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lMpoBeaeHO peTpoCneKTUBHOE ONMCATEeAbHO-aHAAUTUYECKOE MCCAeAOBaHME 167 NauMeHTOB, pa3A€AEHHbIX Ha TPU FPynnbl: ABe
rpynnbl NaLUEHTOB C reHeTMYecKn-AeTepMUHUPOBaHHOM (heoXxpomouHuTomoi (1-1 — CUMHAPOM MHOXKECTBEHHOW SHAOKPUHHOM
HeonAasun — MOH 2-ro Tuna u 2-1 — 6oAe3Hb (oH M'Mnneas—AmnHAay) U 3-51 rpynna co cnopaan4eckoi heoXpoMoLMTOMON.
MeanaHa Bo3pacTa BbisiBA€HUS (heoXpomMoLUTOMBI B 1-i rpynne cocTaBuaa 25 AeT, BO 2-i rpynne — 18 AeT, B 3-# rpynne — 47
A€T. AAsi NauMeHTOB 1-i rpynnbl XapakTepeH NPeMmyleCTBEHHbIV AAPDEHAAMHOBbIN TUM CEKpPeLnn, AAS 2-i — HOPAAPEHAAMHO-
Bblii, AAS 3-W Fpynnbl — CmewaHHbii. B 1-# rpynne BbisiBA€Ha NOAOXKUTEAbHAS! KOPPEASILIMS MEXKAY Pa3Mepom OMYyXOAW U IKC-
Kpeuunei MeTMAMPOBAHHbBIX KaTeXOAAMMHOB; Y 82 % NauMeHTOB UMEAOCh ABYCTOPOHHEE MOPa)KeHUe HAANOYEYHNKOB My 58% —
MyAbTUDOKaAbHOE NopakeHne. Bo Bcex cAydasix onyXoAb AOKaAU30BaAach BHE HAAMOYEYHMKOB. Bo 2-# rpynne BHeHaAnoueuy-
HUKOBasi AOKaAM3aLMsi BbisiBAeHa Y 16,4 % naumeHTOB, y 6,6 % BbisIBAEHbI MeTacTa3bl peoxpomountombl. B 1- u B 3-i rpynnax
MeTacTa30B (PeOXpPOMOLIMTOMBI He BbisiBAeHO. IMauneHTam moaoxke 40 AeT, NaLUMeHTam C ABYCTOPOHHEN U MyAbTULIEHTPUUECKOH
heoXpOMOLIMTOMOM, C OTATOLEHHbIM CEMEHHbIM aHAMHE30M HEOBXOAMMO UCKAIOYEHUE TeHeTUUECKOH NPUUNHBI 3a00AeBaHUs
C Y4ETOM CMHAPOMAABHbIX NposiBAeHUiA. [py M30AMpOBaHHOM IKCKpeuun HopmeTaHedpuHa 0OCAEAOBAHUE B OTHOWEHUN CHH-
Apoma M3H 2-ro TMna Heueaecoo6pasHo. Mpu cuapome MIH 2-ro TMRNa U/MAM NPU U30AMPOBAHHOM 3KCKpPeLIMN meTaHeDpUHa
NOUCK MeTacTa30B M BHEHAANOYE4YHNKOBOW AOKaAM3aLUnn (heoXPOMOLIMTOMbI HeLleAeCOOOpa3eH.

KatoueBbie caoBa: heoxpomountoma, naparaHrAmoma, boresHb poH unneas—AmHAQY, MHOXKECTBEHHas SHAOKPUHHasI HeoNAa-
318 2-ro TMna, KaTexoAammHel.

The present retrospective descriptive and analytical study included 167 patients divided into three groups. Two groups were
comprised of the patients with genetically predetermined pheochromocytoma (type 2 MEN syndrome and von Hippel—Lindau
disease respectively), the third croup consisted of the patients presenting with sporadic pheochromocytoma. The median age at
which pheochromocytoma was diagnosed was 25 years in group 1, 18 years in group 2, and 47 years in group 3. Adrenalin-type
secretion was predominated in group 1 in contrast to the noradrenalin-type and mixed-type secretion in the patients of groups
2 and 3 respectively. The patients of group 1 showed positive correlation between the tumour size and excretion of methyl-
ated catecholamines. 82% of these patients exhibited bilateral adrenal lesions and 58% suffered multifocal lesions; no cases
of extra-adrenal localization of the tumour were documented. The extra-adrenal localization of pheochromocytomas was ob-
served in 16.4% of the patients in group 2, where 6.6% of the patients had metastases. No metastases of pheochromocytoma
were found in the patients of groups 1 and 3. It is concluded that the patients under the age of 40 presenting with bilateral and
multicentral pheochromocytoma with the aggravated familial history need the genetic predetermination of the disease to be
excluded taking into account syndromal symptoms. Examination for the detection of type 2 MEN is not required in the patients
showing isolated normetanephrin excretion. Nor is the search for metastases of pheochromocytoma and its extra-adrenal lo-
calization is necessary in the patients presenting with type 2 MEN syndrome and/or exhibiting isolated metanephrin excretion.

Key words: pheochromocytoma, paraganglioma, Hippel—Lindau disease, type 2 multiple endocrine neoplasia, catecholamines.

B nmocnemHue rogsl YCTAaHOBJICHO, YTO HACJICACTBECH- XPOMOLIMTOMBI

1N CONYTCTBYIOIIMX CHHAPOMAJIBbHBIX

Hasl TIpUYMHA XpoMadGUHHBIX OITYXOJIeH BBISIBIISIETCS
oTHIONb He y 10% malimeHToB, KaK MPeACcTaB/IsIoch pa-
Hee, a Y 3HAYUTEIbHO OOJIBIIEro amciaa 60apHbIX (30—
42%) [1—3]. K HacTosieMy BpeMEHU UACHTUDULIMPO-
BaHBI MyTalllH IIECTU T€HOB, KOTOPHIE O0YCIOBIMBAIOT
HaCJIEACTBEHHBIE KaTeXOJAMUHIIPOOYLIMpYIomue heo-
xpomorutombl: RET, VHL, NFI, SDHD, SDHC n
SDHB. ITpn HEKOTOPBIX HACJIEICTBEHHBIX (popMax peo-
XPOMOIIUTOMBI, WMEIOIINX HAWOOJBIINNA ITOTCHITAAT
3JIOKAYECTBEHHOCT M CKJIIOHHOCTb K PEIMIUBUPOBA-
HUIO, 00IIee COCTOSTHUE MALIMEHTOB M TIPOTHO3 3a00J1e-
BaHUS OTSATOINACTCS HAIMINEM COITYTCTBYIOIIEH OITyXO0-
neBoit naronoruu. CBoeBpeMeHHas AUarHocTuka ¢eo-

MPOSIBJICHUI OIpenessieT IIPOrHo3 3a00JIeBaHMUsI, TaK-
THKY JIeYCHUSI W HaOJIOIeHUS.

CIIeKTp TeHETUIECKUX MCCICTOBAaHNM Y OOJIBHBIX C
(beoXpOMOIIUTOMOM — BOIIPOC OUCKYCCMOHHBIN. Mc-
clieOBaHME BCEeX TEHOB, aCCOIMMPOBAHHBIX C (PEOXpo-
MOIIUTOMOM, SKOHOMHYECKN HEOOOCHOBaHHO. B cBsi3n
C 3TUM TS TUTAHUPOBAHUS TEHETHYECKOTO CKPUHIHTA
BaXXHOE 3HAUYCHME MMeEET oIpencicHre (HeHOTUITIMIC-
CKMX MPU3HAKOB HACJICACTBCHHBIX 3a00JIeBaHMl (KITH-
HUJeCcKas KapTHHA, CEKPETOPHBIE M TOIMMYECKHUE 0CO-
OCHHOCTH OITYXOJIN).

OTCYTCTBYET TaKKe ¢IMHOE MHECHHNE OTHOCUTEIIHLHO
00beMa OTIePaTUBHOTO BMEIIATEIbCTBA Y MAIIIEHTOB C
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KAMHNYECKASA SJHAOKPUHOAOT VA

HACJIEICTBEHHBIM BapuaHTOM oOITyxojiu. OpraHocoxpa-
HSIOIIME OIepallMy COIPSDKEHBI CO 3HAYMTEJIbHBIM
BO3pacTaHMEM pHUCKAa MECTHOTO pEeLMIMBa OIyXOJIU
(TIpu HacIenCTBEHHOM CMHIpOME Kaxnast xpomaduH-
Hasl KJIeTKa 00J1aaeT BHICOKMM OITyXOJIEBbIM TIOTEHIIU -
ajJioM), a TaKKe MHTPa- ¥ MOCAe0NepallMOHHBIX OCIOX-
HEHUII NMpM TOBTOPHBIX BMematenbcTBax. C Apyroi
CTOPOHBI, IPY TOTAJILHOM yIaJICHUU HaAITIOY€YHUKOB (B
cllydasix ¢ IBYCTOPOHHEN (DeoXpoOMOLIMTOMOI) HEOOX0-
JMMMOCTb TIOXXW3HEHHOTO PETYJISIPHOIO IpreMa KOPTH-
KOCTEPOUIOB IIPUBOIUT K CYILIECTBEHHOMY YXYIIICHUIO
KauecTBa XU3HU [4].

MertacTasbl Ipu (peOXpOMOIIUTOME BBISIBIISIIOTCS B
3—36%. 3nokavyecTBeHHbIE (HEOXPOMOIIMTOMBI IIPU
CUHIPOME MHOXECTBEHHOI 3HIOKPUHHOI HEOIUIa3uu
(MBH) 2-ro Tuna obHapyxusatorcs B 0—10% ciyyaeB
[5]. Takum obGpa3oM, akTyaJbHBIM SIBJISIETCS OIpeaeie-
HME METAacTaTUYECKOTo MOTEHIIMAaIa Pa3JIMYHbIX Bapu-
aHTOB TeHOTUIIMYECKUX IopaxeHuil. [IporHozupona-
HUE 3710KauyeCTBEHHOIO MOTEHIIMala ITIOMOXET YCTaHO-
BUTb aIcKBaTHBII aJITOPUTM HAOIOACHYSI.

s onpeneneHUs] pacIpOCTPAHEHHOCTH TMOpaXe-
HUSI MCIIOJB3YIOT IOPOTOCTOSIINE BU3YaTU3UPYIOIINE
METO/IbI CCJIEAOBAHUS C pa3JIMYHOM JIy4eBOI Harpys-
KOl — KOMITBIOTEPHYIO, MAarHUTHO-SIIEPHYIO U MO3U-
LIMOHHO-3MUCCUOHHYIO TOMOTpachuio, CLIMHTUTpadUIo
¢ MeTaiiomOeH3WITyaHUIMHOM U 1p. OMHAKO OCTalOTCSI
HESICHBIMU TTOKa3aHUs K MPUMEHEHHUIO METOIOB TOTIH -
YECKOM TUAarHOCTUKU U 00bEM HCCIIeTOBaHMS TIPU pa3-
JIMYHBIX TEHETUYECKMX BapuaHTax (DeOXPOMOLIUTOMBI.

Takum o00pa3zoM, I pa3pabOTKU ONTUMaTbHOMN
TaKTUKM BeICHUS JaHHOI KaTeropuy MallieHTOB He00-
XOIMM MHOTOCTOPOHHHUIM aHajau3 TeHeTHYECKU-IeTep-
MMHUPOBaHHBIX (DEOXPOMOLIMTOM.

MaTepua/\ N METOAbI

B ®IBY <«DHmokpuHOMIOTMYECKUIT  HAyYHBIN
meHtp» (DHILI) mpoBemeHO PeTpOCIEKTHMBHOE OIMCa-
TEJIbHO-aHAIMTUIECKOE CPABHUTEIIFHOE UCCIIeIOBaHNIE
167 mauueHTOB ¢ (peoxpomonmroMoid. IlanueHTs 00-
cliemoBaHbl M orepupoBaHbl ¢ 1979 mo 2010 r. Bo Bcex
CITyJasiX UarHo3 (peoXpoMOIIUTOMEI OB TTONTBEPKICH
pe3yJIbTaTaMi THUCTOJIOTMIECKOTO HMcciaemoBaHms. Ila-
LIMEHTHI OBUTN pa3iefieHbl Ha IBE TPYIIIBL CIIopagnde-
ckas (n=40) v TeHeTUYeCKU-AeTePMUHUPOBaHHas (heo-
xpoMmonutoMa (n=127). I'pymnma ¢ TeHeTUIeCKU-IeTeP-
MUWHUPOBAaHHON (heoXpOMOLIMTOMOM Aasiee ObLia pase-
JIeHa Ha JABe Ipynisl: 1-1 — cuaapom MBOH 2-ro tuma u
2-g — 6one3Hb ¢poH [unmens—Junmay. B rpymnmmy cun-
gpoma MODH 2-ro tuma Bxoauiau 66 mauMeHTOB U B
rpynmny 6oje3uu don I'mnnens—Jungay — 61 maiu-
€HT, Y KOTOPBIX THMAarHO3 OB MOATBEPKICH IeHEeTHYC-
CKM W/ KIWUHUYSCKU (B OTCYTCTBHUE T€HETUICCKOTO
HCCIIeIOBAaHMS IJIs IOCTAHOBKM TUATHO3a HEOOXOIMMO
HalIngre KaK MMHHMYM OBYX KJIACCHYECKUX KOMIIO-
HEHTOB cHHApoMa). KputepusiMu BKITIOUYECHUS B TPYII-
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bl CO CIopaauyeckoil heoxpoMoluTomMoit (3-s rpyr-
11a) ObUIM OJHOCTOPOHHSISI HAAMIOYEYHUKOBAsT (heoXpo-
MoLIMTOMA 0e3 OTATOLIEHHOro CEMEWHOro aHaMHe3a 1
3a00J1eBaHM{, aCCOLIMMPOBAHHBIX C (hEOXPOMOLIMTOMOM
B paMKax T€HeTUYECKUX CUHIPOMOB.

T'ucronoruyeckoe HcCaenOBaHUE IOCCONepalm-
OHHOTO MaTepuajia IPOBOAMIOCH B OTIEJICHUHU MaTo-
Mopdoaoruu DHII. Mcnonb3oBanack okpacka mpermna-
paTOB reMaTOKCUJIMHOM U 303UHOM. 151 Bepudukanum
KOPKOBBIX CTPYKTYP MCIIOJIb30BaJI OKPACKY CydaHOM-
I1I unu cynaHoM yepHbIM. luarHo3 hopMyaupoBajcs B
COOTBETCTBUM € MeXIyHapoOIHON T'MCTOJOrMYECKOM
Kkinaccuduxanuei omyxoeir BO3 B pegakiuu 1983 r.

MonekyasIpHO-TeHETUYECKOEe MCCIIeIOBaHUE IIPO-
BOIMJIOCH B Pa3IMYHBIX TEHETUYECKUX JJa00PaTOpusiX, B
TOM YHCJIE B JIAOOPAaTOPUU OTIEICHUS HACIEACTBEHHBIX
sHpokpuHornaruii DHII. KpoBp mauueHTOB cobupa-
nacek B mpooupku ¢ DATA. JHK Beigensiu u3 neiko-
LIMTOB TepudepruIecKoil KPOBU C ITOMOIIbI0 MUHU-
komiiekta QIAMP DNA (QIAGEN, «Hilden», T'ep-
Manus). I'easl RET (sx30HbI 10,11 1 16) u VHL nipo-
aHajausupoBaHbl mocpenctsoM I[P — ¢ mocnenmy-
IOIIUM CEKBEHUPOBaHUEM.

DKcKpelyss MeTaHe(puHa M HOpMeTaHedpuHa B
CYTOYHOII MOYe OIlpenessiach B JJaOOpaTOPUM TOPMO-
HanbHOro aHanuza DHII meTogoM MMMyHO(MEPMEHT-
HOro aHajiu3a C IIOMOILbID KOMMEpUYeCKHUX HabopoB
¢upmnbl IBL (I'epmanust). CyTouHyo MO4y cOOMpau ¢
KOHCEPBAHTOM B XOJIOJOBOM pexXuMe. 3a HOpMaJlbHbIe
IoKa3aTe/IM CYyTOYHOM SKCKPELMU METWJIMPOBAHHBIX
MIPOM3BOIHBIX KAaTEX0JIAMUHOB ObLIM IPUHSITHI 3Haue-
Hus 11 MeTaHedpuHa 20—312 MKr/cyT U Iji1 HOpMe-
taHedprHa — 30—440 MKT/CcyT. DT ToKa3aTeJu ObUIU
BbIpaOOTaHbl Ha CIIy4yailHOM BBIOOpPKE JIMIL OOIIEH I10-
IIYJIALY.

CraTUCTUUYECKYI0 00pabOTKy pe3yJbTaTOB IMPOBO-
QAU C TIOMOIIBIO CTAHAAPTHBIX METOIOB C MCIIOJIb30-
BaHMEM ITpOrpaMMHOTro obecrieueHus Statistica 6.0. JIirst
MPEIOCTABICHUST TTOJYYEeHHBIX TaHHBIX MCIIOJb30Baln
METO/Ibl OIMCATEIbHOM CTaTUCTUKM. Pe3yabTaThl Ipen-
CTaBJIEHbl KaK MeJlMaHa U I'PaHUIIbl UHTEPKBAPTUILHO-
ro otpe3ka (IQR); mpu HEOOXOIMMOCTU yKa3aH MUHMU-
MyM—MAaKCUMYM U CTaHAapTHOe OTKJIoHeHue (+ SD).
KonuyecTBeHHbIE MaHHBIE B TIPYyIMIax MPOBEPSIM Ha
HOPMaJIbHOCTh pacipeesieHus ¢ moMolinio Tecta Ila-
MpOo— YWIIKa, 3aTeM IIPOBEPSUIA TUIIOTE3Y O PaBEHCTBE
JMCIIepcyii ¢ moMonibio Tecta JleBeHa. ITockoJIbKy BO
BCEX Cllydyasix pacrnpenejeHue oTan4aaoch OT HOpMasib-
HOTO, IPUMEHSUIM HellapaMeTpUYeCKUe METOIbI aHAJIH -
3a. 1151 MpOBEPKM CTATUCTUYECKUX TUIIOTE3 TIPU aHAJIM -
3¢ KOJMYECTBEHHBIX NMPU3HAKOB HECBS3aHHBIX TPYIIII
HCIIOJIb30BAJICSl KpUTepuii MaHHa—YWTHHM, a Kaue-
CTBEHHBIX — )2 ¢ MonpaBKoil Merca. JIMHEIHYIO CBSI3b
MeXIy rapaMeTpaMu OLIEHMBAJIU C TIOMOIIBIO KO3 du-
LMeHTa paHroBoi Koppessiuvu CrnvpmeHa. Pazmuuus
MPUHUMAIUCh KaK CTaTUCTUYECKM 3HaYuMMble IIpU
p<0,05.
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Pe3yAbTartbl M 00CYy)XA€HHE

Cpenn Hammx nanueHToB obuth 64 (38%) MyXun-
Hbl 1 103 (62%) xeHwmunbl (p<0,00001). B rpynmne na-
LIMEHTOB ¢ cuHapoMoM MOH 2-ro tumna (n=66) Gbuin
24 (36%) myxuunbl u 42 (64%) xeniuusl (p=0,0017);
B IpyIIIe MauMeHTOB ¢ 6oe3Hbio poH ['mnmens—JIuH-
nay (n=61) — 32 (53%) myxuunsbl u 29 (47%) (p>0,05)
JKEHIIH; B TPYIIIE IMAIleHTOB CO CIIOpaandecKoit (heo-
xpomoriuTomoii (n=40) — 8 (20%) myxuuH u 32 (80%)
keHmuHb (p<0,00001). DM maHHBIE COMOCTABMMEBI C
JAHHBIMU IPYTUX UCCIEIOBAHUM U CBUIETEIBCTBYIOT O
BCTpeYaeMOCTH (DEOXPOMOIIMTOMBI KaK Y MYKUMH, TaK
1y XEHIIWUH, TPUYEM Y XKEHIIMH HECKOJIBKO Jaiie [6].

Hnsa ompeneneHUsT BEPOSITHOCTH BO3HMKHOBEHUS
TeHEeTUYECKHIX CMHIPOMOB, aCCOLIMMPOBAHHBIX ¢ (heo-
XPOMOIIMTOMOM, BpeMEeHU UX MaHU(DECTAllMA U arpec-
CUBHOCTH TEUCHUSI, TAKTUKM BEICHUS MAIIUEHTOB, BBI-
SIBJICHUST OOJIbHBIX POICTBEHHUKOB HEOOXOINMO TeHe-
TUYECKOE MCCIIeIOBaHUE.

I[Ipn mpoBemeHUM MOJIEKYISIPHO-TEHETUYECKOTO
HCCIIeI0BaHUs y OONBITMHCTBA NalreHToB ¢ MOH 2-1o
TANa BbIsIBIIeHa MyTtauuss B 634 komoHe 11 3K30Ha
(n=36) u B 918 komoHe 16 3k30Ha (n=12), 4TO Xapak-
TEpHO JIsI HauboJiee arpeCCUBHOTO TECYCHUS] MEMYI-
JIIPHOTO paka mutoBuaHOR xene3sl (MPIIXK) (67 u
22% cooTBeTCTBEHHO). TakKe ObLIM HalMEHThI C MyTa-
uueii B 611 (n=1), 791 (n=2) KogoHax U C AeJieLi1eii B
632—636 komoHax (n=2).

B rpynne nauumeHToB ¢ 6oyie3HbI0 ¢oH ['mmmenss—
Jluamay MoOJEeKyISIpHO-TEHETUYECKOEe MCCIIeI0BaHUE
MpoBeAeHO 15 manueHTam: 2 manueHTa UMeJIu MyTaluio
B 157 xonone, 2 — B 161 xomone, 2 — B 163 KomoHe,
1 — B 167 xonmone, 1 — B 213 konoHe. Y 7 nalMeHTOB ¢
oonesnpo ¢doH Iunmens—JInHpay Myrauuu, TOA-
TBEepKOAIOIIEH MMarHo3, BBISIBICHO He Obuto. M3BecT-
HO, YTO YYBCTBUTEJIIBHOCTb METOIA OIIPEACIICHUS] MyTa-
uuu reda VHL He Bcerma mocturaet 85%. Takum 06-
pa3oM, TMArHOCTMKA JAHHOW IMATOJIOTUU y MAIlUeHTOB
0e3 TeHEeTMYeCKOTO WCCIeN0BaHUSI/TIONTBEPKIACHUS
OCHOBBIBAJIACh HAa COBOKYITHOCTH 2 IIPU3HAKOB U OoJiee,
acCOLMMPOBAHHBIX C ATUMU CUHApOMaMH [7].

Y Bcex mauueHTOB 1-ii Tpymmbl B aHAMHe3e UMe
mecto MPIIK. Camas paHHSS KIMHUYeCKast MaHUDe-
CTalMsT MeIYJUISIPHOTO pakKa (y3JI0BOi1 300) BBHISIBIICHA B
12 net (mpu mytauuu B 918 u 634 komoHax), B 17 jer
(pu geneunu B 632—636 komoHax), B 44 roga (Ipu My-
tauuu B 791 KomgoHe) u B 54 roga (mpu Mytauuu B 611
KomoHe). MenmaHa Bo3pacTta IpOBEASCHUST TUPESOUIIK-
tomuu — 24 roga (n=66; min/max 4—65 jiet; SD+15,99
roga). IIpeBeHTHBHAsT TUPEOUAIKTOMMS TpoBeneHa |
manyeHTy B 4 roga (Myrauus B 634 KOmoHe); TMCTONIOTH -
YeCKUX MPU3HAKOB MEIYJUISIPHOTO paka He BBISBJICHO.
Yepes 10 et mocie TMpeOMIIKTOMUY YPOBEHD KaJIbI-
TOHMHA OCTaBaJICA B IIpeAeIaX HOpMaJIbHBIX 3HAUCHUA.

Takum 006pa3oM, Mbl OTMETUJIU MO3IHIOI0 AUArHO-
CTHUKY MEIYJUISIPHOTO paKa ¥ ITOYTH ITOJTHOE OTCYTCTBUE
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MPaKTUKU <«IIPOGUIAKTUYECKON TUPEOUAIKTOMUU» B
Poccuu B mnpenpiaylive AecATWIieTUsl. BblsgBiaeHHe
MPIIIK Ha MaHupeCcTHOI cTaguu 03HAYaeT BHICOKYIO
BEPOSITHOCTb HaIM4us MeTacTazoB [8—10].

Ilepsuunniii eunepnapamupeo3 IUATHOCTUPOBAH Y
4 mauueHToB ¢ cuHapoMoM MBH 2-ro Tuna, MeanaHa
Bo3pacTa BblsABIeHUsT — 30 et (min/max 22—37 jer;
SD=+6,95 rona). I1o HalleMy MHEHUIO, HM3Kasl YacTOTa
BBISIBJICHUSI TUIIEpIIapaTUpPe03a, MOXET ObITh 00YCIOB-
JIeHa XUPYPru4eckKoi TpaBMOM OKOJIOIIMTOBUIHBIX XKe-
JIe3 B XO/Ie TUPEOUIIKTOMUU T10 TTOBOLY MEAYJUISIPHOTO
paka IIUTOBUIHOM XeJie3bl. Bece marmeHTh uMenn My-
Taluio B 634 KOIOHE, YTO COOTBETCTBYET JaHHBIM JAPY-
TMX MCClAeAoBaHUl: B paMmkax cuHapoMa MOH 2-ro
TUIA MEePBUYHBINM TMIlepIapaTUpPe03 BCTPEYaeTCsl Hau-
6oJ1ee yacTo mpu Mytauuu B 634 konone RET [11]. Yuu-
ThIBasi MSITKOE TeUeHUe 3a00JIeBaHNsI, OIIEpaTUBHOE Jie-
YeHMe TIPEANPUHSITO He ObLIO.

W3BecTHO, YTO K0XMCHbLI amuaoudo3 (TUXEHOUI) MO-
JKET YKa3bIBaTh Ha HaJIMYue MyTaluu B 634 konoHe RET
[12]. Hamu BBISIBIIEH OVH TMALIMEHT C MyTalyei B 634
KOIIOHE, KOTOPOMY IPOBOIWIN TMCTOJIOIMYECKOE UC-
cJemoBaHKMe KOXHBIX U3MEHEHU I, TPAKTOBABILIMXCS pa-
Hee Kak rncopuas. [TaiueHT Mo 3ToMy MOBOAY ITOJIyYal
Pa3IMYHYIO TePaIKio, B TOM YMCJIEe U LIUTOCTAaTUKK (Me-
TOTpeKcar), 6e3 noyjoxuteabHoro aggexra. [Tocne mo-
JIy4eHUs pe3yJIbTaTOB TUCTOJOTMYECKOIO MCCIIen0Ba-
HUST (KOKHBI aMUJIOUI03) Ha3HAYeHO CUMIITOMATHYe-
ckoe JjiedeHue. TakuM 00pa3oM, MpHU IPaBUIBLHOM I10-
CTaHOBKE JHarHo3a HeT HEOOXOAUMOCTU B MOXU3HEH-
HOM M3HYPUTEJIBHON Tepaluu ¢ MPUMEHEHHEM IIUTO-
CTaTUYECKUX Y MMMYHOCYIIPECCUBHBIX IIpENapaTroB y
JAHHBIX TALIUEHTOB.

YV nauueHToB ¢ 60je3HbI0 (poH ['mnmnens—JIuHnay
MOMKMMO (heOXPOMOLIMTOMBI BBISIBJISIACH CIICAYIOLIAST
COITYyTCTBYIOIIAST ITATOJIOTHSI: SPUTPOLIUTO3 — y 26 ma-
LIMEHTOK, aHTMOMAaTO3 CeTYaTKu — Y 25, reMaHruoosia-
CTOMBI LIEHTPaJIbHOI HEPBHOM CUCTEMBI — Y 23, MOJIU-
Kkucto3 — y 10 u pak mouyku — y 3, HOBOOOpa3oBaHUS
MOIXEeyI0YHOM Xene3bl —y 12 my 1 — cunapom bpy-
rana.

J1J1s1 cpaBHUTEILHOM OLIEHKM OBbLIY MPOaHaIu31pOo-
BaHBI COIYTCTBYIOIME 3a00JieBaHUSI M YPOBEHb 3pH-
TPOIIUTOB B JAPYrux rpynnax. B rpymnme ¢ cuHapoMom
MO3H 2-ro Tuna 3puTPOLUTO3 BBISIBJIECH Y 2 MallMeHTOB
(»<0,00001), monukucro3 mouku — y 1 (p=0,003).
VY manueHToOB CO CHOpPaanveckoil (PeoXpoMOIMTOMON
SPUTPOLIUTO3 BhIsABIEH y 3 manueHtoB (p=0,001), mo-
JukucTo3 nmouyku — y 1 (p=0,03). dpyrux KOMIoHeH-
TOB, aCCOLIMUPOBAHHBIX ¢ 0oJjie3HbIO (hoH I'ummensa—
JIunpay, B 1-it u 3-i rpynmnax BbISIBJI€HO He ObL10. Ta-
KUM 00pa3oM, y MalueHTOB ¢ 0oyie3Hblo (oH ['mmme-
Jng—JIuHaay BCTpeyaroTcsl BhIlIeNepeYrcIeHHbIE 3200~
JIeBaHUS yallle, YeM Y 00IbHbIX 1-1i 1 3-it rpyrmm.

Kak yxxe oTMeuanoch, He Y Bcex NMAllMEHTOB B Ha-
LIEM UCCJIEN0BAaHUM OIpeneeHa MyTalusl, MOATBEPXK-
natoiiast 6one3nb poH I'mnnens—JIuHnay, 11bo 13-3a
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HU3KOM YyBCTBUTEIBHOCTU METOAA BBIIBICHUS MyTa-
nuu reHa VHL, nn6o 13-3a oTKa3a ImaluueHTa, oo u3-
3a OTCYTCTBHSI BO3MOXXHOCTH ITPOBENEHUS JAHHOTO UC-
cnenoBaHusi (B Poccuu guarHoctuka ©0ojie3Hu (oH
T'unnens—JIuaoay BHeapeHa ToJbKo ¢ cepearnHbl 2000-x
rogoB). TakuM o6pa3oM, IMarHOCTUKA y TTallMEHTOB 6e3
TeHETMYECKOTO UCCIIeNOBaHNsI OCHOBBIBAJIACH Ha COBO-
KYITHOCTH 2 TIPU3HAKOB U 00Jjiee, aCCOLIMMPOBAHHBIX C
5TUMM CUHIpPOMaMM. B IpoBeneHHOM MCClIeNOBaHUU
IMarHo3 «bone3Hp oH I'mnmnens—JInHaay» OCHOBBI-
BaJICSI HA COYETaHUU (heOXPOMOLIUTOMBI U aHTMIOMATO3a
CeTYaTKU U/WJIU FeMaHTMO0JIaCTOM LIEHTPaJIbHOI HEPB-
HOM CUCTEeMBbI, KApIIMHOMBI IIOYKU MJIM HOBOOOpa30Ba-
HUSI B TIOIKETYIOYHOM Xene3e. BrlsaBieHue a3puTpoIu-
TO3a, MOJUKUCTO3a MOIKETYI0YHOM XKeJIe3bl U ITOYeK C
YYETOM MX YaCTOI BCTPEUYaEMOCTH B OOIIEI TTOMYISIIIUA
HE SIBJISLIIOCh OCHOBAaHMEM JUIsl TMarHo3a. B nutepatype
MMEIOTCSI HEMHOTOUYMCJICHHbIE HaHHBIE O COYETAHUU
penkoro cuHapoMa bpyrana, xapakTepu3yoIerocs ya-
CTBIMU 3ITHU30JIaMU TOJUTOITHOM XeTyI0YKOBOW TaXu-
KapaIuyi ¥ CUHKOTAJIBHBIMU COCTOSTHUSIMM, C OO0JIE3HBIO
¢oH T'unmnens—JIungay. B cBSI3u ¢ 3TUM couyeTaHue
JIAHHOTO CHHIpOMa ¢ (DEOXPOMOLIMTOMOM, IO HalleMy
MHEHHIO, HEOCTATOYHO JIJISI TIOCTAHOBKU AMarHo3a 6e3
reHeThYeckoro mnoarBepxaeHusi. Heobxomumo naiib-
Helilllee U3ydyeHHe 3TOro Bolipoca. B 1enoM Hamudue
BBIIIEIIEPEUMCICHHBIX COITYTCTBYIOIINX 3a00JIeBaHUI ¥
MalyeHTa J0JDKHO OPUEHTHPOBaTh Bpaya Ha MCCIIENO-
BaHUS B OTHOILIIEHUM BBISIBJICHUS (heOXPOMOIIUTOMBI U
6ose3Hu ¢poH IN'unnenss—JAunnay.

¥ 33 (50%) manmeHToB 1-ii rpynnbl Hanuyue deo-
XPOMOIIMTOMBI 3alI0A03PEHO HAa OCHOBAHUM KJIMHMYE-
ckoit cumnroMatuku, y 20 (30%) — mociie BhISIBICHUS
MPIILXK, y 7 (11%) ucxonHo BbISIBJIEHA MHIIUACHTAIO-
Ma HaamnoyeyHuka u'y 6 (9%) dbeoxpomonuroma ObuIa
MMarHOCTMPOBaHA Ha OCHOBAaHWM W3BECTHOIO CEMeEli-
HOTO aHaMHe3a, KOTOpBIA TIpU IieJeHalpaBIeHHOM
orpoce 3adukcupoBaH y 29 (44%) naimeHTOB.

Y 49 (80%) mauueHToB 2-ii TPYIIIBI (heoXpOMOIIH-
TOMBI 3aI10I03PEHBI HA OCHOBAaHUM KJIMHUYECKOI CHUM-
nromMaTuku, y 9 (15%) nepBUYHO BBISIBJICHA MHIIUICH -
TajjoMa HaarmoyeyHuka, 'y 3 (5%) dpeoXpoMoIuTOMEI
MMarHOCTUPOBAaHbl HA OCHOBAaHWM M3BECTHOIO CEMeli-
HOro aHaMHe3a, KOTOPbIi MpHU TIIaTeJIbHOM OMpoce Ia-
LIMEHTOB IpociexuBaics y 18 (29%) naimeHToB.

Takum o0Opa3oM, IMAarHOCTHKa (HEOXPOMOLIMTOMBI
(kak mpyu MBOH 2-ro Tuna, Tak U npu 6ose3Hu (GHoH
Tunnens—JIuHaay) B OOJBIIMHCTBE Cy4aeB UHULIUM-
pyeTcs xajlobaMu MauueHToB. Y 60abHBIX ¢ MOH 2-r0
Thna 06ojiee paHHEW AMAarHOCTUKE (PEoXPOMOIIMTOMBI
cnocobcTByeT nepsuuHoe BhisiBaeHe MPII2K. Cpenu
MallMEHTOB C TE€HETUYECKU-IeTePMUHUPOBAHHBIMU
cuHIpoMaMu (heOXpPOMOLIMTOMA BBISIBJISLIACH TIPU TLIA-
HOBOM 00CJIeIOBAaHUM Ha OCHOBAaHUM M3BECTHOIO OTSI-
TOIIEHHOTO ceMeifHoro aHamHe3a b y 9 (7%). On-
HAaKo IpU lieJeHAIIPaBJICHHOM OIIPOCce O 3a00JIEBAHUSIX
POICTBEHHUKOB BO3MOXKHO 3aI10103PUTh (heOXpOMOIIH -
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ToMy y 47 (37%) naumenros. [IpencraBieHHbIC TaHHBIE
MOATBEPXKIAIOT HEOOXONUMOCTh O00C/Ieq0BaHUs POJI-
CTBEHHMKOB TMAlIUEHTOB C TeHETUYECKU-TETEPMUHUPO-
BaHHOM (heOXPOMOLIMTOMOIA.

B 3-ii rpynmne y 65% nanueHToB (heoXpOMOLIMTOMA
3aIo03peHa Ha OCHOBAaHUU KJIMHMYECKOW CUMIITOMA-
THKH; Yy 35% OCHOBaHMEM TS 00CIETOBaHUS MOCITYKI-
JIO BBISIBJICHVME MHIUIESHTAJIOMBI HaAIlOYeyHUKa, 4YTO B
11€JIOM MONTBEPKAAeT BLICOKYIO YACTOTY BBISIBIISIEMOCTH
WHUMIESHTAJIOMBI B HACTOSIIIIEE BPEMSI.

VY Bcex manMeHTOB BO3pacT MEPBUYHOIO OIEePaTUB-
HOTO JieyeHUsT (heOoXPOMOLIMTOMbI COOTBETCTBOBAJ BO3-
pacTy YCTaHOBJIEHHUSI IMarHo3a (HheoXpoOMOIIMTOMBI.
VY naiueHToB ¢ cuHapoMoM MOH 2-ro Tuna MenuaHa
BO3pacTa, MPU KOTOPOM BBIITOJTHEHO ITEPBUYHOE XUPYP-
TMYECKOe BMELIATEIbCTBO I10 MOBOAY (heOXPOMOILIUTO-
MBI, cocTaBiisia 25 netr (n=66; min/max 18—57 ner;
[21; 40]; SD 11,6 roma). Camoe paHHee OIlepaTUBHOE
BMeENIaTeIbCTBO 1O MTOBOAY (DEOXPOMOILIMTOMBI Y Tal-
€HTOB 3TOI TPYMIIbl BBIMIOJHEHO B Bo3pacte 18 JjerT.
VY nauueHToB ¢ 6osie3Hb10 GoH 'unmnens—JIuHnay Me-
JMaHa Bo3pacTa, Py KOTOPOM BBIMIOJIHEHO MEPBUYHOE
XUPYPTruYeckoe BMeIaTebCTBO 10 MOBOLY (heoXpoMo-
LIMTOMBI, cocTaBiisuia 18 et (n=61; min/max 7—57 net
[13; 29]; SD 11,63 roma). CaMoe paHHee OIepaTHBHOE
BMeENIaTeIbCTBO 1O MTOBOAY (DEOXPOMOILIMTOMBI Y Tall-
€HTOB 3TOI IPYIIbI BBIIIOJIHEHO B Bo3pacTe 7 JieT. ¥ mna-
LIMEHTOB CO CIIOpaaIuYecKon (peoXpoMOIIUTOMON MEIu -
aHa Bo3pacTa, MpPU KOTOPOM BBIMIOJHEHO IEPBUYHOE
XUPYPTruyeckoe BMeIaTebCTBO 10 MOBOIY (heoXpoMo-
LIMTOMBI, coctaBisiia 47 ner (n=40; min/max 30—68
net [39,5; 53]; SD 9,64 rona). CaMoe paHHee onepaTuB-
HO€ BMEIATEJIbCTBO MO IOBOAY (heOXPOMOLUTOMBI Y
MalyeHTOB B 3TOM TpyIlre BBIMOJHEHO B Bo3pacTe 30
JIeT.

M3BecTHO, 4TO B MOMYJISLIMU MAalMEHTOB 0€3 TreHe-
TUYECKOTO HCCIIeIOBaHUs CPeIHMI Bo3pacT MaHMbe-
crauuu peoxpomorutoMsl coctasisiet 40—50 aet [13].
ITo HamM AaHHBIM, T€HETUYECKU-IEeTEPMUHUPOBAH-
Hble (PEOXPOMOLIUTOMBI Yallle BCTpevyaloTcs B 60s1ee Mo-
JIOJIOM BO3pacTe, a Clopaaryeckue — B Bo3pacTte OoJiee
39 net. Ml cunTaem Bo3pacT MeHee 40 JieT moKazaHueM
JUJISI UCKJTIOUEHUSI TeHETUYECKOM TTPUUUHBI (heoXpoMOo-
uuToMbl. Tak, y nammeHToB ¢ MOH 2-ro Tuna deoxpo-
MOIIMTOMA BBISBJISIETCS 3HAYMMO paHbIlle, YeM Y Talu-
€HTOB  CO  CIopaguyeckoil  (heoXpoMOLIMTOMOM
(»>0,0000001). V nauureHToB ¢ 60e3HbI0 (poH T'urme-
ng—JIunpay peoxpoMoluToMa BhISIBJSETCS €lle paHb-
me (49% — B IeTCKOM BO3pacTe), YeM y IMallMEeHTOB ¢
MOBH 2-ro tuna (p=0,000004) 1 TeM GoJiee yeM y Talu-
€HTOB CO  CIopaguyeckoil  (heoXpoMOLIMTOMOM
(p>0,0000001). Bpicokast yacToTa BBISIBJICHUSI T€HETU-
YeCKOM MPUYMHBI 00e3Hu y aeteit (mo 40% [14]) mon-
YEepKUBaeT BaKHOCTb I'€HETUUYECKOTO MCCJIEeNOBaHUS B
NearaTpuyeckoi MpakTUKe Mpy 3TUX onyxoJjisix. 1o Ha-
1IeMy MHEHUIO, Y HocuTeneit mytauuu reHa RET exe-
TOIHBI CKPUHUHT (heOXPOMOLUTOMBI JAOJKEH MPOBO-
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IIUTHCS He To3IHee 18-JeTHero Bo3pacTa, a y marueH-
TOB ¢ Oone3Hbo (poH I'unnenss—J/IuHgay He Mo3mHee
7-JeTHero Bo3pacTa.

Haubosee yacTole kauHnuueckue cumnmomst 3a0071e-
BaHMsI (KJIacCMUecKasl TpMaaa) BKIIIOYAIOT MPHUCTYIIbI
TOJIOBHO 0011, TTOBBIIICHHOM ITOTIMBOCTU U yJaIlleH-
Horo cepaneonenus (40—80%). ['unepTeH3usl BbISIBIIS -
eTcst 6ojee yeM y 90% marmeHToB (JINOO BIIEPBbIC MUa-
THOCTMPOBaHHAs, JMOO YXYILIEHUE TSKECTH MME0-
Ieiics TMIepTeH3UU, Yallle BCEro MapoKCU3MaJlbHOIO
xapakTepa). Bce 3T KIIMHUYeCKKHe CUMITOMBI IIIMPOKO
pacIipocTpaHeHbl B OOl MOIMYJISIMNA U He SIBJISIOTCS
JIMArHOCTUYECKU 3HAYMMbIMU [15].

B Hamiem MccienoBaHuM apTepualibHasi TUIIEPTEH-
3UsI U IMTAHWYECKKME PACcCTPOMCTBA Yallle BBISIBISUIUCH Y
MauueHToB ¢ Oone3Hbio (o INunnensi—JIungay. [o-
JIOBHas 00JIb yallle HaOIroaaach y MalMeHToB ¢ 0oJie3-
Hblo poH ['vnmnens—JIuHaay U y MauMeHTOB CO cropa-
IYeCcKoi (heoXpoMOLIMTOMOM. [IJIsl MallueHTOB ¢ CUH-
npomoM MOH 2-ro Tuna 6oJiee xapaKTepHbl U301
TMIIOTEH3UM B OTCYTCTBHME KaKOM-TMOO KIMHUYECKOU
CHMITOMATHKU.

Paznuuust B KIIMHUYECKUX CUMIITOMaXxX CBSI3aHBI C
0COOEHHOCTSIMU TMaToreHesa 3abosneBaHuii. M3BecTHO,
YTO OMyXoJu Mpu cuHapome MBOH 2-ro Tuna BbIpaba-
TBHIBAIOT  (peHUI3TaHOJaMUH-N-MeTUNTpaHchepasy,
NpeoOpa3yoliy0 HOpaapeHaJIMH B alpeHalIH, a B OITy-
XoJIsIX pu 6ose3Hu ¢poH I'mnnena—JInHoay umeeT me-
CTO TUITOKCHSI M aKTUBALIMS aHTHoreHe3a. OImyXoJju Ipu
cuHagpome MOH 2-ro tuma cexkpeTupyioT B ()OHOBOM
pexXuMe MPEeUMYIIECTBEHHO aJpeHAINH; B MAapPOKCU3-
MaJIbHOM pPEeXXMME OTMEYaeTCsl CMeIlaHHas 3KCKPEeLMs
aJipeHajlMHa M HopaapeHaauHa. PeoxpomoruToma y
MauueHToB ¢ 6oJie3Hblo0 poH 'unnenss—J/Iungay umeeT
0oJjiee IOCTOSIHHBIN KaTeXOJaMUHOBBIM IMPOGUIb —
HopanpeHaauHoBEI [16]. IIpu cuaapome MOH 2-ro
THUIIA OITyXOJIM COAEPKaT MEHBIINIA 3aI1ac KaTeXxoJaMu-
HOB U ObICTpee MHAKTUBUPYIOT UX ITyTEM METHJIMPOBA-
HUSI, YeM OITyXoJu mpu O6one3Hu ¢oH I'mnmens—JIuH-
nay. DTo 00BCHSIET HU3KYIO KITMHUYECKYIO aKTUBHOCTD
omyxoJieii HeOOJIbIINX pa3MepoB. Pazimuus B cexpe-
LIMY HOpaJpeHaJMHA U alpeHaIMHA MPU 3TUX IBYX TH-
Mmax omyxojieil (BIMSIHME KaTeXOJaMUHOB Ha O- U
[-ampeHOpeenTOPhI) ONPEIEISIOT pa3Indsl B KIMHU-
yecKoM KapThHe cuHapomoB [16—18]. Bomee dacras
BCTPEYaEMOCTh apTepUaIbHON TUIIEPTEH3MU IpU 0O-
ne3nu ¢oH l'mnnens—JInHoay odycnoBieHa MOCTOSTH-
HBIM KaTeXOJIAMMHOBBIM (HOpaIpeHAaJIMHOBBIN) IMpO-
dunem. Ilpy mapokcu3MaabHOW CEKpeluy IPU CHH-
npome MOH 2-ro tuna mosbilieHHOe AJl He Bceraa
ycneBaloT (hMKCUPOBaTh U Yallle JMarHOCTUPYIOT TUIIO-
TeH3uto. ['oyioBHast GOJIb CONPOBOXKIAET MOBBILICHME
AJl, XxoTopoe yaillie BcTpeuyaercs: Bo 2-ii rpymre. Hop-
aJIpEHaJIMHOBBIA TUIT CEKPELUM, BO3MOXHO, TaKXe
WUrpaeT pojib B OoJiee YacTOM BCTPEYaeMOCTU AaHHOMU
CHMIITOMATHKH, TaK KaK HOpaIpeHaJIMH CHIUXAET Liepe-
OpajbHBI KPOBOTOK. IMIlepakTMBAallds CUMIIaTHYe-
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CKOI HEpBHOI CUCTEMBI M BBLIOPOC MMEHHO HOpaJapeHa-
JIMHA SIBJISIETCS MPUYMHONM MaHUYECKUX aTaK y MalMeH-
TOB C HOPaApEHAJMHOBLIM TUIIOM CEKPELMU OIyXOJIu
(6one3nb poH I'unnena—JIunnoay).

IIpu ananuze manueHTOB ¢ cuHaApoMoM MBOH 2-ro
ThINa 6e3 KIMHUYECKUX MPOSIBICHUN (HeoXpOMOIIUTO-
MbI OBLJIO OTMEYEHO, YTO pa3Mep OIyXOJI1 Y JaHHBIX Ia-
LIMEHTOB He mpeBbilai 2 cM. HaMu mpoBeneH aHanus
KOppesaUny MEXIY Pa3MepoOM OIIyXOJIM U 3CKpeLuein
METWIMPOBAHHBIX KaTexoJaMUHOB. [J1s maiueHToB U3
1-i4 rpynIIbl XapakTepeH MPeuMyIeCTBEHHO afpeHaln-
HOBBIM TUIT ceKpeluuu (MeTaHe(pPUHOBHIN); B 0O0Jb-
IMMHCTBe ciiydaeB (82, wim 18%) ypoBeHb MeTaHehpH-
Ha TpeBblllajl ypoBeHb HopMeTaHedpuHa (p<0,00001).
Y naiueHToB 3TOH I'pyMIIbl CPEAHUN YPOBEHb MeTaHeh-
pMHa MpeBbIIa] BEPXHIO TPaHUILy HOPMBI (CpemHsIs
M0 TPYIINe aMIUIMTYIa/KpaTHOCTb MPEBBIICHUST BEpX-
Heil rpaHMIIbI HOPMBI) B 6,6 pa3a (2285 MKT/cyT), a ypo-
BeHb HopMeTaHedpuHa — B 3,7 pa3a (1628 MKr/cyT).
I manydeHToB 2-# TPyMIIbl XapakKTepeH IMpeuMylle-
CTBEHHbII HOpaIpEeHAIMHOBBIN THUI CeKpelun (HopMe-
TaHe(puHOBHII). Bo Bcex ciayyasx ypoBeHb HOpMeTa-
HedpuHa MpeBbIllial YpOBEeHb MeTaHedbpUHa. Y maiu-
€HTOB 3TOI TPYIIbl CPEIHUN YpOBEeHb MeTaHebprHa
MpeBbIIIaT BEPXHIOK IpaHuIly HOpMbI B 1,04 pa3a (358
MKT/CyT), a HopMeTaHedpuHa — B 14,5 pa3a (6389 mxr/
cyT). JIJ1st malueHToB 3-i1 TpymIibl MpeodaanaHusl orpe-
JIEJICHHOIO BMIA CEKpelMM BBISIBIEHO He ObLIO (CMe-
1aHHbIi TUIT). [IpakTHYeCKu B paBHOM CTENEHM ONpee-
JISICS alpeHaIMHOBBIA M HOPaApEeHAIMHOBBIN TUIT Ce-
kpeumu (52 u 48% cootBeTcTBEeHHO, p>0,05). Y narmeH-
TOB 3TOI TPYIMIIbI CPEIHUI YPOBEHb MeTaHedpHHa TIpe-
BBILLIAJT BEPXHIOIO T'paHUIy HOpMBI B 8,3 paza (2877 Mkr/
cyT), a HopMeTaHedpuHa — B 9,3 paza (4100 MKr/cyT).

Takum obpazoM, ajist HeoXpOMOLIMTOMBI B paMKax
cuHapoma MOH 2-ro Tuma xapakTepeH IpeuMyllle-
CTBEHHO alp€HAJIMHOBBIN TUIT CEKPELIVH, IJIs1 TallueH-
TOB ¢ 6osie3HbIO (hoH ['unnenss—JInHgay — HopaapeHa-
JIMHOBBIN, a NJis MalMeHTOB CO CIIOpaauyeckoil ¢eo-
XpPOMOIIUTOMOI — CMeIIaHHBbIA TUIl cekpeuuu. [lpu
CpaBHEHUU Pa3HbIX IPYIIN OTMeYaach CleAyIolasi TeH-
JeHuus: 1 nauueHToB ¢ MOH 2-ro Thna xapakTepHo
HU3KOAMILIMTYIHOE MOBBIIIEHUE YPOBHSI HOpMeTaHedh-
prHa Ha (OHE CPEeTHEAMIUIMTYIHOTO TTOBBIIIEHUS 3KC-
Kpeunu MeTaHedbpuHa. s MalueHTOB ¢ 0O0JIE3HbIO
¢oH 'innens—JInHaay xapakTepHO BbICOKOAMIUIUTY/I-
HOE TOBBILIIEHUE YPOBHS HOpMeTaHedprHa PU HU3KO-
aMIUTMTYAHOM TOBBIIIEHUY 3KCKpelUu MeTaHedpuHa,
a JUIsl MalMEeHTOB CO Cropaauyeckoi (heoXpoMOLIMTO-
MO — BBICOKOAMIUIUTYAHOE IMOBBIIIEHUE SKCKPELNU
Kak MeTaHedprHa, TaK ¥ HopMeTaHedpuHa.

CekpeTopHasi 0COOEHHOCTb OIYXOJIM MOXET OIlpe-
JEeSITh IUarHOCTUYECKYIO KOHLIETILIUIO U TAKTUKY JajTb-
Heliiero obcnenoBaHMsl mNanuveHToB. Ilpu m30mMpo-
BaHHOU ceKpeldu HOpaJpeHaJIMHA MOXHO Ipearoa-
raThb Haiuyue 6osne3Hu ¢oH 'unmnens—JIunaay, a npu
MPEUMYILECTBEHHON CEKPELMU aJpeHalIMHa (BbICOKAs

23



KAMHNYECKASA SJHAOKPUHOAOT VA

BEPOSITHOCTb Hanuusi cuHapoma MBOH 2-ro tuna) He-
o0xomuMbl uccienoBaHue reHa RET u obciemnoBaHus
Ha nipeaMeT Hanuuuss MPILIK.

B 1-ii rpynme MenuaHa pa3Mepa OIyXoJIeBOIo y3Jia
cocraBwia 3 cMm (n=140 [2; 4,5] min/max 0,7—10; SD
1,71), Bo 2-ii rpynne — 3,3 cm (n=139 [2,29; 5] min/
max 1—8; SD 1,73), B 3-ii rpynne — 4,5 cm (n=40 [4;
5,5] min/max 2,5—12; SD 1,92). Paznuuus aTux mnoka-
3aTesnieil Mexny 1-i1 u 2-i rpynnoi (p=0,019), mexny
1-i1 u 3-i rpynmoi (p<0,0000001), 2-i u 3-i1 rpynmnoi
(p=0,00018) ObLIU CTATUCTUYECKU 3HAUUMBI.

TakuM ob6pa3oM, MaKCUMaJIbHBIA pa3Mep OIMyXOJu
BBISIBJICH Y MAIlMEHTOB CO CIIOPaAMYecKoil (heoXpoMo-
uToMoii. Bo3aMoxkHO, Oojiee paHHSISI IUarHOCTUKA (heo-
XPOMOIIUTOMBI Y MAIIMEHTOB C TeHETUYECCKM-IAETEPMU-
HUPOBAHHOM (PEOXPOMOIIMTOMOI €Ille Ha 3TaIle MajIbIX
pa3MepoB OMyX0JId 00yCIOBIEHA MMPUIICJIBHOM Kypallu-
eli MaIMeHTOB C U3BECTHBIM OTSATOIIEHHBIM CEMEMHBIM
aHamHe3oM U ¢ MPIIXK. B uenom mnpencraBieHHbIE
JTaHHBIE COTJIACYIOTCI C JAaHHBIMU APYTUX UCCIIEI0BATE -
JIeli: B OOIIeil MOIMyJIAIUY MallMeHTOB ¢ (heOXPOMOILIU-
TOMOI1 CpeIHMI pa3Mep OITyXOJIM COCTaBjIsIeT 3—5 cM
[19].

7151 manyeHToB ¢ MYJIbTUIEHTPUYECKUM BapuaH-
TOM TOPaXKEHHUS OLIEHUBAJICS pa3Mep OITyXOJIeBOM TKa-
HU (CyMMa AMaMeTPOB OIyX0JIeBhLIX Y3/10B). B 1-1 rpymn-
e 3TOT mokKaszareib coctaBuia 3,5 cm  (n=17 [2; 6,7]
min/max 1—18,5; SD 4,71), Bo 2-ii rpyrme — 6,75 cM
(n=18[4,5; 11,5] min/max 2—20; SD 4,65). B 3-i1 rpyn-
ne (n=40) MyJIbTULIEHTPUUECKOE TTOpakeHUe He BCTpe-
YyaJloCh U pa3Mep OITyXOJIeBOil TKaHM COOTBETCTBOBAJ
pa3Mmepy ormyxoJjeBoro y3ia (4,5 cm). CTaTUCTUYECKU
3HAYMMBbIC Pa3IMYMs MEXIy IpYIIaMy He BBISBICHBI.
OrnpenesieHre pa3Mepa OIyXOJeBOM TKaHU ITPOBEIEHO
IS TIOCTIEMYOILEro U3yYeHUsI KOPPEISIIUKM MEXITY 9KC-
Kpeluueil MEeTUIMPOBAHHBIX KaTeXOJaMUHOB U pa3Me-
poM onyxoJiu (oryxosieBasi TKaHb). PazHulia o Bpeme-
HM MEXIy UCCIeIOBaHUSIMU He TIpeBbIlaia 17 qHeid.

Mexny sKcKpelueid MeTUIMPOBAaHHBIX KaTeXoJja-
MMHOB M Pa3MEpPOM OIyXOJIEBOM TKaHW BO 2-ii M 3-i
IpyTIIax KOppessiluii BbIsIBIEHO He ObL10. B 1-ii rpymme
BBISIBJICHBI TTOJIOKUTEJIBHBIE KOPPEJSIIIUU MEXIy pa3-
MEpOM OIyX0JIeBOM TKaHU U 9KCKpelreil MeTaHehpruHa
(r=0,77;, p=0,0003) u  HopmeraHeppuHa (r=0,75;
p=0,0006). Takum obpazom, mipu MBOH 2-ro tuna yem
MEHBbIIIe pa3Mep OIYXOJIM, TEM MEHbIIIE SKCKPELIUS Me-
TUJIMPOBAHHBIX KaTtexosaMuHOB. OTclofa clienyer, 4To
y MaUMeHTOB ¢ cuHaApoMoM MBOH 2-ro tumna io0bblie mo-
BBIIIIEHHBIE ITOKA3aTeIM IKCKPELIMU KaTeX0JIaMUHOB (B
TOM YUCJIe U B IpeaeiaxX «Cepoii 30HbI») CAEMyeT pac-
LIEHUBaTh KaK MaHMdecTalrio G(eoXpoOMOLIMTOMBI,
MOATBEPXKIAIOIINE TECTHl HEO0s3aTEIbHBI.

Y 29 (44%) naumenToB ¢ MOH 2-ro tuma nepBUyHO
JMMarHOCTUPOBAHO JBYCTOPOHHEE MOpaXkeHue HaIro-
YeyHHKOB (cuHXpoHHOE). Y 20 (30%) manueHToB Mmocje
XUPYPrUYECKOTO JIeYeHUs (DEOXPOMOLIMTOMBI C OIXHOM
CTOPOHBI B JajIbHEMIIeM pa3BUBajach OIYyXOJb B JIpY-
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oM HaJMoYyeuyHUuKe (METaxpOHHOE MopaxeHue). Y mMa-
LIMEHTOB 1-i1 TPYIIIBI ABYCTOPOHHEE MOpaXKeHue Hal-
ITOYEYHMKOB BhIsIBIIEHO Y 49 (74%),a y 17 (26%) — Ha
MOMEHT MCCJIEIOBaHUS AUATrHOCTUPOBAHO OIHOCTO-
pOHHee NopaxkeHHe HaAIoYeYHUKa.

VY nauueHToB ¢ 60se3HbI0 hoH I'mnnens—JIunnay
JIBYyCTOPOHHEE MOPaKeHWE HAATOYEUHUKOB BBISIBJIEHO
B 90% cnyuaeB (46% cuHxpoHHOe U 44% — MeTaxpoH-
Hoe). Y 6 (10%) nanueHTOB 3TOi I'PYIIbI IMATHOCTH -
pOBaHO OAHOCTOpPOHHee mopaxkeHue. Y 104 (82%) na-
LIMEHTOB C TE€HEeTHYECKU-IeTePMMHUPOBAHHOM (eo-
XPOMOLIMTOMOM BBISBJIEHO IBYCTOPOHHEE MOPAXEHUE
Haanmo4YeyHUKoB. M3 Hux y 57 (45%) nepBUYHO TMarHO-
CTUPOBaHO IBYCTOPOHHEE nopaxenue, ay 47 (37%) mo-
cJie TIPOBEICHUS XUPYPTUIECKOTO JIeUeHUsT (heoXpOMO-
LIMTOMBI C OMHOM CTOPOHBI B TaJIbHEUIIIEM pa3BUBaIach
OIIyXOJIb B IPYTOM HaIAIlOYEYHUKE.

IIpu reHeTu4yecKU-o00OYCIOBIEHHBIX (opmax deo-
XPOMOIIUTOMBI KaK/1ast HeMpO3HIOKPHUHHAS KJIeTKa 00-
JlaJaeT MOTEHIIMAIOM JUISl pa3BUTHSI OITYXOJIU. DTO TUK-
TYeT HEOOXOOUMOCTh 00CJIeIOBaHUSI TTALIMEHTOB I1OCIe
MEPBUYHOM ONEpalU IO MOBOAY (eOXPOMOIIMTOMBI.
B xauecTBe pyTMHHOrO MCCJEIOBAHUSI PEKOMEHIYETCS
€XXeroaHoe oIpeieIeHIue SKCKPEeIMU METHJIMPOBAHHBIX
KaTeX0JIaMUHOB.

B 1-i1 rpynne HU y OOHOTO MalMeHTa He BhIsBIeHA
BHEHAAMOYEYHUKOBAS JIOKAIM3alKus (HeoXpOMOIIMTO-
MbI. Bo 2-i1 rpymnme BHeHaANMOYeYHUKOBAS JIOKAIM3a-
1Mst (heOXpPOMOLIMUTOMBI (TlaparaHrIMOMa) BBISIBJICHA Y
16,4% nauuenToB. I3 HUX y OMHOTO HaleHTa oGHapy-
JKEHa IaparaHmiMoMa rpyaHoi IoJIOCTH, Uy 9 — mapa-
TaHIJIMOMBI 3a0PIOIIMHHOTO IpocTpaHcTBa. TakuM 06-
pa3oMm, IS MaluMeHToB ¢ cuHapoMoM MOH 2-ro tuna
XapakTepHa HMCKJIIOYUTEIbHO HAANOYeYHUKOBAS JIOKa-
Jnu3anys GeoXpoMOLIMTOMEL. B CBSI3U ¢ 3TUM Tomm4e-
CKasl IMarHOCTUKa (DeOXPOMOLIMTOMBI IIPU CUHIPOME
MOBH 2-ro tumna (B oTIMYMe OT HOpaApEeHAJTUHOBOTO
TUIIA CEKPELIMU) MOXET ObIThb OrpaHMYeHa OpPIOIIHOMI
TIOJIOCTHIO, U ITpoBeeHue cuuHTurpaduu ¢ '3 I-MUBI
W IPYTMX BU3YaJIM3UPYIOIIUX METOIOB, UIS IOMCKA
BHEHAAMOYEYHNKOBOM (PEOXPOMOITMTOMBI HELIETIECOO0-
OpasHo.

CornacHo pexomeHmauusM BO3, 3moxkauyecTBeH-
HOCTb OITyXOJIM XpoMa(dUHHONM TKaHU OIpPeneseTCs
HaJIMYMeM METacTa30B, a He OOBIYHBIMU MOP(OJIOTHYE-
ckumu kputepusimu [20]. B 1-i1 u B 3-i1 rpynmax MeTa-
cTa3bl eOXPOMOIIMUTOMBI Y BCEX MALIMEHTOB OTCYTCTBO-
Baiu. Bo 2-i1 rpynimie y 4 (6,6%) naliieHTOB BBISIBJICHBI
MeTacTasbl (PeOXpPOMOILIMTOMBI B ITeYeHU (n=2), KOCTSX
yepena (n=1) u no3dBoHouHukKe (n=1). Takum obpaszom,
MOXHO OTMETUTh HU3KUI PUCK 37I0KaYeCTBEHHOM (heo-
XPOMOIIUTOMBI Yy TIALIMEHTOB B paMKax HacCJIEICTBEH-
HBIX CUHIPOMOB, IPUYEM Y IMAllMEHTOB C CUHIPOMOM
MOBH 2-ro tuma 310KayecTBeHHas: (eoXxpoMOoLUTOMA
He BcTpevaercs. [1o HallleMy MHEHUIO, 00C/IeoBaHuUE C
LIEJIbIO BBISIBJIEHUSI METACTa30B (heOXPOMOLIMTOMBI, KakK
Y BHEHAATIOYEYHUKOBOI JIOKAJIM3ALIUK OITyXOJIU Y Tia-
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LIMEHTOB ¢ cuHapomMoM MOH 2-ro Tuma, Heleneco-
o0pa3Ho.

IIpu rucTrosorMyeckoM HUcCCAeIOBaAaHUU OMYXOJu B
1-i1 rpyrme B 20% ciyyaeB BbIsiBIIeHa (heoXpoMobJia-
ctoma (n=13), B 80% — deoxpomonuroma. Bo 2-ii
rpymmne B 31% ciydaeB AMarHOCTUpOBaHa (heoXpoMO-
onactoma (n1=19), B 69% — deoxpomorroma. B 3-ii
rpymrmne dheoxpoMobiacToMa TMarHoCTUPOBaHa Y OJTHO-
ro mauydeHTa, YTO CTAaTUCTUYECKM 3HAYMMO OTJIMYAJIO
na”HHyo rpynmy ot 1-it (p=0,01) u 2-ii (p=0,0004)
TPYIIIL.

Heob6xonuMo oTMETUTh, 4TO Y 3 MallMeHTOB C MeTa-
cTazaMi (DEOXPOMOLIMTOMBI TIEPBUYHAsI OMYXOJb IpHU
TMCTOJIOTMYECKOM MCCIeI0BaHMM OblIa paclieHeHa Kak
JoOpoKayecTBeHHas (heOXpOMOIIMTOMA, a y 1 marmeHTa
MPY HAJIMYUU BepUOUIIMPOBAHHOIO METACTATUYECKOTO
npoiecca — Kak ¢eoxpomobdiacToma. DTo elle pas
IMOAYEPKHUBAET OTCYTCTBHE B HACTOSIIEe BPEMST YETKHUX
KPUTEPHEB 3JI0Ka4eCTBEHHOCTU (heOXPOMOIIMTOM.

OpraHocoxpaHsiolasi onepauusi mpu Geoxpomo-
LMTOMe (pe3eKrsl HaANOYeYHUKaA C OITyXOJbl0) BbI-
MojiHeHa B 1-i rpynme y 5 mauueHToB (3 IaiueHTa
MyTanueil B 634 KogoHe, 1 mauMeHT ¢ MyTauueit B 918
KOomoHe M 1 — ©0e3 reHeTUYeCKOro MCClIeI0BaHus).
Y Bcex BO3HMK PELMIMB OIYXOJIM Ha OINepUpPOBAHHOMN
CcTopoHe uepe3 7 JieT (min/max ot 1 roga go 25 net; SD
9,69 roga). OnHOl MalMeHTKe ObUIO ITPOBEIEHO 6 oIle-
pPaTUBHBIX BMEIIATEILCTB Ha OHOM M TOM XK€ HalIlo-
YeyHUKe; IPU TPOBEACHUM IIOCJIEAHET0 BO3HUKIM
Mepu- U ITOC/IeOIepalliOHHbIC OCJIOXHEHUsI, TTOBJICK-
e cMepTh NanueHTKH. OCHOBHAsI MPUYMHA OCIOX-
HEHUIl — BBIPaXXEHHBIN PYOLIOBLII TIpoliecC B 001aCTU
oneparuu.

Bo 2-ii rpynme 8 maiMeHTaM BBINIOJHEHA OpraHo-
COXpaHsIoIast onepaius. Y BcexX HaOIoaaics peluauB
OITYXOJIM C OIIEPMPOBAHHOI CTOPOHBI. MenunaHa BpeMe-
HU 10 BbISIBIeHUST peuuauBa — 13 jer (min/max oT
1 ropa no 27 net; SD 9,34 roga). I1sTh MaulMeHTOB ObLIU
MPOONEPUPOBAHBI TOBTOPHO 0O€3 OCIOXHEHU. Y 3 ma-
LIMEHTOB BO3HUKIIU MEPU- U MOCICONepallMOHHbBIE OC-
JIOXHEeHUs (abclecc, HIKHeI0JIeBask THEBMOHMST, KPO-
BoredyeHue). Takum obpasomM, y 13 (10%) mammeHTOB C
TeHeTMYECKU-ETePMMHUPOBAHHOM  (heOXPOMOILIMTO-
MOIi BBIIIOJIHEHA OPraHOCOXpaHsIoIIasl orepalms, Imo-
cJie KOTOPOii Y BCEX IMallMEHTOB BO3HUK PELIMINB OITy-
XOJIM C OIepUPOBAHHOM CTOPOHHBI Yepe3 ~10 jeT (min/
max oT 1 roga no 27 jet; SD 9,16 rona). Y 4 manueHToB
(Gontee '/, Bcex MaUMEHTOB ¢ PELIMIMBOM) BO3HUKAIN
MepU- U MOCJIeonepallMOHHbIE OCIOXKHeHUs. OCHOBHAsI
MPUYMHA OCJIOXHEHUII — BBIPaXXEHHBII PyOIIOBO-CIIa-
€YHBI IMPOolIeCC B 00JIaCTH OIepalliH.

151 BBISICHEHYSI IPUYKMH BBICOKOI YaCTOTBI Pell-
JIIVMBOB ObLI M3y4YeH XapakKTep MopaxeHus B Mpeaesiax
OJHOro HanmodeuyHuka. B 1-ii rpynmne MyabTUdOKaATIb-
HOe MopaKeHue BLISIBIICHO Y 41 (62%) manenTa, Bo 2-i
rpyrme — y 32 (53%). MynbtudoKalbHOe TTopaxkeH1e
MPU TeHETUYECKU-IeTePMUHUPOBAHHBIX (PEOXpPOMOITH-

MPOBAEMbI SHAOKPUMIHOAOIMM, 3, 2013

TOoMax oTMe4eHo B 58% ciydaeB. CTaTUCTUYECKU 3HA-
YMMbI€ pa3anuus Mexny 1-ii u 2-i rpynmnoi mo faHHO-
My MpPU3HAKy OTCYTCTBOBaju. B rpymme nmainueHTOB co
cropaanyeckoir (HeoXpoMOIIMTOMOM MaHHBIX 3a TMep-
BUYHOE MHOXECTBEHHOE MopaxeHue He Obuto. Takum
obpa3oM, JJIs1 HacJAeACTBEHHON (popMbl (heoXpoMOLIU-
TOMBI XapaKTepHO MYJbTUIIEHTPUUYECKOE IMOpakeHUE,
npearosarampliee IporpeccupoBaHre MepBUIYHO-MHO-
JK€CTBEHHOIro IIpoliecca M3 OCTaTKa MO3TOBOIO CJOS
HaJAMoYyeyHUKa MOoCcjie OPraHOCOXPAHSIOIINX OTNlepalluii.
B cBs31 ¢ 9TUM BCeM MallMeHTaM C FeHETUYECKU-AeTep-
MUWHUPOBAHHOK (HEeOXpOMOIIUTOMON pPEKOMEHIyeTCs
pagvKaJbHBIN 00beM OMEepPaTUBHOTIO JIEYEHUST — aJpe-
HaJI9KTOMUS C OIYXOJIbIO.

BbiBOABI

1. 'eHeTMYeCKM-AeTEPMUHUPOBAHHBIE (PEOXPOMO-
LIUTOMBI OTJINYAIOTCS JTAOOPATOPHBIMU M TOMUIECKUMU
0COOEHHOCTSIMU, TPeOYIOIIUMU AU GEepEeHLIUPOBAHHO-
o TTOAX0a K AMAarHOCTUKE U JICUCHUIO.

2. Ilpu reHeTHMYECKU-IEeTCPMUHUPOBAHHOM (eo-
XpOMOIIUTOME OTMEUeHA paHHSISI MaHUMECTAILINS OITy-
xomu (mo 40 neT).

3. O (heoXpOMOLMTOMBI B paMKax CHHIpOMaA
MOH 2-tro THMma XapakTepeH IIpenMYIIeCTBEHHBIN
aIpeHaTMHOBBIN TUII CEKPeLINU, a TSI (heOXPOMOLIMTO-
MbI ipu 6oJsie3Hu poH Tunnens—JInHgay — Hopanpe-
HAJIMHOBBIN.

4.V manueHToB ¢ cuHapoMoM MOH 2-ro Tumna BbI-
SIBJIEHA MOJIOXKUTEIbHAs KOPPEJISILIUS MEXIy pa3MepoM
OITyXOJIX M DKCKPEIIMUA METUIMPOBAHHBIX KaTeX0JIaMU-
HOB. JIOXHOOTpHIIATEIbHEIE pPE3yabTaThl J1ad0paTOp-
HOIl OUAarHOCTUKHM (PeOXPOMOIIUTOMBI IIPU CHUHIPOME
MOBH 2-ro Tuta MoryT ObITh O0YCIOBIIEHBI HU3KOU aK-
THUBHOCTBIO OITyXOJIeH MaJIbIX Pa3MepPOB.

5. ¥V naumenToB ¢ cunapomoM MOH 2-ro tima u 60-
Jie3Hbto (poH ['unmnensi—JInHaay 1ByCTOPOHHEE MopaKe-
HUE HAANOYEYHUKOB OTMEYEHO B 82% HaOII0IeHUIA
(CMHXpPOHHOE WX METaXpOHHOE), IIpUYEeM IS TTallieH-
TOB ¢ cuHApoMoM MOH 2-To THIa 3710KauyecTBEHHOE U
BHEHAAIIOYCYHUKOBOE ITOpaXXeHNe HeXapaKTePHO.

6.Y 58% marmeHToB ¢ cuHapomMoM MOH 2-ro tuma
u 0ose3Hblo poH ['unnens—JInHaay BhISIBIEH MyJIbTH-
HEHTPUICCKUI XapaKTep OIYXOJIM B IpeleiaxX HaImo-
YeYHUKA, YTO SIBUJIOCH mpuunHOil 100% MeCTHBIX pe-
LIUINBOB ITOCJIE OPraHOCOXPAHSIOINIEH OIepaIii.

Cmamos vinoanena npu noddepiucke DIIIT Hayunoie
U HayuHO-nedazoeuteckue Kaopsl UHHOBAUUOHHOU Poccuu
Ha 2009—2013 ee. (meponpusmue 1.2.1 — I ouepeds),
mema ITHUP: «Onmumuszayus memooog OuaeHOCMUKu u
AeHeHUs HelipodHOOKPUHHBIX ONyXoaeiDs.
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