCcTaBAANnM AaHHble MO CMEPTHOCTM C CyMMap-
HbIM KONMYECTBOM CJlyyaeB OKono 850, npenmyLecTBeHHO
BCNeACTBUE CEPAEUYHO-COCYANCTbIX U OHKOIOTMYECKUX 3a-
6onesaHui [5]. MokasaTenu pemmuccuu, Hempoxmpypruye-
CKOTO JlIeYeHNA N MeLVKaMEeHTO3HOW Tepanuu no AaHHbIM
peructpa OITO, Haubonee BepPOATHO, CBA3AHbI C BbICOKOM
YaCTOTOM NEPBUYHOIO MEAUKAMEHTO3HOMO NEYEHUA N HU3-
KUM MPOLEHTOM XUPYPruyeckoro nedeHusa. B cTpykType
CMEPTHOCTW, MO HaLIUM OaHHbIM, TaKXe npeobnagatoT cep-
[leYHO-COCYAUCTbIE U OHKONOTMYecKue 3aboneBaHus, ofiHa-
KO, KaK U B Cllyyae 3apybexkHbIX perncTpoB, BbICOKa YacToTa
HeyKa3aHHbIX U HEN3BECTHbIX NMPUYNH CMEPTH.

B meTaaHanmse snuaeMmnonornyeckmx WUCCiefoBaHUN,
nposegeHHoM G. Giuffrida n coaBT., pacnpocTpaHeHHOCTb
BUK coctaBuna 2,2 Ha 100 TbiC. HaceneHus, NPU BbICOKOMN
reTeporeHHOCT! NCCNefOoBaHUN U cpegHeM KadyecTse 6ob-
WKrHCcTBa U3 HUX [15]. Mo aaHHbIM pernctpa OITO, 3ToT noka-
3aTenb JOCTUTHYT B IBYX PErMoHax, npy 3Tom obwmii noka-
3aTenb coctaBmn 0,65 Ha 100 TbIC. HaceneHus.

ConocTaBneHne gaHHbIX No nayneHTam ¢ BUK n3 pe-
rnctpa OO n ERCUSYN [16] npeacTaBneHo B Tabnuue 4.

Ta6nuua 4. ConocTasneHve faHHbIxX peructpa OIMO 1 ERCUSYN no nayueHtam c BUK
Table 4. Comparison of Cushing’s disease patient characteristics between OGGO and ERCUSYN registries

MNokasarenob Perucrp OITO ERCUSYN
KonnuecTtBo naumneHToB 948 1045
[ona my>KunH 16% 19%
Bo3pacT Ha MOMeHT NOCTaHOBKM AnarHosa 37,3+£13,1 42+14
m;’;a;;;:fp‘;"}l”:g“;:Zr;;em 31,29/20,4%/48,4% 60%/22%/18%
ApTepuranbHasa runepTeH3ns 47,8% 78%
HapyleHuna meHCTpyanbHOro uukna 32% 64%
HapyweHusa yrnesogHoro obmeHa 26,5% 33%*
OcTeonopos n nepenombl 3,3% 1 2,0% 23%/12%** n 22%

MNpumeyvanne: * B ERCUSYN ¢pukcuposanoch Tonbko Hanuume CJ.
** B NOACHNYHOM OTfiefle MO3BOHOYHMKa U 6efjpe COOTBETCTBEHHO.

Note: * in ERCUSYN only the presence of diabetes mellitus was recorded.
** |n the lumbar spine and hip, respectively.
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HAYYHOE NCCITEAOBAHUE

Mpn cOOTBETCTBUM AAHHbIX B OTHOLIEHUN MOMOBO3PacT-
HbIX XapaKTepuCcTUK No AaHHbiM OITO oTmeyaeTcA MeHb-
lWaA y4yacToTa BbIAB/IEHUA A€HOM U OCHOBHbIX OCJOX-
HEHWI, YTO YKa3blBaeT Ha HEOOXOAMMOCTb YnyuylleHus
3aMONHAEMOCTU, ANArHOCTUKM 1 NOBbILIEHHOIO BHVMAHMWA
K ocnoxHeHuam BUK. CornacHo meTtaaHanusy A. Stroud
M COaBT., 4acTOTa PEMUCCUM MocCne TpaHccheHompanb-
HOWM ageHoMaKTOMUK cocTaBnaeTr 80% [77%; 82%] [17].
B wnccnepoBaHuu, BknouaBwem 320 nauymeHtoB € bUK
nm3 30 cTpaH, yacToTa pemuccumn cocTasuna 41% [18].
Mo pgaHHbIM peructpa OITO o6wWwas yacToTa pemuccum
BUK cocTtaBndaet 62,5%.

M3 focTynHbix B HacTosLlee Bpemsa npenapaToB Hanbo-
nee 3¢HeKTMBHbBIM ABNAETCA KETOKOHA30J1, KOTOPbIN B KO-
ropTe perncTpa, TeM He MeHee, MPUMEHSAETCA HeYyacTo. ITO
MOXET 00bACHATLCA renaToTOKCMUHOCTBIO, KOTOopas BCTpe-
yaetca y 10-20% nauyueHToB [19]. YacToTa nprMeHeHuWA na-
CMpeoTuaa OCTaeTCA HEBbICOKOW, YTO, Hanbonee BEPOSITHO,
CBS13aHO C HEOOXOANMOCTbIO eXXeJHEBHbIX MHbEKLINIA, BbICO-
KOW CTOMMOCTbIO Y rMneprinkemMmnent Ha GoHe npuMeHeHus
npenaparta [20].

CepaeyvHo-cocyanctble 3aboneBaHua SBAAIOTCA  OC-
HOBHOW NPUYMHOWN CMepTu Y nauyueHtoB ¢ BUK — crak-
[AapTU30BaHHbIA  MOKas3aTeslb  CMEPTHOCTM  COCTaBAAeT
oT 4,1 1o 16 y NauMeHTOB C aKTMBHbIM 3aboneBaHuem [21].
B ERCUSYN Ha 1045 cnyuyaeB BVIK 3apeructpupoBaHo
23 cniyyas cMepTm: GOMbLUMHCTBO MO NPUYNHE NHOEKLIMOH-
HbIX 3a00n1eBaHni (6 Yenosek). Mo gaHHbIM peructpa OIMO
Haubornee 4acTol MPUUYUHOW CMEPTU ABNANUCH Ceppeuy-
Ho-cocyaucTble 3aboneBaHusa (5 ciyyaes 3 17), yto corna-
CyeTcA C IMTepaTypHbIMU JaHHbBIMU.

MponakTMHOMbl — Hambonee 4acTo BCTPevyaemble
afieHombl runodursa (okono 50% ot Bcex cnyyaes). Pac-
NPOCTPAHEHHOCTb MPOJNIAaKTUH-CEKPETMPYIOLWUX  Ony-
xonen coctaBnfaeT 25-63 Ha 100 TbiC. HaceneHusa, exe-
rogHas 3aboneBaeMoctb — 2-5 cnyyaeB Ha 100 TbiC.
HaceneHuA [22]. MponakTMHOMbI HAMHOIO Yalye BCTpe-
YalTCA Y KEHLWUH, MO AaHHbIM PErucTpa, COOTHOLWEHUE
MY>KUUH K XeHLWnHaMm cocTtaBnAaeTt okono 1:5, yto corna-
CyeTcs C faHHbIMU nuTepaTypbl. B PO Hanbonblas pac-
NPOCTPAHEHHOCTb, MO AJaHHbIM PErnucTpa, 3apuKkcnpoBsa-
Ha B Pecnybnuke Kapenusa (13,33/100 Tbic.) npu obuwem
nokasarese no crpaHe 1,98 Ha 100 Tbic. HaceneHuA. lMo-
KaszaTenb 3aboneBaemocTn 2021 r. 3HAUYUTENIBHO HUXe
CpefHUX 3HauYeHWn, MO NUTePaTypPHbIM [AaHHbIM, 4YTO
yKa3blBaeT Ha HeobxogmmocTu 6Gonee TwlaTenbHON pe-
rMcTpauuy HOBbIX CilyyaeB 3aboneBaHus. Takke OfHON
N3 Ba>KHbIX MPUYMNH ABAAETCA TO, YTO PErNCTPbI 3a4acTyio
BeAyTCA B 0611aCTHbIX CTaLlMOHApax, a NauMeHTbl C Npo-
nakTuHomamu Hambonee yacto Habnwopatotca ambyna-
TOPHO.

[opMOHanbHO-HeaKTNBHbIE afleHOMbl — BTOpbIE MO va-
CTOTe Mocsie MPONaKTUH-CEKPETUPYIOWNX, UMEIOT pacnpo-
CTpaHeHHOCTb 7-41,3 cnyyaa Ha 100 TbiC. HaceneHus
n exerofHyto 3abonesaemoctb 0,65-2,34 Ha 100 Tbic. [23].
B nccnegosaHun G. Ntali n coaBT. cpean 546 naumeHToB
C MaKpoaeHomMamu 6e3 ropMOHaNbHOW aKTUBHOCTU 3a-
pernctpupoBaHo 84 cnydyaa cmepTn (15,2%): OCHOBHbIMA
npUYUHaMN  SIBASNINC  CEPAEYHO-COCYamMCTbIe/Lepebpo-
BacKynsipHble 3aboneBaHus (33,7%), uHdpekuun (30,1%)

N oHKonoruveckue (28,9%) 3abonesaHus [24]. B Bbibopke
OITO cpenn 27 cnyyaeB cmepTy NaumneHToB ¢ HAT ocHOBHOM
NPUYMHON TaKXKe ABNANNCb CepAeyvyHO-cocyaucTble (22,2%)
n oHkonornyeckue (14,8%) 3abonesaHnAa. bonee Hu3KasA
YyacToTa OCHOBHbIX MPUUYMH, Hanbonee BepPOSITHO, CBA3aHa
C BbICOKOW ionein ciyyaes C HeyKa3aHHOW NPUYNHON cmep-
™ (18,5%).

Orpavaeva nccnepnoBaHnA

Hawe nccnegoBaHve MmMeeT obwme orpaHUYeHus, xa-
paKTepHble AN MeaNLMHCKUX PerncTpoB. He Bce pernoHbl
Poccuiickon ®epepaumn akTMBHO BBOAAT faHHble B pe-
rMCTP, YTO He MO3BOJSET 3aPUKCMPOBATb MaKCMMaJIbHOE
KONMYeCTBO MauueHToB. Heobxoanmo npueneyb 60sblue
OTBETCTBEHHbIX PEMMOHANbHBIX KOOPANUHATOPOB, MPOBEPS-
IOLNX KaYeCTBO 1 COOTBETCTBME BHOCUMbIX AaHHbIX B pe-
rMOoHax.

3AKNIOYEHUE

Be,u,eHme HauWMOHaNbHbIX PerncTpoB >SHAOKPUHHbIX
3aboneBaHnin nossonaeT nony4ynTb rnob6anbHblie OaHHble
Nno peanbHON KINHUYECKOW MpPaKTUKe, YTo onpedenseTr ux
BbICOKYI0 LieHHOCTb. Pernctp OITO — UeHHbIV NHCTPYMEHT
onAa oueHKU snngemMmnonornyecknx, KNNHNYeCKnx AaHHbIX
N NpumMmeHAeMbIX BUOOB NeYyeHnA. I'IpV| 3TOM KayecCTBO aHa-
JIN3a HanpAMYI0 3aBUCUT OT KayecCTBa 1 NMOJIHOTbl BHOCUMbIX
JaHHbIX. [JanbHenwmne wnccnegoBaHuMa B obnacTu asnuge-
mMunonormn BHAOKpVIHOI'IaTI/IIh OOJI>KHbI ObITb HanpasneHbl
Ha ynyJylleHne KayectBa n y,lJ,O6CTBa BHeCeHNA AaHHbIX, YTO
NO3BOJZINT Nony4aTb Hanbonee NosHble XapaKTepUCTUKK Nna-
LNEHTOB.

OOMNOJIHUTENbHAA NHOOPMALMA

UcTtouHukn ¢uHaHcmpoBaHua. [lpeactaBneHHoe uvccnefoBa-
H/e NPoBefeHO NO UHMLMATMBE aBTOpOB 6e3 npueneyeHnsa GprHaHCK-
poBaHuA.

KoHdnukTt nntepecos. [13epaHoBa J1.K. — 3aBepytouan pegakunen
XypHana «OxuvpeHne 1 metabonmamy»; MenbHuyeHko IA. — 3amecTuTenb
rMaBHOro pefakTopa XypHana «OxupeHue n metabonusmy; Muraposa E.A.,
TpowwnHa E.A., Mokpbiwea H.I. — uneHbl pefakyMOHHON Konnernm »xyp-
Hana «OxnpeHune n metabonnsmy»; E.MN. MapoBa — uneH pefakuVOHHOrO
coBeTa XypHana «OxunpeHune 1 metabonusm.

YuacTtme aBTopoB. Jlylenko A.C, Mpxunankosckas E.I., Bukynosa O.K,,
NcakoB M.A., benas X.E., PoxunHckas J1.14., Muraposa E.A., 13epaHoBa J1.K,,
Maposa E./. — aHanu3 n nHTepnpeTtauus pesynbTaToB UCCIeA0BaHNA, Ha-
nuncaHmne Tekcta ctatbu; MenbHnyeHko LA, MnatoHosa H.M., TpowwuHa E.A.,
Mokpbiwesa H.I. — ¢uHanbHbIN aHany3 pesynbTaToB U pefakTMpoBaHMe
TeKCTa PYKOMUCH.

Bce aBTOpbl 0gobpunu drHanbHyl0 Bepcuio cTaTbu nepeg nybnu-
KaLueii, Bblpa3unn cornacrve HecT OTBETCTBEHHOCTb 3a BCe acneKTbl
paboTbl, NogpasymeBaloLlylo Haanexallee nlyyeHrvie 1 pelueHne Bonpo-
COB, CBA3aHHbIX C TOYHOCTbIO MM BOBPOCOBECTHOCTLIO NGO YacTn
paboTbl.

BnarogapHoctui. AO «AcToH KOHCanTuHr» 3a TeXHMYeckoe ConpoBo-
xgaeHue peructpa OIMTO B oHnanH-dpopmarte.

Bcem MeAMUMHCKMM cneynannictam (Bpayam, MeANLIMHCKUM cecTpam,
perncTpaTopam faHHbIX), BEAYLMM aKTUBHYI PaboTy Mo 3anosfHeHuio
6a3bl AaHHbIX pernctpa OITO.
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