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ONYXONEW NETKUX: NEPBOE ONNCAHUE B POCCUN TPEX KIIMHUYECKUX
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3KTONMUYECKAA AKPOMEIANNA BCNEQCTBUE HEMPOSHAOKPUHHbBIX
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AKpomeranna — HeNpoO3HAOKPUHHOE 3aboneBaHne, BO3HMKaloLee BCneACcTB/E U3ObITOUHON NPOAYKLUM FOPMOHa
pocTa (comaTtoTponHoro ropmoHa, CTl). B 6onbwIMHCTBE CyyaeB NPUUYMHOWM akpoMeranum ABAATCA afeHoMbl FrMno-
du3a, npogyunpytowme CTI. lopa3fo pexe BCTpeyaloTca ciyyan SKTonnyeckon akpomeranuu. lNocnefHaa BO3HMKa-
eT BC/IeCTBUE OMyXOnen, NpoayLmpylowmx ropMoH pocta-punusuir ropmoH (FPPI), nnu onyxoneii BHerunodmsap-
HoW nokanusauuu, npoagyunpyowmx CTI. OCHOBHbIMU UCTOYHMKaMK cekpeunn TPPT aBnatoTca HEMPOIHAOKPUHHbIE
onyxonu (H30) nerkmx n nogxenygouyHon xenesbl. JleueHre SKTONMNYECKON akpoMerasum 3aknioyaeTca B Xupypru-
YeCKOM yaneHun NcTouyHmnka runepnpogykumu PPl a B cnyyae HEBO3MOXKHOCTY paguKanbHOro yaaneHusa ncnosb-
3yl0T aHanory comatocTaTviHa ASINTEeNIbHOro JeNCTBUA, M3rBUCOMAHT, XMMMUOTepanuio, UMMyHoTepanuio, NyJyeByto
Tepanuio.

B naHHOW cTaTbe NpnBeAeHO ONrcaHne Tpex KNNHMYEeCKNX ClyvyaeB SKTONnYeCcKkon akpomeranuu sciegctaume NPPI-npopy-
uunpytowmx H3O nerknx, Kaxabln N3 KOTOPbIX NpUMeYaTeneH pagom ocobeHHocTen. B nepBbix AByX ciyyasax akpomeranusa
nmena MArkoe TeueHne N HesipKne KINNMHUYecKre NposBeHUA, NPM 3TOM BO 2 CJlyyae MMENOCb COYeTaHNe SKTONMYeCKon
aKpomeranuu 1 NepBUYHOro runepnapaTnpeosa. B 3 cnyuae aktonuueckasa akpomeranua coyeTanacb ¢ MakpoageHoOMOM
runodusa, n nocne xmpyprmyeckoro nedeHnsa H30 pemumccusa akpomeranuum He HacTynuna. Bo Bcex Tpex cnyvaax H30
nerkux 6o111 06HapyKeHbl ClyyaliHO NPV NPOBEAEHNIN PEHTIEHONOMMYECKOro obcnefoBaHNy FPyAHON KNETKM NO NoBoay
OPYrnX COCTOAHWUIA.

KJTIOYEBBIE CJIOBA: skmonuyeckas akpomezanus; Helpo3HOOKPUHHbIE ONYX0J1U; 20pMOH poCcma-pusiu3uHz 20pMOH; Nep8uYHbIl 2unepnapa-
mupeos; MakpoadeHoma 2unogusa.

ECTOPIC ACROMEGALY DUE TO BRONCHIAL NEUROENDOCRINE TUMORS:
THE FIRST DESCRIPTION IN RUSSIA OF THREE CLINICAL CASES
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Acromegaly is a neuroendocrine disorder caused by excessive production of growth hormone (GH). In the majority of
cases the cause of acromegaly is a pituitary tumor producing GH. Cases of ectopic acromegaly are much rarer. Ectopic
acromegaly occurs in cases of tumors which produce growth hormone-releasing hormone (GHRH) or extrapituitary tu-
mors which produce GH. The main sources of excessive GHRH production are neuroendocrine tumors (NETs) of the lung
or pancreas. Treatment of ectopic acromegaly consists of surgical removal of the source of GHRH hyperproduction and in
cases where surgery is not an option, somatostatin analogues, pegvisomant, chemotherapy, immunotherapy or radiation
therapy are used.

In this article three cases of ectopic acromegaly due to GHRH-producing lung NETs are presented, each of them being
notable for a number of features. In the first two cases, clinical symptoms were mild, besides in the second case ectopic
acromegaly was accompanied by primary hyperparathyroidism. In the third case ectopic acromegaly was accompanied
by pituitary macroadenoma, and after surgical removal of the lung NET remission of acromegaly was not achieved. In all
three cases, lung NETs were detected incidentally on radiologic chest screening for other conditions.

KEYWORDS: ectopic acromegaly; neuroendocrine tumors; growth hormone-releasing hormone; primary hyperparathyroidism; pituitary mac-
roadenoma.
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CASE REPORT

AKTYAJIbHOCTb

AKpomeranua — TAXKenoe XpOHUYeckoe HeMmposHAOo-
KPpUHHOe 3aboneBaHue, BO3HMKalLWee BCNeAcTBME W3-
ObITOYHOV NPOAYKUMN FOPMOHa pPocTa (COMaTOTPOMNHOro
ropmoHa, CTT) [1]. bonee yem B 95% cnyyaeB NpuUUYMHON
aKpomeranuu fBAATCA afeHoMbl runodumsa, npogyum-
pytowme CTT (kak cnopagnyeckue, Tak n cemeriHble pop-
mbl) [2, 3]. Topa3go pexe (MeHee 5%) BCcTpeyatoTca cnyyau
3KTONMYeCcKon aKkpomeranuu [4]. TepMUH «3KTOMUYe-
CKas akKpoOMeranusy», no cyTu, obbeguHAET TPY NOHATUA.
Bo-nepBblx, 3TO onyxonu, NpoayuupyioLwmne ropMoH po-
CTa-pUIN3NHT TOPMOH (comaTonnbepuH, MPPI), KoTopbii,
B CBOIO ouepefb, CTUMYNMPYET M3ObITOYHYIO NPOAYKLMIO
CTl MHTaKTHbIM rMNOodun3omM. K HIM OTHOCATCA Kak Onyxo-
N rmnoTanamyca (ramapToMbl, IIMOMbI, FAHIANOLUTOMbI),
NpPu KOTOPbIX MOXET Pa3BUBATbCA FMMepnnasna, a 3aTem
CTr-npoayumpyioLias ageHoMa runopusa, Tak  HeMPO3H-
OOKpuHHbIe onyxonu (H30) nnu, pegko, onyxonun He Hel-
POSHOOKPMHHOM MNPUPOAbI  Pa3INYHON JIoKanmMsayumu,
npogyuupytowme [PPI [5]. Bo-BTOpblX, 3KTOMUYecKue
afjeHombl runodusa, npogyuupyowue CTI, pacnonarato-
wmeca 3a npegenamy Typeukoro cefiia — B KIUHOBUA-
HOW nasyxe, NMpamuge BUCOYHOW KOCTW, MOSIOCTU HO-
cornoTky [6]. B-TpeTbux, 3KCTpaKpaHManbHble OMyXOnu,
npoayuupytowme CTT (Hanpumep, H30 nopxenygouyHom
Xenesbl [7], HexoaXXKUHCcKaa numdoma [8]). Mepsoe onu-
CaHMe 3KTOMUYECKOW akKpoMmeranmm oTHocnutcAa K 1949 r.,
korga Goldman onucan naunenTa ¢ couetaHnem H30 ner-
Koro, onyxonu runodusa u gByCTOPOHHUX 0Opa3oBaHUN
HaZMOYEYHMKOB, MPEeAnosIoXKNB, YTO OMyXOfb NErkoro
BbipabaTbiBaeT $aKkTop, CTUMYNMPYOLWUA POCT OMyXo-
nen B gpyrux opraHax [uutnpyetca no 5]. Ponb onyxonum
JIErKOTO KaK MPUYMHbI aKpomeranuu Obina Bnepsble Oo-
KasaHa Altmann u Schiitz, koTopble B 1959 T. coobwwmnun
0 MayueHTe C KINHNYECKMMWN NPOABNEHNAMMN aKpOMera-
NK, Y KOTOPOFrO He HacTynuia pemuccmsa 3aboneBaHus
nocne obnyyeHuns runodusa, Ho 3aMeTHO YNyULINNOCh CO-
CTOAAHUE NOCJie pe3eKuumn onyxonu nerkoro [untnpyertca
no 9]. B 1982 r. oBe He3aBMCKMble FPYNMbl BbIAENMAN Oe-
NOK, cTuMmynupyownn BoipaboTky CTI (HazBaHHbIN [PPT),
N3 TKaHW OMNyXONu NOAMXeNyLOYHOW »Kefe3bl y ABYX Mayu-
eHTOB C akpomeranuen [10, 11], 4yTo NO3BONSIO YCTaHO-
BUTb MPUUYMHHO-C/IEACTBEHHYIO CBA3b MEXJy pa3BUTUEM
aKpOMErasum 1 Hanuymem onyxonu BHernnodrsapHon
nokanusauun.

K 2012 r. Garby 1 coaBT. ony6nvkoBanu 0630p nuteparty-
pbl, CYMMUPOBABLUMIA JaHHbIE O 53 M3BECTHbIX C/TyYaax K-
Tonmyeckol akpomeranuu [12], a Ghazy n coaBT. — fjaHHble
0 98 cnyuasnx [13]. B 2022 r. Zendran v coaBT. ony6nvKkoBanu
0630p, CyMMMPOBaBLUUNIA AaHHble 0 127 M3BECTHbIX Clyya-
ax [14]. B uenom B 2/3 cnyyasax sKTonMyeckasa akpomeranumsa
BbIABNAETCA Y XeHWKWH [13], @ OCHOBHbIMW WMCTOYHUKaAMW
cekpeuumn TPPI npun sKTONMuyeckon akpomeranun ABAAIOT-
ca H30 nerkmx (TMNM4YHble K aTUMWYHbIE KapUMOHOWAbI
nerkux) (oo 43%) 1 nogkenygouHom »xenesbl (o 35%) [14].
B eaouMHMYHBIX Ciyyasx MOryT BCTpeuyatbcsa deoxpomouun-
TOMbI, MaparaHrIMoMbl, MMMGOMbI, TUMOMbI U HEKOTOpble
Apyrue onyxonu [12-14]. Tonbko B ABYyx cny4yasx [PPT-npo-
ayumpyowme Onyxonu WUMeNnu He HeNpOdHAOKPUHHYIO
npupogy (anuddysHas KpynHas B-knetouHas numdoma [15]
M afeHOKUCTO3HasA KapuymHoma nerkoro [16]). Cpeaun nHtpa-
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KpaHWanbHbIX NCTOYHUKOB 3KTONMYeckon npogykumn MPPT
yalle BCTPeYalTCA CMeLlaHHbIe FaHMMOUNTOMbI-afeHOMbI
runodusa [14].

KnnHnyeckana KapTuUHa 3KTOMMYECKOW akpomeranum
He OTInYaeTcA OT TaKOBOW NPW TUMUYHOM akpoMmeranmu,
a 3anofo3puTb ee MOXHO Mpu OTCYTCTBUU BU3yanmsa-
uum ageHombl runodrsa Mo AaHHbIM MarHUTHO-pe3o-
HaHcHol Tomorpadum (MPT) ronosHoro mo3sra unu npu
BbisiBneHnun auddysHon runepnnasum runodusa [17].
CNoXHOCTb AMArHOCTUKU SKTOMUYECKOW akpomeranuu
3aK/lloyaeTca B MOUCKE WUCTOYHMKA npoaykuumu [PPT,
a OCHOBHbIM METOJOM fleYeHmnA ABNAETCA yaaneHune nep-
BUYHOI onyxonu [13, 14]. B cnyyae HEBO3MOXHOCTU pa-
OVKANbHOrO yAaneHusa onyxosin MOryT 6biTb Ha3HauyeHbl
aHanoryu comatocTaTuHa ANNTENbHOIO AeNCTBUA, MITBU-
COMaHT, XMMUoTepanua, UMMyHOTepanus, nyyeBas Tepa-
nuna [13, 14].

B ctaTbe npuBepgeHO onmcaHme Tpex KAMHUYECKUX
CnyyaeB  SKTOMMYECKOW  aKpomeranuu BcCneacTBme
IPPI-npogyumpytowmx H3O nerkmx, Kaxabin U3 KOTOPbIX
npumevateneH pagom ocobeHHocTen. B Poccnn knuHuye-
CKMe cJiyyaun SKTOMUYECKON akpoMmeranum paHee onuca-
Hbl He ObINNn.

OMUCAHUE CNNYYAEB

Cnyuan 1

Maynentka C.H.IO. 1962 r.p., BNepBble rocnutanu-
3npoBaHa B THLU PO OIbY «HMWL sHpokpuHonornm»
MwuH3gpaBa Poccum B Bo3pacte 58 net. Cuutana cebs
60NbHOWN B TeyeHne 6-7 NeT, Korga ctana oTMeyvyaTb W3-
MeHeHMe BHEWHOCTN (OTeYHOCTb NuuUa, YBeNuyeHue
pa3mMepa CToM), CHXKeHUe Beca, obulyio cnabocTb, pas-
ApaKnTenbHOCTb. [1py NNaHOBOM OCMOTpPE NTMHEKONOroM
B 2014 r. 3anogo3peHa akpomeranusa, peKkoMeHOOBaHO
nposegeHne MPT ronoBHoOro mosra, B xoge KOTOpPOW
BM3yann3nmpoBaHa MUKpoageHoma runodusa. B ropmo-
HallbHOM aHanu3e KPOBM BbiiBIeHa runepnponakTuHe-
MUA (MCXOAHbIe faHHble He nMpepfocCTaBfieHbl), bbina Ha-
3HaueHa Tepanua KabepronmHom B pose 0,25 mr oguH
pa3 B Hegeno, Ha poHe Yero JOCTUIHYTa HOpManu3auymsa
YypPOBHA nponaktnHa. B 2015 r. BnepBble onpegeneHsl
MOBbILEHHbIE KOHLIEHTPALUM UHCYTMHONOZ06HOrO dak-
Topa pocta 1 (MOP-1) n CTT, yctaHOBNEH gnarHos «AKpo-
meranus». [pu KOHTponbHOM o6cnepoBaHun no MPT
B 2016 r. coxpaHAnacb MMkpoageHoma runodusa pasme-
pamu 5x5 mm. C ceHTabpa 2016 r. B CBA3U CO CTONKOMN
HOPMOMPONAKTUHEMUEN KabeproamH OTMEHEeH, HayaTa
MeAVKaMeHTO3HaA Tepanua akKpoMeraauMu aHaaoramu
COMaToCTaTMHAa — OKTPEeOTUAOM MPONOHIMPOBAHHOIO
genctena 20 mr 1 pa3 B 28 gHel BHYTPUMbIWEYHO, KO-
TOPbI OHAa Mony4yana B TeyeHue 6 mecsuesB. Ha ¢oHe
neyeHMa MauyMeHTKa OTMeyana YynyylweHune CaMouyB-
cTBuA, ogHako MOP-1 coxpaHAnca noBblWeHHbIM. B cBA-
311 C NJIOXON NePEHOCUMOCTbIO OKTpeoTnaa (YNnoTHeHne
U TMnepeMnsi B MeCcTax UHbeKUUi) Tepanusa 6bina oTme-
HeHa. B pekabpe 2016 r. BHOBb BbisiBJieHa FrMNepnponak-
TuHemua go 1098 mEQ/n, nepuopgnyeckn Bo306HOBNA-
nacb M OTMeHANacb Tepanua KabepronnHom. JuHamukuy
pa3MepoB afeHOMbl runodrsa Ha ¢oHe MPOBOAUMOIO
MeAVKaMeHTO3HOro IeYyeHna aHasioramm comatocTaTuHa
1 KabeprosiMHOM OTMeUYeHO He 6bl1o.
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B ¢eBpane 2017 r. BO Bpems njaHoBoW ¢pnoporpa-
¢1n y naumeHTKn BrnepBble BbiABNEHO 06beMHOe 06pa-
30BaHMe neBoro nerkoro. MNpu npoBegeHNn MynbTUCAN-
panbHOW KomnbloTepHon Tomorpadum (MCKT) onuncaHo
06pa3oBaHVie B KOPHe JIeBOrO JIEFKOrO C YETKMU POB-
HbIMW KOHTypamu pasmepamu 44x42x50 MM, HeofHo-
POAHON MAOTHOCTU C MENKUMU BKIOYEHUAMY KanbLus,
nnotHocTblo 32-30 en.H. O6pasoBaHue ObIIO Nogo3pu-
TeNIbHO B OTHOLLEHMWN 3/I0KaYeCTBEHHOIO pOCTa, NO3TOMY
B mae 2017 r. B OHKONOrMyeCcKom AgucnaHcepe no mecty
XUTENbCTBA BbIMNOSHEHA TUMNYHASA CErMEHTIKTOMUA S4-5
cneBa, nuMmdageHsKTommA. Mo gaHHbIM MMYHOTUCTOXN-
muyeckoro (UMNX) uccnepoBaHMA ypaneHHOW OMyXonwu,
BepudmumnpoBaHa BbicokoanpopepeHumpoBaHHaa HIO0
nerkoro, Grade 1, nHgekc nponudepaunn Ki-67 meHee
2%, 4TO XapaKTepHO ANA TUNUYHOIO KapuuHouga. B no-
cneonepaunoHHOM nepuofe naumeHTKa OTMeTWa 3Ha-
yntenbHOe ynyyweHue CaMO4YyBCTBMA: BO3BpalleHue
ncxofgHoro Beca (Habop macchbl Tena Ha 18 Kr), ncuesHo-
BEHME OTEKOB NMLA, yMeHbLUeHVe obuwen cnabocTtu. Mpu
OMHAMNYECKOM KOHTPOJie TOPMOHaNbHbIX NOKasaTtesnen
JOCTUrHyTa Hopmanusaumsa ypoBHA WOP-1 n ropmoHa
pocTa. Mocne npoBepeHna MCKT pgaHHbIX 3a peumans
OMyX0JIN He NoNyYeHo. Y NaLumMeHTKN coxXpaHanacbh runep-
NpPoOnakTMHEMKA: YPOBEHb MOHOMEPHOro MnponakTuHa

KNUHUYECKIMI CNYYAW

coctaBun 1897 mEQ/n, MmkpoageHoma runodusa pas-
Mepamn 4x5x5 MM, naymMeHTKa nepuognyecku nonyyana
Tepanuio KabeproiMHOM C MOMOXUTeNbHbIM 3ddeKkToMm
1 npojonxasna HabnogaTbCa y SHAOKPUHOJIOra C AUarHo-
30M «AKpoMeranusa», Tak Kak CBA3N MeXAy yaaneHuem
OMyXONu NErkoro v AOCTUXKEHUEM PEMUCCUM aKpoMera-
NNK YCTaHOBJIEHO He 6bi1o.

B 2020 r. y naumMeHTKN C akpomeranuemn, MUKpoaZeHo-
Mol rmnodusa, H3O nerkoro, NOBbILIEHNEM YPOBHSA XPO-
MorpaHuHa A go 169,12 mkr/n (0-100) 6b11 3anofo3peH
CUHOPOM MHOXECTBEHHbIX 3HAOKPUHHbBIX Heonaasnn
1 Tmna (M2H-1), B cBA3M YyemM OHa HanpaBfieHa Ha rocnu-
Tanusauuio B THL PO ®OIbY «<HMWL, sHpoKkpuHonorum»
MwuH3pgpaBa Poccun. B xome ctaumoHapHoro obcnenoBsa-
HMA NOATBepXAeHa pemuccna akpomeranum: MOP-1 —
177,2 vr/mn (17-238), MUHMMaNbHbIA YPOBEHb FOPMOHa
pocTa B Xxofe NepopanbHOro [KO30-TONIePaHTHOro
Tecta (MIFTT) — 0,274 Hr/mn. MNpu $usnkanbHom obCe-
[OBaHUM OTMeYanncb MArkne NPosBAEHNA aKpOMeranmm
(pwuc. 1). Mo paHHbIM MPT ronoBHOro Mo3ra, Ha rpaHuue
afleHo- 1 Henporunodusa onpepenanacb cnabo rune-
PUHTEHCMBHAA Ha T2 n runonHTeHcmBHadA Ha T1 BU cTpyk-
Typa, ybeouTenbHO He HaKanauMBalLWas KOHTPACTHbIN
npenapar, W1upuHom 14,4 mm, BbiIcOTOM — Ao 7,3 MM, ne-
penHe-3agHuin pasmep — 2 mm. ObpasoBaHue Hanbornee

PucyHok 1. Mauuentka C.H.I0. TunnyHble M3MeHeHNA BHELIHOCTY NPU MATKON pOopMe akKpoMeranunv B NOXWaom Bo3pacTe: HebonbLuoe yKpyrnHeHne yepT
nuua (A), ysenuueHue kucten (b).
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PucyHok 2. MPT runodusa naumentkun C.H.IO. kopoHanbHasa npoekuyusa: A. T1 B ¢ KoHTpacTHOM ycuneHuem. MukpoapeHoOma B JIeBOM OTAene
apeHorunodusa (ctpenka) b. T1 BU ¢ KoHTpacTHbIM ycuneHnem. Kucta kapmaHa Patke (ctpenku) B. T2 BU. Anddy3sHo-cHuxKeHHbIn MP-curHan Ha T2 BU
OT TKaHW ageHorunodusa (CTpenka).
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PucyHok 3. IMMyHOormctoxummueckoe nccnefoBaHme KapumHouga nerkoro naumeHtkn CH.KO. (A) — anddysHas skcnpeccus PPT; (B) — oTtcyTtcTBUE
akcnpeccum CTT. TuctockaHbil.

COOTBETCTBOBANIO KNCTE KapmaHa PaTke. B nepegHe-npa-
BOM oTAene afgeHorunodrsa no KOHTYpy AHa U NpaBoro
KaBEPHO3HOro CMHyCa onpenensncsa yyacTok cnabo cHu-
XEHHOro HaKOoMJIeHWA KOHTPACTHOro npenaparta pasme-
pamu 5x5,7 mm (MnkpoageHoma). BopoHKa He cmelleHa.
Otmeuanca gudpoysHo cHuKeHHbI MP-curHan Ha T2 BU
(puc. 2). Mo gaHHbIM gononHutenbHoro UIMX-uccnepoBa-
HUA, B yaaNeHHOM KapunHouae nerkoro skcnpeccum CTI
He obHapyXeHo, BbiABNeHa audoysHana skcnpeccus PPT
(puc. 3 A, b).

B pamkax o6crnegoBaHuMs Ha npegMeT  OC/IOX-
HEHMA aKpOMeraaMu f[aHHbIX 3a HapylweHwe yrie-
BOAHOro oOMeHa He nonyyeHo (rflOKo3a KpoBWU
HaTowak — 4,88 mMmonb/n, yepes 2 yaca Nocye Harpys-
Kn — 5,8 MMonb/n). YunMTbiBaA Hannyme MHOroysnoBoro
300a B aHaMHe3e, NPoBeAeHO YNIbTPAa3BYKOBOE UCCefo-
BaHMe WNTOBUAHOW »Kene3bl, B X0f4e KOTOPOro BbifiBe-
HO yBennuyeHne obbema [0 27,7 MNI C MHOXXEeCTBEHHbIMU
Yy3/10BbIMU 06pPa30BaHMAMM pa3MepamMu MAKCMManbHO
no 3,8 cm B guameTpe B npason gone n go 1,3 cm —
B /IeBOW fofie WWUTOBUAHOW Kene3bl. [10 AaHHbIM TOH-
KOWFONIbHOW MYHKUWOHHOW 6UONCUKN, NOATBEPXKAEH
KOMJIOUAHBbIN B pPa3HOW CTeneHn nponndepupyownn
306 (Bethesda Il). Mpu ropmoHanbHOM 06cnegoBaHU —
sytupeos (TTI — 0,565 MME/n, T4ce — 14,1 nmonb/n
(9,0-19,0), T3ce — 3,5 nmonb/n (2,6-5,7), KanbyuTto-
HUH — 3,41 nr/mn (0-4,8). OCNOXHEHNIN CO CTOPOHDI
CepAeYHO-COCYANUCTON CUCTEMbBI Y MAUUEHTKU He O6Ha-
pyXeHo. B xoe KONoOHOCKONWW UCKOYeHbl HOBOOOpa-
30BaHMA TOJICTON KUWKN. B cBA3M € XXanobamu Ha 6onu
B CMVHEe BbINOJSIHEHA PeHTreHorpadpus NO3BOHOUYHMKA,
BbISIBJIEH KOMMPECCUOHHBIN nepesiom 12-ro rpygHoro
NO3BOHKA, YCTaHOBJEH AnarHos: «OcTeonopo3 cmellaH-
HOro reHe3a» 1 Ha3HayeHa aHTUpPe30pOTMBHanA Tepanus.

Ha ¢oHe oTmeHbl KabepronuHa u [OCTMXEHUA pe-
MWCCUU aKpoMeranuu obpallyano BHUMaHNe COXPaHeHNe
NOBbIWEHNA MOHOMEPHOrO NponakTnHa go 1116 mEa/n
(64-395). [OnA WCKNOYEHMA BO3MOXHbIX BTOPUYHbIX
NMPUYMH MOBbLIWEHNA YPOBHA MPOSaKTMHa MNauUMeHTKa
obcnefoBaHa Ha MpeAMeT FMHeKonornyecknx 3abone-
BaHUII — MaTonornm He obHapy»eHo. /3 BO3MOXKHbIX

NPUUYUH TUNEPNPONIaKTUHEMUN Y MaUMEHTKU KMeeTcA
$rOpPO3HO-KNCTO3HAsA MacTonaTus. YumTblBasd yMepeH-
HO€e NOBbIWEHNEe YPOBHA NPONAKTUHA, AOCTUXKEHNE HOp-
MOMpPONaKTUHEMUN Ha GOHe Mpuema HebOoNbLON [03bl
KabepronunHa, OTCYTCTBUE MONOXUTENbHOW AWHAMMUKU
pocTa ageHoMbl runodursa, MUKpoageHoma runodusa
pacueHeHa Kak rOpPMOHanbHO-HeaKTMBHaA. YuuTbiBad
coueTaHUe MUKpoageHombl runodusa n HIO nerkoro,
npoBefeHO CKPVMHWHIroBoe o6cCnefoBaHMe Ha npeamet
BO3MOXHbIX KOMMOHEHTOB CMHApPOMa M3IH-1: gaHHbIX
3a nepBuYHbIA runepnapatupeos (MIMT), o6beMHble
o6pa3oBaHNA MOAXKeNyQOUYHOW »Kenesdbl, Hafno4yeyHu-
KOB He nosyyeHo. AHann3 KPOBM Ha XPOMOrpaHuH A —
2,1 Hmonb/n (MmeHee 2).

B 2022 r. naumeHTKa npoaosikuna HabnwogeHue B N'HL
PO OIbY «HMWL, sngokpuHonornu» Munnsgpasa Poccuu:
COXpaHsanacb CTOMKaA PEMUCCUA aKpomeranuu, Habnto-
Janacb MONOXKWTENbHAA AUHAMUKA MUHepPanbHOW MoT-
HOCTWM KOCTHOW TKaHW nocsie BBeAeHMA 301e4pOHOBOM
KMCNOTbI.

Cnyuvan 2

Nauynentka O.U.E. 1959 r.p. BRepBble rocnutanu-
3upoBaHa B MHL P® OIBY «HMWL, sHpokpuHonorum»
MwH3gpaBa Poccun B BO3pacte 60 net ¢ kanobamwu
Ha Bblpa)eHHyto o6Lyto cnabocTb, ronoBHble 6onu, 601K
B CyCTaBax, MOT/UBOCTb, CHMXEHNEe MacCbl Tena, OTeKu
nuua. MauyneHTKa cunTana cebst 60nbHON B TeUeHue no-
cnefHWX ABYX J1ET, Korga npu o6cnefoBaHny Nocse nepe-
HECEHHOTO rpunna ObiNo BbiAB/IEHO NOBbIWEHWE MTH0KO3bI
B KpOBM A0 9,3 MMonb/n, B nocnepyolemM nokasarenu
rMUKEMUN HOPMann3oBanmnch 1 bblfla peKkoMeHgoBaHa au-
eToTepanus. B cBA3M ¢ o6WMM HegOMOraHMeMm naumeHT-
Ka obpaTtunacb K SHAOKPUHOJIOTY MO MECTY XUTENbCTBa,
1 npu obciefoBaHnM ObINIO BbISIBIIEHO MOBbBILIEHWE YPOB-
HA NOP-1 go 349 Hr/mn (Hopma go 200). Mo MPT ronos-
HOro Mo3ra OoTMeuvanacb BblpaXkeHHas HeoQHOPOAHOCTb
CTPYKTYpbl ageHorunodmrsa cneea, rae Hemb3sa O6bIIO UC-
KnounTb ageHomy runodumsa. LleHTpanbHO OTMeyvanacb
rMnepuHTeHcMBHaa Ha T2 BW cTpykTypa pasmepamu
3,8x1,5 MM, He HaKannMBaLWaA KOHTPACTHbIA NpenapaT

Mpo6nembl 3HAOKPUHONOrMKN 2024;70(1):66-80

doi: https://doi.org/10.14341/probl13346

Problems of Endocrinology. 2024;70(1):66-80



CASE REPORT

(kncta kKapmaHa PaTke). MP curHan ot ageHorunoowusa
6bln Hepe3Ko CHIXKeH Ha T2 BU (puc. 4 a, 6).

Mpwn rocnntanusaumn B NHL, PO OIBY «HMWL sHaokpu-
Honorum» MuH3gpaea Poccumn noaTBepkaeHa akTMBHanA CTa-
ana akpomeranuu: UOP-1 591,1 Hr/mn (15-230), npu npose-
neHun CTT B xoge MNITT myuHMManbHoe 3HauyeHue CTI 2,53
Hr/mn. MpumeyaTenbHO, YTO KNMHMYECKUE NPU3HAKU aKpo-
Meranun 6biNn HeIPKO BblpakeHbl: HeGOMbLIAA OTEYHOCTb
nMua 1 YKPYNHEHWe HocCa U nanbueB pyK. Takxke npu o6-
cniefoBaHuK BriepBble BepudurupoBaH guarHo3s MNITIT: BbI-
ABNEHO MOBbILIEHNE YPOBHA NapaTropmoHa fo 78,8 nr/mn
(15-65), Kanbumin obwwmin 2,51 mmonb/n (2,15-2,55), npu
YNbTPa3ByKOBOM NCCNENOBAHUN OKONOLWMUTOBUIHbIX »ene3

e
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BbIAIB/IEHO O06pa3oBaHUe NPaBOM HUXKHEN OKONMOLUTOBMA-
Hou xenesbl 1,2x0,5x0,7 cm. N3 ocnoxHeHnn MITIT BbiaBne-
Ha ocTeoneHua B 33% nyyeBon koctn fo -2,0 SD no T-kpwu-
Tepuio. B deBpane 2019 r. npoBeaeHa TpaHCHA3abHas
TpaHccheHouaanbHaa ageHomaKkTomuA. Mpyn npoBepeHUn
CTr B xoge INIMTT B paHHEeM nocneonepaLyoOHHOM Nepro-
e makcumanbHoe nogasneHne CTT coctasmno 0,89 Hr/mn.
MNocne npoBegeHHOro HEMPOXUPYPTrMYECKOro BMeLaTeNb-
CTBa Ha runodu3e 4OCTaBIEHHbI ONepPaLMOHHbIN MaTepran
6blN MpefcTaB/eH TKaHblo ageHornnodusa ¢ O6LWMPHbLIMM
NnonsAMM OKCUUIbHBIX KIETOK, 3aM0J03PEHO HaMYme ony-
xonu runo¢usa. OfHaKO Ha JOMONHUTENbHBIX Cpe3ax C M-
nperHayuein cepebpom 6bina obHapyxeHa coxpaHHas CeTb

o adl

PucyHok 4. MPT u KT nccnepoanua nauventku [.M.E. a) MPT runodusa, kopoHanbHasa npoekums, T1 BU ¢ KoHTpacTHbIM ycuneHnem. Kucta kapmaHa
PaTke (cTpenka). 30Ha cn1abo CHVKEHHOTO HaKOMIeHMA KOHTPACTHOrO Npenaparta B IEBOM oTferNe ageHornnodusa (annHHasA ctpenka); 6) Kucta kapmaHa
Patke (cTpenka). Auddy3sHo cHmKeHHbIn MP curHan Ha T2 BU ot TkaHu ageHornnoousa; B) MCKT nerkux, neroyHblil pexum, HaTuBHasA ¢asa, akcmasnbHas
npoekyua. HeposHAoOKpUHHaA onyxonb B S10 neBoro nerkoro (kopoTkasa ctpenka); r) MCKT nerkux, neroyHblin pexxnm, HaTiBHaA ¢asa, akcmanbHas
npoekuyua. ObpasoBaHyie B S3 1eBOro JIErKoro € BHyTPU- 1 NepUOPOHXMabHBIM PacnpoCcTpaHeHnem — ovar oTceBa (ToncTas CTperka).
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KNUHUYECKIMI CNYYAW

PucyHok 5. licTonornyeckoe v VMIMMYHOrMCTOXMMUUYECKOE WCCNeflOBaHNE OMepaLvoHHOro matepuana runodusa naumeHtkn AM.E. (A) — TkaHb

apeHormnodmnsa ¢ O6WNPHLIMU MONAMU OKCUPUITbHBIX KNETOK (FEMOTOKCUANH-3031H). (B) — coxpaHHas ceTb PETUKYIMHOBbIX BOIOKOH C PacLUMpPeHHbIMU

auuHycamm (MmnperHauusa cepebpom). (B) — anddysHoe okpalumBaHue Knetok ageHorunodusa CTT (MMMYyHOMMCTOXMMMUYECKAsA pPeakuusa C aHTUTenamm
K CTT). TucTtocKaHbl.

PETUKYIMHOBbIX BOJIOKOH C MUKPOQOKYCaMM pacLLUMPEHHbIX
ALVHYCOB, YTO COOTBETCTBYET rMnepnsiasum ageHorunoodu-
3a. [py MMMYHOrMCTOXMMUYECKOM UCCefoBaHun 6onb-
LUMHCTBO KNeToK 6binn nmmyHono3sutusHble Kk CTT (puc. 5).

C yuetom couetaHua akpomeranuu u [ITIT, ¢ uenbio
WCKNYeHna cumHgpoma M3OH-1, npoBefeHO BbICOKOMPO-
n3BoAmUTENbHOE MapansiefibHoe CeKBEHMPOBaHME MaHenm
reHoB-kaHaupatoB (AIP, CASR, CDKN1A, CDKN1B, CDKNI1C,
CDKN2A, CDKN2C, CDKN2D, DICER1, GNAS, CDC73, MEN1,
POUTF1, PRKAR1TA, PRKCA, PTTG2, SDHA, SDHB, SDHC, SDHD
(obLiee NMOKpbITME KOAUPYIOLWKMX 3K30HOB: 96,7%)), no pe-
3y/ibTaTaM KOTOPOrO MaToNIOrMyeCckr 3HaYMMbIX M3MEHEHUN
BbISIB/IEHO He Obiso.

MNpu koHTpone VOP-1 yepes 3 mecAua nocne onepa-
TMBHOIO BMELLIATENbCTBA COXPAHANOCH €ro MoBbleHne
0o 389,2 Hr/mn (89-255). lMpu NOBTOPHOW rocnuTanmnsayum
B MHLU PO OIrbY «HMWL sHpokpuHonormm» MuH3gpaBa
Poccum uyepes rog mocne onepaTtMBHOrO BMeLIATENbCTBA
noaTBEP>KAEHO OTCYTCTBME peMuccumn akpomeranum: NOP-
1 414,5 Hr/mn (17-238). OgHako no MPT ronoBHoOro mosra
C KOHTpacToM ybenTeNbHbIX faHHbIX 33 Hajinyme oCTaTou-
HOW TKaHM afieHOMbl runodur3a nonyyeHo He 6bino. bbina pe-
KOMEeHJ0BaHa Tepanua OKTPeoTUAOM MPOSOHIMPOBAHHOIO

[encTBus, Ha GOHe yero oTMeyvanacb HopmManu3saluusi ypos-
HA NDP-1 no 196,6 Hr/mn (93-224).

B Bo3pacTte 61 roga naymeHTKa nepeHecsa HOBYIO KO-
poHaBuUpycHyto nHbekumo, n npu nposegeHnn MCKT
OpraHoB rpygHon Knetku B S10 neBoro fierkoro 6110 Bbl-
ABNEeHO ob6beMHOe 06pa3oBaHKe HenpaBusibHOM GOpPMbI
C YeTKMMU, NONNUUKINYHBbIMMN KOHTYpaMn pasmMmepamiun
32x32 mm, nnotHocTbio 34 en.H (puc. 4 B, r). ObpasoBaHue
pacnonaranocb B NpocBeTe 3aHero 6a3anbHOro 6poHxa,
a TakXe NepubpoHxmanbHo B napeHxmume S10. Onpepens-
JlaCb YaCTYHaA KOHCcoONMaauma napeHXmmbl cermeHTa gnuc-
TafibHee obpa3oBaHuA (cybcermeHTapHble aTeneKkTasbl).
B S3 neBoro nerkoro onpeaensnocb BTopoe 06pa3oBaHue,
C YETKNMMN HEPOBHbIMU KOHTYpamu, pasmepamm 16x13 mm,
nnoTHOCTbI0 56 ef.H. O6pa3oBaHue TakKe ObINO pacnono-
eHOo B nMpocBeTe nepepHero 6poHxa 1 B napeHxmme S3.
PervoHapHble numdaTtnyeckme y3nbl He yBennyeHsl. 1o 3a-
KntoyeHmto: obpasoBaHue B S10 neBoro nerkoro Hanbonee
cootBeTcTBYeT H30. CybcermeHTapHble aTenekTasbl B S10
NEeBOro NIerkoro ancranbHee obpasoBaHuA. O6pasoBaHue
B S3 — ouar oTtceBa. [1o mecTy XuUTenbCcTBa BbIMO/HEHA BU-
[leoTopaKoCKoNMyeckas HUXKHAA TOO3KTOMUA CNIeBa, M-
dopuccekyus cnesa. Mo pesynbratam rMCTONOrMYECKOrO
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PucyHok 6. VIMMyHOrMcToXnMmnyeckoe ncciefoBaHmne KapuuHovaa nerkoro nauneHtku [.U.E. a) auddysHas skcnpeccus MPPT; 6) oTcyTcTBME SKCNpeccumn
CTT; B) nonoxutenbHas 3KCNpeccus peLenTopoB comaTtocTaTriHa 2A Tina (SSTR 2A) (3 6anna). McTocKaHbl

NCCefoBaHmA: aTUNNYHbIA KapumHoua, Grade 2, Makcu-
MasnbHbIl pa3mep onyxonu 30 mm. B Kpae pesekunu 6poH-
Xa, Kpaax pe3ekuum cocyfoB, BMCLepanbHOWM nnespe,
a TakXKe HU B OQHOM M3 MCCIIe[oBaHHbIX 06pa3L 0B Onyxo-
NEBbIN POCT HE OOHAPYXKEH.

B cBA3M C nojo3peHMemM Ha SKTOMUYECKYID akpomera-
nunio, B T'HL PO OI'BY «<HMUL sHgokprHonorum» MuHsgpasa
Poccnn 6b1M nepecmoTpeHbl rMCTONOrMYecKkre npenapa-
Tbl M NnpoBeaeHo WIX-nccnepoBaHme yaaneHHoOM onyxonu.
Mo 3aKnoYeHNIo: B FOTOBbIX MMCTONIOMMYECKUX Npenaparax,
OKpaLUEHHbIX FTeMaTOKCUIMHOM M 03MHOM, B TKaHM NIErKoro
obHapyXeHa onyxofb C NPU3HaKaMyl HEMPOSHAOKPUHHOM
andoepeHLMpPoBKY C 2 MUTO3aMK, NMPU3HaKkaMu MHBA3UB-
HOro pocTa B 6pOHX, 7 NMMMbOY3N0B C PEAKTUBHBIMU U3MeE-
HeHusMU, 6e3 3NIeMEHTOB OMyXONIEBOrO pocTa. B rotoBbix
rMCTONOrMYeCcKMX npenapartax, OKpaLeHHbIX C aHTUTeNlaMn
k Ki-67, TTF-1, uutokepatuHy AE1/3, CD56, o6Hapy»eHa aKc-
npeccua TTF-1, uutokepaTtnHa AE1/3, CD56 B KneTkax ony-
XOnu, nHaekc metkn Ki-67=13,2%. Mpn UMX nccnegosaHmnn
C aHTUTenamu K MPPI HabntogaeTca ero oyaroBas aKcnpec-
Cusi B OONBLUMHCTBE KIJIETOK OMYyXONW YMEPEHHOW WA Bbl-
paKeHHOWN MHTEHCMBHOCTK, peakuma K CTI oTpuuatenbHas
(pwnc. 6).

Taknm 06pa3om, Ha OCHOBAHWM Pe3ynbTaToB MMCTOJO-
rmyeckoro n UIMX-uccnegoBaHus 6bin yCTaHOBNEH AMArHO3
SKTOMUYECKON akpomeranuu. bbino nNpuHATO pelueHne

0 MPOGHOI OTMEHe aHaNoroB COMATOCTaTUHA, Ha GpoHe yero
noka3sartesib IOP-1 ocTtaBanca B npegenax pedpepeHCHbIX
3HayeHun (136 Hr/mn (17-238)). Mpu NO3UTPOHHO-IMUNC-
cuoHHon KT ¢ %Ga-DOTATATE/DOTANOC, npoBefeHHOM
yepes 9 mecsAUeB MoOCie OMNepaTMBHOIO BMeLLaTeNbCTBa,
NMPU3HAaKOB OMyXONEBOrO pPOCTa He BbiABAeHo. CnycTs
2,5 ropga nocnie onepaTViBHOrO BMELIATENIbCTBA Y NaLUEHTKM
COXpaHAETCA pemMnccus akpomeranuu. Mpr KOHTPONbHbIX
06CnefoBaHMAX COXPAHANOCH MOBbILIEHWE MAPATIOPMOHa
o 102,5 nr/mn (15-65), npu o6wem Kanbunn 2,52 Mmonb/n
(2,15-2,55) n noHusmposaHHOM Kanbuuu 1,33 Mmonb/n
(1,03-1,29), OoTCYTCTBMM BTOPMWYHbBIX MPUYMH MOBbILIEHMWA
napatropmoHa. C yyeToM MArKOro TeYeHUs MepBMYHOIO
runepnapaTipeosa (OTCyTCTBUE OCTEOMNOPO3a, MOYEKAMEH-
HOW 6One3HMN, OTCYTCTBUE CHIKEHUA CKOPOCTU KNy6OouKo-
BOM unbTpaLuu, HOpMOKanbLuypus), BbibpaHa TaKTuKa
AVHAaMMYeCKoro HabnogeHus.

Cnyvan 3

MaumenTka C.H.A. 1978 r.p., BNepBble rocnmTann3npoBa-
Ha B THL PO OI'BY «<HMWUL, sngokpnHonorum» MuH3gpasa
Poccrn B Bo3pacTe 41 roga ¢ xanobamu Ha rofioBHy0 607b,
60511 B CNUHe, CycTaBax, OTEYHOCTb NMLA, BbiNafeHne BO-
NoC, yBeNUYeHne Beca, HapyLeHUsa MeHCTPYaribHOro LMK-
na no Tuny 3agepxek. MNayuneHtka cuntana ceba 6onbHOM
c Bo3pacTa 37 nerT, Korga ctana oTMeyaTb YBeJIMyeHne CTon
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N KUCTeN, HOCa, OHEMEHVEe KOHYMKOB NanbLeB PyK, 3afepK-
KW MeHCTpyasibHOro Lukna. B Bo3pacte 40 net obpatmnach
K 3HIOKPVHOJMOrY MO MeCTy XWUTefbCTBa, Npy obcnefoBa-
HMM 3anogo3peHa akpomeranuAa. OTMeYeHO MNOBblIEHME
ypoBHA CTI 8,29 Hr/mn (0,5-7), ooHaKO AaHHble YPOBHA
N®P-1 Ha TOT MOMeHT oTcyTcTBoBanu. o MPT ronosHoro

KNUHUYECKIMI CNYYAW

MO3ra C KOHTPACTHbIM YCUIEHNEM BbiiBlIeHa MaKpoafeHo-
Ma rmnodusa c 3HAOo-, Cynpa-aHTe-, nHopa-, natepo- (B ne-
BbIl KaBepHO3HbI cnHyc, KNOSP Ill) cennapHbiM pocTom,
pasmepamu 25x30x33 MM, KOMNPUMUPYIOLWAA X1Ua3my 3pu-
TesbHbIX HePBOB (puc. 7a). Torga »e Oblna BbisBNEHA Xene-
3o4edryMTHAA aHemMus, acCoLMMpPOBAHHAA C OOUSIbHbIMK

PucyHok 7. MPT n KT nccneposanus naumenTkn C.H.A. a) MPT runodusa go onepaTtBHOro BMeLLaTeNbCTBa, KopoHanbHas npoekums, T1 BU ¢ KoHTpacTHbIM

ycvunenvem. MakpoageHoma runogusa (ctpenka); 6) MPT runo¢usa nocsie onepaTviBHOro BMeLLaTeNbCTBa, KOPOHanbHas npoekums, T1 B/ ¢ KoHTpacTHbIM

ycvunenvem. MakpoageHoma runodusa (cTpesnika), ymeHblueHne pasmepos; B) MCKT nerkux, nerouHblii pexvm, aptepranbHas ¢pasa, akcmanbHas Npoekums.
HelnposHaoKprHHaA onyxonb B S4 NeBOro nerkoro (cTpenka).
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PucyHok 8. lcTonornyeckoe 1 MMMyHOrMCTOXMMUYECKOE UCCIef0BaHME OnepaLioHHOro Matepurana onyxonu runodusa naynenTtkn C.H.A. a) onyxonb
CONMIHOrO CTPOEHUA U3 XPOMOPOOHBIX KNETOK (reMaTOKCUNMH-3031H); 6) HepaBHOMEpPHOe LiUToMIa3MaTyeckoe oKpallvBaHNe HU3KOMONEKYIAPHbIM

LINTOKEPATUHOM,

knoH CAM 5.2 (MMMyHOrMCTOXMMMYECKasa peakuus);

B) auddysHas BblpaxkeHHaa 3kcnpeccma CTI B KneTkax omnyxonu

(UMMYHOTMCTOXMMMYECKas peaKkuua); ) BblpakeHHas SKCMpeccust peLenTopoB comaTocTatHa 2A Tina 12 6annos no IRS (MMmyHoructoxnummuyeckas
peakums). lMcTocKaHbl.

MEHCTPyaLmMsaMM Ha GOHe M1OMbI MaTKK. 1o MecTy Xutesb-
cTBa B Bo3pacte 41 roga npoBefeHa TpaHCHa3anbHaA
TpaHccheHompanbHasa ageHomaKkTomus. [lo pesynbTatam
rMCTONOMMYECKOro WCCNeOoBaHUA — «KPYMHOKNeTOYHas
apgeHoma runodusar». MNocne onepauny pasBuaCcs BTOPUY-
HbI FTMMOTMPEOD3, OLHAKO PEMUCCUA aKPOMEranmm He Obina
JOCTWUTHYTa, U NauueHTKa bbina HanpasneHa B MHL, PO OIbY
«HMWL sHpgokpuHonorun» Munsgpasa Poccun. Mepeg ro-
CNUTanu3auuen B CBA3UN C XKalobaMn Ha XPOHMYUECKMIA Ka-
Wwesb naymeHTKe 6bi1a BoinonHeHa MCKT opraHoB rpyaHom
KNeTKy, rae 6b110 06HapY»KeHo 06pa3oBaHMEe BEPXHEN [ONU
nesoro nerkoro 15x12 mm, pacueHeHHOEe OHKOJIOrOM Kak [o-
6pokauecTBEHHOE Ha OcHOBaHMU KT-dpeHoTuna.

Mpwn rocnutanusauyum B MTHL PO OIBY «HMWL, sHgo-
KpuHonorun» MwuH3gpaBa Poccum BO Bpemsa obcnepo-
BaHMA MOATBEPXKAEHa aKTMBHaA CTaguAa akpoMeranuu:
N®OP-1 538,9 Hr/mn (64-395), oTcyTCTBOBaNO nofaBneHue
CTr B xoge MITT (MMHUManbHOe 3HaYeHne — 1,03 Hr/mn).
Mo MPT ronoBHOro mosra € KOHTPaCTHbIM YCUSIEHNEM B NO-
NOCTW TypeuKoro cegna (cneea), B KIMHOBUAHbIX Nasyxax,
6onblue cneBa, B NEBOM KaBepHoO3HOM cuHyce (Knosp lll)
UMeeTCA KUCTO3HO-CconuaHoe ob6beMHOe 0bpa3oBaHue, He-
OQHOPOJHO HaKannuBalLllee KOHTPACTHbIN npenapart, pas-

Mepamun BEPTUKasbHbIN — 25 MM, MONepeyHbIn — 25 MM,
nepegHesagHuin — 30 mm. MNpu cpaBHeHUN ¢ MP-1306pa-
XEHUAMU OO MPOBeAEeHUs TPaHCHAa3albHOW TpaHCCdeHo-
MAanbHOM afleHOMIKTOMUM — YMEPEHHOE YMeHbLUeHune
BepTUKaNbHOro pasmepa (paccTtosHMe A0 XMasmbl 5 mMm),
pacnpocTpaHeHne B naTepasibHyl0 4YacTb KJVMHOBUOHOWN
na3syxu. o 3aKknoyeHnIo: KapTHa MaKpoageHOMbI rnnodu-
3a C 3HAO0-, MHOPa-, naTtepo- (S) cennapHbIM pocTom. Mauun-
€HTKa MPOKOHCYNbTMPOBaHa HENPOXMPYProM, BbIMOJSIHEHA
NMOBTOPHasi TPaHCHa3anbHaa TpaHccheHoupanbHaa afe-
HOM3KTOMUA. B onepaLMoHHOM MaTepuane nonyyeHa TKaHb
onyxonu rmnoousa ¢ MMMyHOPEHOTUMOM MIOTHOTPaHY M-
pOBaHHOW comaTtoTponuHombl (puc. 8). Mpu npoBegeHUn
CTT B xoge MNITT B paHHeM nocneonepaunoHHOM Mepuro-
ne otmeueHo nopasneHue CTI MmakcmanbHO ao 0,6 Hr/mi.
B nocneaytoLiem no MecTy »KUTeNbCTBa B CBA3M C OTCYTCTBU-
em nogasneHns CTI B xope MI'TT 6b11 Ha3HaUeH OKTpeoTua
NPOJIOHIMPOBAHHOIO AeCTBMA B fo3e 20 Mr 1 pa3 B 28 gHen
BHYTpUMbIWeYHo. MNpu noBTopHOM obcnepoBaHuy B HL|
PO OIbY «HMWL sHpokpuHonormn» MwuH3gpaBa Poccun
yepes rog nocsne onepaymu, Ha GoHe Tepanuu OKTPeoTU-
JOM MPONOHTMPOBAHHOIO AEeNCTBUA, COXPAHANOCH MOBbI-
weHne NOP-1 go 332,4 Hr/mn (51-271). No MPT ronoeHoro
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MO3ra C KOHTPACTHbIM YCUJIEHMEM B MOJSIOCTU TypPeLKoro
cepna, C pacrnpocTpaHeHUeM WHPPACENAAPHO B KIMHO-
BMAHYIO Ma3yXxy, JJATEPOCENIAPHO B JIEBbIl KaBEPHO3HbIN
cuHyc (KNOSP 1), aHTecennapHO [0 KNETOK pelueTyaToro
nabupuHTa WMEeTC KUCTO3HO-conugHoe obpa3oBaHue
HEeOAHOPOAHOW CTPYKTYPbl, HEPAaBHOMEPHO HaKanineato-
Liee KOHTPACTHbIN Npenapat, MakCMMasibHbIMU pa3Mepamu:
BEPTMKasNbHbIN — 18 MM, nonepeyHbIn — 25 MM, nepeHe-
3agHun — 28 mm. CynpacennapHas LMCTepHa He CYXKeHa,
XMa3Ma 3puTeibHbIX HEPBOB He KOMNpUMUpPOoBaHa. 1o cpas-
HEHMIO C paHee BbIMOSIHEHHbIM NUCCNIeJOBaHNEM — YMEHb-
WweHue obbema onyxonu (puc. 76). C yueTom oTCyTCTBMA 3d-
¢deKTa oT AByX NPOBeAeHHbIX ONePaTUBHbIX BMELLATENbCTB,
naumeHTKe ObifI0 PEeKOMEH[OBAHO YBeIMYEHUE A03bl OK-
TpeoTnaa NPOSIOHrMPoBaHHOro genctema go 30 mr 1 pas
B 28 iHEl BHYTPVIMbILLEYHO.

B Bo3pacte 44 net nmauueHTKa Obla BHOBb rocnmTta-
nn3nposaHa B MHL PO OIbY «HMMWL sHpokpuHonorum»
MwuH3gpaBa Poccum pna OguHaMUYeCKoro HabsnogeHus.
Ha MoMeHT rocnutanumsayum nonyyana OKTpeoTma nposioH-
rMpoBaHHOro aenctens B fo3e 40 mr 1 pas B 28 gHen (go3a
Obls1a yBenMYeHa No MecTy KUTENbCTBA B CBA3M C OTCYTCTBU-
eM Hopmanusauum yposHs WOP-1). Mpu obcnegoBaHuu
NoATBEP)KAEHO OTCYTCTBME MEAUKAMEHTO3HOW pemuccum
akpomeranun: UOP-1 300,8 Hr/mn (51-271). Mo MPT ro-
JIOBHOTO MO3ra C KOHTPACTOM: B MOJIOCTN TypeLKOro ceana,
B KNMHOBUMAHbIX Ma3yxax (C pacnpocTpaHeHnemM [0 3afHuX
OTAeNoB NabupuHTa), B JIEBOM KaBEPHO3HOM CUHYCE CO-
XpaHAETCA ucxopsiuee M3 ageHornnodusa, HEOOHOPOZHO
HaKannuBaloLlee KOHTPACTHbIN npenapaT KUCTO3HO-CONUA-
Hoe obbemHOe 06pa3oBaHUE HEOOQHOPOAHOV CTPYKTYpbI,
NpeXHNX pasMepoB, pasmepamm BepTUKabHbii — 18 MM,
nonepeyHbii — 21 MM, NepegHe3agHin — 25 mm, 6e3 gu-
HaMUK/ MO CPaBHEHWUIO C MpefbiayLmMM UCCeoBaHUEM.
YunTbiBas Hanuume B aHamHe3e o6bemMHOro obpasoBaHuA
nerkoro, nposegeHa MCKT opraHoB rpygHOI KNeTKUN C KOH-
TPaCTHbIM yCUSIeHNEeM: B NapeHxume S4 neBoro nerkoro ne-

KNUHUYECKIMI CNYYAW

PUBACKYNAPHO BU3Yyanu3npyeTca conupgHoe obpa3oBaHue
C POBHBIMW HECKOJIbKO BYrpUCTBIMU KOHTYpPaMui, pasmepamum
40 15x12x19 MM, yMePEHHO HaKanIMBalLlee KOHTPACTHbIN
npenapart (HaTuBasA/apTepranbHan/BeHO3HaA/OTCPOUYEHHasA
¢dasbl uccneposanma 13/15/69/79 ep.H). Mo 3aknoueHuio:
obpa3oBaHue Hambonee cootBeTcTByeT HOO (punc. 78). Mpo-
BeAeHa brcermeHTaKTOMUA S4-5 cneBa ¢ numboauccekumen
3,5, 7,9 rpynn. No pe3ynbratam rucToNorMyeckoro nccne-
[JOBaHUA: MAaKPOCKOMNYECKN Ha pa3pe3ax B TOMLWE TKaHu
JLONW NErkoro onpenenseTca NioTHbINA, OQHOPOAHbIN, 6nea-
HO-XenTbln onyxonesbin y3en 1,6x1,5x1,3 cm. Mukpockonu-
YyecKmn OMyXOMneBbll y3en NpefacTaBneH MIOTHOKIETOYHbIM
0b6pa3oBaHMeM U3 KJIEeTOK CO CKyAHOM cnabo 303uHoduIb-
HOW, HEYETKO KOHTYPUPOBAHHOWN LUTOMIA3MOM 1 MENIKUMN
OBaNIbHbIMU OAHOTUMHBbIMK Afpamu. Knetku dopmupytot
CONNAHO-aNbBEOJIAPHbIE CTPYKTYPbl, Oyarn Hekposa OT-
cyTtctytoT. O6HapyxuBaeTca 3 Muto3a B 50 nonax 3peHus
npv yesenuueHun x400. Onyxonb BOBMIEKAET CTEHKY GPOH-
Xa, noapacTaeT Moj 3NUTENNIA ero CM3UCTON 000JTI0UKM,
CYXVBaeT NpocBeT OpPOHXa. Y3en MMeeT YeTKyl FpaHuLly
C OKpYyXaloLLel NIEroYHON TKaHblo, 6e3 chopmMrpoBaHHON
ncesgokancynbl. [Mpn UMX-nccnegoBaHum B KneTkax onyxo-
nv guddysHan skcnpeccna xpomorpaHmHa A (knoH DAK-A3,
DAKO), Ki67 (knoH SP6, Cell Marque) — sigepHas aKcnpec-
cna MmeHee yeM B 1% KneTok. 1o 3aKNoUYeHUIo: TUMNYHDBIN
KapuuHowng neoro nerkoro, Grade 1, c nopaxeHrnem CTeHKU
cybcermeHTapHOro 6poHxa BepxHeln fonu, 6e3 351emMeHToB
VHBa3UM B Kpasx pe3ekuun n 6e3 meTacta3os B 7 permoHap-
HbIX IMMbaTUUYECKUX Y3naX.

C yyeToMm MOMyYeHHbIX pe3ynbTaToB y NauMeHTKN Obina
3anofgo3peHa 3KTonuyeckasa akpomeranua. lNpu nposepge-
Hum UIX-nccnepoBaHna BoifBieHa anddy3Haa skcnpeccus
I'PPT, uTO NOATBEPAMNO AMArHO3 SKTOMMUYECKOW aKpoMmera-
num (puc. 9).

OpHako B nocreonepaurioHHOM Mepuoge CoOXpaHAIoCh
nosbilweHne ypoHA MOP-1, yto notpeboBano npoposxe-
HUA Tepanun aHanoramm comatoctaTvHa. CpaBHUTENbHblE

PucyHok 9. IMMyHorncToxummueckoe nccnefoBaHue KapumHouga nerkoro nauventku C.H.A. QudoysHan skcnpeccus MPPT. YB 40.
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Ta6bnuua 1. CpaBHUWTeNIbHaA XapaKTePUCTUKA NALMEHTOB C SKTOMMYECKON akpomeranunemn

Cnyuain 1 Cnyuain 2 Cnyuvain 3
Bo3spacTt Ha momeHT
yCTaHOBNEHUA 58 60 41
OnarHosa, net
Mon MKeHcknn MKeHcknn MeHcknn
NOP-1 HeT paHHbIX 591,1 vr/mn (15-230) 538,9 Hr/mn (64-395)
CTT 6a3anbHblIi HeT paHHbIX HeT gaHHbIX 8,29 Hr/mn (0,5-7)
MakcmmanbHoe
2$?ZB;§::EFTT HeT gaHHbIX 2,53 Hr/mn 1,03 Hr/mn

(meHee 0,4 Hr/mn)

Hosoobpa3oBaHue runodusa,
COOTBETCTBYET MUKPOafeHOMe
runodmsa n KNCTe KapMaHa
Patke

HaHHbie MPT
rofI0OBHOMO MO3ra

BbipakeHHas HeOfHOPOAHOCTb
CTPYKTYpbl afieHornnodmsa,
nofo3peHne Ha MMKPOaZeHOMY
runodusa, KncTa kKapmaHa
PaTke pasmepamu 3,8x1,5 mm

MakpoageHoma runodpusa

C 3HAO-, Cynpa-, aHTe-,

NHPpa-, natepo- (B NeBbIi
KaBepPHO3HbIN CUHYC,

KNOSP Ill) cennAipHbIM pocToMm,
pa3smepamu 25x30x33 Mm,
KOMMpYMMpYIoLLan Xmasmy

O6pa3oBaHue B KOpHe

neBoro nerkoro 44x42x50 mm.
[ucronornyeckn:
BbicOKoanbdepeHLMpoBaHHas
H30 nerkoro, Grade 1,

nHaekc nponudepauun Ki-67
MeHee 2%, YTO XapaKTepHO AnA
TUNWYHOTO KapLumHonAaa

N cTOYHMK aKTONMN

O6pa3zoBaHue S10 nesoro
nerkoro 32x32 Mm, NIOTHOCTbIO
34 en.H. B S3 neBoro nerkoro
oyar oTceBa C YETKUMMU
HEPOBHbIMM KOHTYpamu,
pasmepamm 16x13 mm,
MJIOTHOCTbIO 56 en.H.
[McTonornyeckn: aTUNUYHbIN
KapunHong, G2

ObpasoBaHVe BepXxHel 4onu
neBoro nerkoro 15x12 mm.
[McTonornyeckun: TMINWUYHbIN
KapLuuMHoug NeBOro ferkoro,
Grade 1, c nopakeHvem
CTeHKU cybcermeHTapHOro
OGpOHXa BEPXHEN aonu,

6e3 31eMeHTOB MHBA3UN

B Kpasix pe3ekunu n 6e3
MeTacTa30B B 7 PerMoHapHbIX
numdaTnyeckmx ysnax

XapPaKTEPUCTUKNA OMUCAHHBIX CJlyYaeB C 3SKTOMMYECKON
aKpomeranuen npefcTaBneHbl B Tabnuue 1.

OBCYXXAEHUE

B paHHOM cTaTbe OnMUCaHbl TPU KIMHUYECKUX Chy4vas
SKTOMUYECKOWN akpoMerannnm y eHwuH scnepctsue H30
Nerkux, Yto CornacyeTca C AaHHbIMU NUTEPaTypbl O TOM,
YTO OHM ABAAKTCA CaMoW YacTon nokanusauunen HIO, npo-
ayumpytowmx PPl 1 yto yaule 3aboneBaHune BCTpevaeTcA
y XeHwwmH [13, 14]. KaxabIn cnyyan npymeyateneH psagom
ocobeHHoCTel. B cnyyae 1 oTmMeyanocb CHUXeHUe Beca,
YTO HeXapaKTepPHO ANiA aKpoMeranunn, Ho MOXeT ObITb CM-
ntomom H30. Cnyyan 2 xapakTepu3oBanca MATKAMU K-
HUYECKUMU MPOABJIEHUSIMM aKPOMETannm, XOTA, KaK Oblso
yKa3aHO Bbllle, CYMTAETCA, YTO KIMHUYECKMEe MPOABNEHNA
KNacCNYeCcKom U 3KTOMUYECKOW aKpomeranum cxoxu [17].
Y Bcex Tpex NaumMeHTOK AMarHo3 3KTOMMYECKOW akpomera-
nuu 6bi NOCTaBeH NOCThaKTyM: B MEPBOM Cllyyae npu pe-
TPOCMEKTUBHOM aHan3e aHaMHe3a NaumeHTKM, BO BTOPOM
N TpeTbeM — MOC/e HEHACTYMIEHUA PEMNCCN aKpoMera-
NN Nocse TPAHCHa3anbHOW afeHOMIKTOMUN U NPy CAyYan-
HOM BbISIBJIEHMN 0ObEMHbIX 00Pa30BaHWIA NETKKX MO NMOBO-
Ay Opyrnx COCTOAHNNA.

AKTyanbHbIM OCTaeTCA BOMPOC, HAa OCHOBAHUWN KaKmMX
OaHHbIX SHOOKPUHONOT MOXET 3anof03PUTb SKTOMUYECKYIO
npogykuuio PPl y naumeHTa C KIANMHWYECKOW KapTMHOWN
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akpomeranun. B 2022 r. Potorac n coaBT. peTpOoCneKTUBHO
npoaHanusnposanu gaHHble MPT ronosHoro mo3ra y 30 na-
LUMEHTOB C IKTOMMYECKON aKpoMeranumen C Lenblo BbiABe-
HUA OTNNYUTENbHBIX OCOOEHHOCTEN BM3yanusauuy runo-
¢du3a B Takmx cnyyasax [17]. Mo pesynbTatam y 24 nauneHToB
6bina BbisAiBAEHa runepnnasva rmnodusa, B ABYX Cliyvasx
BEPTUKANbHBIN pa3mep runodusa Obin HECKONbKO YBenu-
YeH OTHOCUTENIbHO HOPMbI, B YeTbIpex Cilyyasax pasmep ru-
no¢w3sa 6bin B Hopme. Ha ocHoBaHUM aHanm3a cHumkoB MPT
aBTOPbI AENAOT BbIBOJ, YTO rMNOGU3 y NALMEHTOB C IKTO-
NMYeckom akpomeranuern cerka unmnm ymepeHHo ysennyeH
B pa3mepax, rmnoous runoOUHTEHCUBEH Ha T2-B3BeLUeHHbIX
N300paXkeHUsIX, NPU 3TOM HOPManbHaA TKaHb runodmsa
Ha MPT He Busyanusmnpyetca. Kpome TOro, oTCyTCTBYeT WH-
Ba3MA B KaBEPHO3Hble CUHYCbl M KOMMNpeCccma Xmasmbl. AB-
TOpbI BblAeNAT cnegyowye GakTopbl, Ha OCHOBaHWUK KO-
TOPbIX MOXHO 3aMof03pUTb IKTOMUYECKYIO aKpOMerasnauio:
TMNOVIHTEHCUBHOE M300paxeHune rmnodursa Ha T2-B3BeLLEeH-
HbIX CHUMKax (B 83,3% cnyuyaes), runepnnasus runodusa
(80%), cpepHsA BbicoTa runodusa — okono 9,5 mm (pea-
Ko — 6onee 18 Mm), HOpMasnbHas TKaHb rMNOdu3a He BU3Y-
ann3unpyeTca, OTCYTCTBME MHBA3NN B KaBEPHO3HbIE CMHYCbI/
KNUHOBWAHYIO Ma3yXxy, OTCYTCTBUE OTKIIOHEHUSA HOXKI FMo-
¢$u3a, OTCYTCTBME UBMEHEHWI B iHE TypeLKoro cega. Mo-
Mmo MPT-xapakTepucTuk, aBTopbl OTMEUAIOT, YTO SKTOMKU-
yeckan akpomeranuva yalle BCTpeyaeTca y XKeHwuH (73,3%),
y My)X4uH 3aboneBaHvie nposasnsetca B 6onee monopom
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Bo3pacTe. Kpome Toro, B 50% cnyyaeB AnarHo3 akpomera-
nuu 6bIn YCTaHOBMEH paHblue AnarHo3a H30, camble YacTble
nokKanusauumm — nerkue (56,7%) 1 nogkenygoyHas »enesa
(33,3%) [17].

Takum 06pa3om, OTCYTCTBME BU3yanu3auuv ageHOMbI
runodmrsa y naymeHTa C akpomeranuen, no gaHHbim MPT,
No3BOJNIAET 3aM0f03PUTb SKTOMMYECKYIO akpomeranuio. Tem
He MeHee pAg PaboT yKa3blBalOT Ha TO, UTO 3TO He BCErfa Tak.
B paboTte Lonser n coaBT. cpean 190 naumeHToB C akpomera-
nmeny 6 (3 My>kUnH 1 3 XeHLWKH), No gaHHbIM MPT ronosHo-
ro Mo3ra, He BU3yanu3npoBanacb afeHomMa runodusa, npu
3TOM TpeMm nauuneHTam 6bi1a nposeaeHa MPT no metoanke
VIBE (volumetric interpolated breath-hold examination), uto
no3Bonuao obHapyXutb ageHomy runodusa 4 mm B Ava-
METpe y OJHOTO 13 HKX. Bcem nauveHTam 6bina npoeefeHa
3HAOCKONUYECKas TpaHCHa3anbHas peBn3us runodusa, no-
3BOMIMBLUAs OOHAPYKUTb MUKPOAAEHOMbI BO BCEX CJTyYasiX.
Mopdonornueckoe n UIMX-nccnegoBaHus NogTBEpANIN An-
arHo3 COMaTOTPOMUHOMbI BO BCEX C/y4yasnX, M y BCeX nauu-
€HTOB Nocsie onepaummn bbina JOCTUTHYyTa GrOXMMUYecKas
pemuccua akpomeranuu [18]. MNogobHble HabnogeHUs Npu-
BeZeHbl 1 Apyrumu aBTopamu [19].

B onucaHHbIX HaMK Cilyyasx B MepBOM MMeNlacb MUKPOa-
OeHoMa runodusa (Hanbonee BepPOATHO, FOPMOHANIbHO-HE-
aKTUBHas), BO BTOPOM Cllyyae — runepniasusa runodmsa,
KoTopas 6bl1a NCXOLHO pacLieHeHa Kak MUKpoadeHoMa -
nodwu3za. TonbKo B ciiyyae 3 Mmesnia Mecto MakpoageHoma ru-
nodusa, YTo He TUMUYHO AJIA SKTOMUYECKON aKpoMeranmu.
Bo3moxHO, MaKkpoageHoma runodusza chbopmmupoBanacb
noa AnuTesibHbIM Bo3aecTBmem Ha runoous M'PPI, u aTo no-
CNY>KMNO TOMY, YTO nocsie xupypruyeckoro yganeHusa H30
Nerkoro He HacTynuna pemuccua akpomeranuu. Cnydyaes
coyeTaHuA 3KTonuyeckonm akpomeranum ¢ CTI-npogyumpy-
IOWYMU MakpoaieHoMaMun runodursa y ofgHOro naumeHTa
HaMW HaJIeHo He OblIno.

Wccneposarnne yposHA PP B nnasme KpoBu MOXeT
UMETb ANArHOCTUYECKYI0 3HAaYUMMOCTb MPU MNOAO3PEHUN
Ha 3KTOMMYECKYylo akpomeranuio. PasnnyHbiMm nccnegosa-
TeNAMM NpepsaraloTca cnegylowme ypoBHN KOHLEHTpauum
I'PPI B nna3me, Npu KOTOPbIX MOXKHO ee 3arnofo3puThb: 6onee
300 Hr/n [20] unu 6onee 250 Hr/n [12]. B uenom, cyulecTByoT
KomMmepueckre Habopbl gna onpegenenus PPl Hanbonee
4acTo UCMNosb3yeMbIM 13 KoTopbix ABnaeTca ELISA [14]. Og-
HaKo, yumTbiBasi pefKkocTb 3aboneBaHuA, Hebonbluylo Ao-
CTYMHOCTb TakMx HabopOB, NpeAcTaBAAeTCA Lenecoobpas-
HbIM MPOBOANTb TOMMYECKYIO AMArHOCTUKY (UccnegoBaHme
rpyaHou 1 6pIoWHON NONOCTN) NPW OTCYTCTBUU BU3yanu3a-
unmn ageHoMbl runodusa no MPT ronoBHOro Mo3sra UCXomHo,
a TakXKe Npu OTCYTCTBMM MOCEOoNepaLiOHHON peMmnccumn
aKpomeranum n oTCyTCTBUM BMU3yann3aumm OCTaTOYHOW Ony-
xoneow TKaHu no MPT ronoBHOro Mmo3ra nocne onepauum.

B ABYyX M3 Tpex onucaHHbIX csiyyaes (cnyyam 1 1 2) xu-
pypruuyeckoe neyenuve (yganeHume HIO nerkmx) npuvseno
K peMmccum akpomeranuu. B uenom xupypruyeckoe neve-
HUe ABNAETCA NeYeHnem NepBov IMHNN MPU SKTOMNYECKON
aKpomeranuu, NocKosbKy MO3BOMAET MOSIHOCTbIO YAANUTb
WCTOYHUK runepnpogykumn PPl MNpyn HeBO3MOXHOCTU
pagvKanbHOro yaaneHusa onyxonu NPUMEHSAIOT pasfinyHble
apyrue Bugbl neyeHusA. AHanoru comatoctaTvHa OQSuTesb-
HOro AEeNCTBMA MOTYT ObITb MCMONb30BaHbI B CBA3U C Hann-
yMem 3KCNpPeccmMm COMaTOCTaTMHOBBIX PeLenTopoB 2 TuMna
B H30 [21]. MNpun OTCYTCTBUM 3KCNpPECCcMn 3TUX PeLLenTopoB
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B TKaHMW OMyXOJM aHanorn CoOMaTocTaTuHa TakxXe MOryT Aa-
BaTb YaCTUYHbIN 3ddeKT B CBA3U C BO3AENCTBMEM Ha CO-
MaToTpodbl rmnodusa, ymeHblas BoipaboTtky CTI. B Heko-
TOpbIX Clyyasx npuberanuy K ny4yeBon Tepanuu Ha obnactb
rmnodusa, a TakKe XMMroTepanuu, UMMyHoTepanuu, smbo-
NN3aunn MeTacTa3oB, Ha3HaYeHMIo N3rBnucomaHTa [14].

MNprMmeyaTenbHO cOoYeTaHMe SKTOMMYECKOW akpomera-
nnmun MNIMT B cnyyae 2. Ha ocHoBaHMKM coveTaHnA akpomera-
nvu v MIMT y nauneHTKN KNMHNYECKM OblT 3aN0L03PEH CHH-
Apom M3H-1. B 0630pHoi1 paboTe Zendran 1 COaBT. yKa3aHo,
4yTO B NUTepaType OnmcaHo 23 nauueHTa C SKTOMUYeCKom
akpomeranuen n cmHgpomom M3H-1, npy 3TOM reHeTnye-
CKU aHanu3, NoATBepPKOaloWwnin amMarHos, 6ol nposedeH
y 19 naumenTtoB [14]. MNpumeyaTtenbHo, yto B 18 cnyyasax
H30 nokanunsoBanacb B MopakenynoyHon xenese, B 1 cny-
Yae — B TUMYyCe, HO He B Jlerkux. Mommmo H30 nopgykeny-
[LOYHOW Xene3bl y 6onblMHCTBa NaumeHToB 6bin MITIT [14],
a y HEKOTOPbIX MaLUMEHTOB TaKXe NMeNNCb afeHOMbI M1Mno-
¢u3a (roHapgotponmHoma [20], CTI/nponakTUH-CEKpeTU-
pytolas ageHoMa runodusa [12], HoNb-KNeToyHasa afeHo-
Ma [23]). Takum obpasom, y nauymeHToB ¢ M3H-1 guarHos
SKTOMMYecKkomn akpomeranun scneacteme MPPI-npoayuunpy-
towern H3O nopxenynoyHom xenesbl MOXeT ObITb 3aTpya-
HeH BBUAY BO3MOXXHOIO COYeTaHWA C ajeHoMoW runodursa
(ropMOHanNbHO-HEaKTUBHOW WM C APYIMM TUMOM TFOPMO-
HaNbHOW aKTMBHOCTW) B pamKax 3TOro cuHapoma. B uenom,
coueTaHue ageHombl runodusa u MIMT y ogHoro nauuneHTa
Mo3BONAET KIMHWYECKU BepudpnuMpoBaTb AMArHo3 CuH-
apoma M3H-1 [24]. MMpn OTCYTCTBMM BbIABAEHWA MyTaLuu
B reHe MENT paHHbIN Ciydall MOXeT OblTb PAaCCMOTPEH Kak
deHokonua cnHapoma M3IH-1, n KpaiHe pefiKo Yy TakuXx na-
LIMEeHTOB MOTYT BbIABNATbCA MyTaumn B reHe CDKN1B (cnH-
OPOM MHOMECTBEHHbIX 3HOOKPUHHbIX Heomnsasvi 4 Tuna
(M3H-4)) [25]. Y Hawen naumneHTKn (cnydyarm 2) MyTaumm B re-
Hax MENT n CDKN1B He 6binn BbiABNEHbl. YUUTbIBasA OTCYT-
CTBME Y Hee OTAroWeHHOro CEMeNHOro aHaMmHesa, a Takxe
TOT aKT, UTO NPV AKPOMEranumu NoBbllLEeHa YacToTa Pa3Bu-
TUA HEKOTOPbIX HOBOOOPa3oBaHWi [27], BO3MOXHO npea-
MONOXNUTb NGO YTO ajleHOMa OKOJOLUTOBUAHON »Kene3sbl
pa3BuUnacb BCieacTeme n3bbiTouHoro Bosgencrtensa NOP-1,
nubo cnydyaiHoe COYeTaHWe HEeCKONIbKUX SHAOKPUHHBIX
onyxosen y o4HOro naumneHTa.

Mo coctoaHmio Ha 1 maa 2023 r. Bo Bcepoccuinckom pe-
rMCTpe OMyXoJNen rmnoTanamo-runodrsapHon obnactu co-
CTOAT 5726 nauymeHTOB C akpomeranuen. Micxoga w3 anuge-
MMONOTNYECKUX AaHHbIX APYrUX CTPaH, COrnacHO KOTOPbIM
5% naLMeHTOB C aKpPOMeranven NMeT BHermnodrsapHyo
npuunHy 3aboneBaHua [4], 6onee 250 yenoBek, NPOXKUBa-
lowmx Ha Tepputopun Poccunckon Qepepaumu, OOMKHbI
UMeTb aKpOMeranuio, oOyC/IOBAEHHYIO SKTOMUYECKON ce-
Kpeumen CTT unn I'PPT. OgHako onncaHmii TakKUX NaLuneHToB
B NInTepaType POCCUNCKNX aBTOPOB He HangeHo. K npuyu-
HaM HeCBOEBPEMEHHOW (PeTPOCNEeKTUBHOMW) AMArHOCTUKN
SKTOMUYECKOWN aKpOMErannm MOXeHO OTHECTU HU3KYI0 OC-
BEJOMNIEHHOCTb Bpayen, B TOM YWCie SHOOKPUHOMOIOB,
OTCYTCTBME CNeuudunyecknx KAMHWYECKUX MPOSBIEHWN,
HeJoCTYNHOCTb nabopatopHoro nsmepeHus MPPT, BbICOKY10
YyBCTBUTENbHOCTb H2O K Tepanun aHanoramy comaTtocTa-
TUHa, OTCYTCTBME HAaCTOPOXKEHHOCTU Bpayel B OTHOLEHUM
MaLMEeHTOB C aKpOMerasven, He JOCTUILMX peMuccrm 3abo-
NneBaHWA Nocne HENPOXNPYPrMYeCKoro iIeYeHna Npu pagu-
KaslbHOM yfianeHnn afgeHoMbl rmnodusa.
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3AKNIOYEHUE

AKpOMeranna BCTPeYaeTcs OTHOCUTENBHO Pedko B 06-
Len NnonynAaunmn, a SKToNMYecKan akpomeranna B ee CTpyK-
Type — nnwb B oKono 5% ciydaeB. Tem He meHee Bpa-
YaM-3HAOKPUHOMOramM HeobxoaMMO 3anof03pUTb Hanmure
SKTOMNYECKOM aKpoMeranum npu OTCYTCTBUW BU3yanu-
3aluKn afeHOMbI runodusa unu npuv BoiBNEHUU Anddys3-
HoOW runepnnasum runodusa, rMNONHTEHCUBHONM Ha T2-BU,
no gaHHbiM MPT ronosHoro mosra. juarHoctnyeckum nonck
cnepyeT HauuHaTh € ucknoyeHma H30 nerknx n nopxeny-
IOYHON Kenesbl, a B ciyyae BbiaBneHna HIO nopkenygou-
HOW »kenesbl cnegyeT 3anogo3puTb cnHapom MIH-1. Xupyp-
rMYecKoe JieyeHne sIBNSETCA METOAOM BblOOPa, MOCKOJIbKY
NOTEeHUManbHO NO3BOMAET MOMHOCTbIO YAANUTb UCTOUYHUK
runepnpogykuuu PP n npueectn K pemmccmn akpomera-
nuun. B cnyyae oTCyTCTBUA PEMUCCUMU SKTOMMYECKOWN akpo-
MErasaunm nocsie XMpypruyeckoro neyeHus LenecoobpasHo
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Ha3HayeHne pas3IMyHbIX BapMaHTOB MeAMKaMeHTO3HOro
JlieyeHunAa.

AONOJIHUTENIbHAA UHOOPMALINA

UctouHnkn ¢éuHaHcnpoBaHuaA. [oncKoBo-aHanuTUYecKkasa paboTta
1 MOAroTOBKa CTaTbu NMpoBefeHbl 3a CYeT rpaHTa POCCUNCKOro HayyHoro
doHaa (MpoekT N219-15-00398).

KoH)nuKT nHTepecoB. ABTOpPbI AEKNAPUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

Yyactue aBTOpOB. Bce aBTOPbI 006NN PUHATBHYIO BEPCUIO CTaTbU MNe-
peq nybnvKaLmelt, BbIpasuiy cornacue HeCTy OTBETCTBEHHOCTb 3a BCe acmneK-
Tbl PaboThI, NOAPa3yMeBaIoLLYI0 Haf/IeXallee M3yyYeHre 1 peLueHne BOMpo-
COB, CBA3aHHbIX C TOYHOCTbIO UK [LOBPOCOBECTHOCTBIO JIIOOOI YacTy PaboTbI.

Cornacue naumeHTa. MauneHTbl O6POBOIBHO MOANMCANN UHPOPMU-
poBaHHOe corfiacue Ha Ny6avKaLmio nepcoHanbHON MeaNLIMHCKON MHbop-
Mauum B obe3nnyeHHo dopme B KypHase «[pobiembl SHAOKPUHONOT M.
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