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SHAOKPUHONOINA

Knunnueckuin cnyuyaii / Clinical case

CuHapom 3onnmHrepa—3/IJ/IMCOHA B paMKax
CUHOPOMA MHOXECTBEHHbIX HeonJia3nun
1 TMNna: onncaHune KJIMHN4YeCcKoro cny4yas

AxmepoBa A.A., Pacynos M.A., YwaHoBa @.0.

®rAQY BO «Poccuiicknii HaLMOHaNbHbIN UCCNEeA0BaTENbCKU MEAMLIMHCKII yHUBEpPCUTET nmenn H. W. NMuporosa» MuHsapasa Poccuu,
r. Mocksa

CVIHOPOM MHOXECTBEHHbIX 3HAOKPUHHBIX Heorasuin 1 Tuna (MOH-1, cuHapom Bepmepa) npeacraensieT co6oi ayTOCOMHO-A0MUHAHTHBI
HacNenCTBEHHbIN CUHOPOM, XxapakTepuayowmiics mytaumsamm B reHe MENT1. MposisneHre cnHapomMa CBS3aHOo C rmnepniasmen n onyxo-
neBon TpaHchopMaL e HECKONbKUX 9HO0KPUHHbIX Xene3: onyxonasMmn napamToBUAHbIX Xenes, runodunsa, NoaxenyaodHon xenesabl,
Hazno4e4yHVKoB. B pamkax M3OH-1 MoXeT pa3BrBaTbCs CUHAPOM 30JIMHrePa—INNNCOHA — KIIMHUYECKNIA CUHAPOM, 0OYCIIOBNIEHHbIV M-
nepracTpuHeMunen, MICTOHHNMKOM KOTOPOW BbICTYNAIOT FACTPUH-NPOAYLMPYIOLLIME OMYXONnN NOOXENyA0HHOM Xenesbl 1 ApYrnx NoKannsaummn,
BCJIELICTBUE YEro NPOUCXOONT MNEPCEKPELMS CONAHOM KUCNOTbI. TO NPUBOAUT K BO3HUKHOBEHMIO MENTUYECKNX I3B ABEHAALATUMNEPCTHOM
KULLKW 1 XXenyaka, pedpakTepHbIX K TEYEHMIO N OCIIOXHSIIOLLMXCS KDOBOTEYEHUSIMU U CTEHO3aMK. B cTatbe onmcaH KIIMHUYECKUI cny4yan
MOJI0O0r0 nauMeHTa C KNacCu4yeckor TprMaaom KOMMOHEHTOB cuHapoMa M3H-1, BKOYas MHOXECTBEHHbIMY FACTPUHOMBI C HaCTbIMU
peunanBamMm Si3BeHHON 60Ne3HN Xenyaka 1 ABEeHaALATUNEPCTHOM KULLIKN.

KnioyeBbie cnoBa: MHOXECTBEHHbIE 3HOOKPUHHbIE HEONNAa3un 1 Tuna, CMHAPOM 30/MHIrePa—3NIMCOoHa, raCTPUHOMA,
runepnaparnmpeos, NponakTMHOMa, CUHAPOM MHOXECTBEHHbIX HAOKPUHHBIX HEOMNNAa3ni.
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Ma MHOXECTBEHHbIX Heonna3ui 1 Tmna: onncaHne knmHmnyeckoro cnyyas. FOCUS SnpokpuHonorua. 2024; 5(3): 84-91.
doi: 10.62751/2713-0177-2024-5-3-11

Zollinger—Ellison syndrome within the framework of multiple
neoplasia syndrome type 1: Description of the clinical case

Akhmedova A.A., Rasulov M.A., Ushanova F.O.

Pirogov Russian National Research Medical University, Moscow, Russia

Multiple endocrine neoplasia syndrome type 1 (MEN-1, Vermeer syndrome) is an autosomal dominant hereditary syndrome characterized
by mutations in the MEN1 gene. The manifestation of the syndrome is associated with hyperplasia and tumor transformation of several
endocrine glands: tumors of the parathyroid glands, pituitary gland, pancreas, adrenal glands. Within the framework of MEN-1, Zollinger—
Ellison syndrome may develop — a clinical syndrome caused by hypergastrinemia, the source of which is gastrin-producing tumors of the
pancreas and other localizations, resulting in hypersecretion of hydrochloric acid. This leads to the appearance of peptic ulcers of the
duodenum and stomach, refractory to treatment and complicated by bleeding and stenosis. The article describes a clinical case of a young
patient with the classic triad of components of MEN-1 syndrome, including multiple gastrinomas with frequent recurrences of gastric ulcer
and duodenal ulcer.
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BeBepneHune

CHHIPOM MHOXECTBEHHBIX 9HIOKPHUHHBIX HEOTIa3nii
(MBH) — renetnyecku 1eTepPMUHUPOBAHHOE 3a00IeBaHUE
C ayTOCOMHO-TOMMUHAHTHBIM TUIIOM HACJIeMOBaHUS, KO-
TOPOE MPOSIBIISIETCS T0OPOKAUYEeCTBEHHBIMU MJIU 3JI0Kave-
CTBEHHBIMU OITyXOJISIMU JABYX 1 00Jice SHIOKPUHHBIX XKeJie3
[1]. B 3aBUcMMOCTM OT reHETUUYECKOI OCHOBBI 3a00JIeBa-
HUS ¥ COYETaHUS TTOpaXkeHWi1 BHYTPEHHMX OPTraHOB pa3-
JINYAIOT HECKOJIBLKO BapuaHTOB cuHapoMoB MOH (puc.).

CUHIPOM MHOXECTBEHHbIX 9HAOKPHUHHBIX HEOTUIa31ii
1 Tuma (MOH-1, cunapom Bepmepa) — cemeliHO-aAeTepMU-
HUpOBaHHOE 3a00JieBaHue (C YaCTOTOM HACJIeICTBEHHOM
riepenaun 50%), Mpy KOTOPOM MMEETCST TeHETUUECKMUIA Jie-
(exT, IPUBOISAIINIT K CHHXPOHHOMY WJIU TIOCJICIOBATEIb-
HOMY Pa3BUTUIO SHAOKPUHHO-KJIETOYHbBIX TUIIEPIIACTH-
YECKHUX MTPOLIECCOB U OIYXOJIeli OKOJIOLIMTOBUIHBIX XKee3,
MOJIKEJIyIOUYHOM XKeJe3bl M MepeaHeil noau runodusa,
pexe — TUMyca, JIETKUX, HAIMOYeYHUKOB. MyTaius npo-
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M3H-2A

M3H-1

M3H-4

Onyxonu
HeBpuHOMBI HaANOYE4YHNKOB,
CNN3NUCTBIX, opraHoB
MapdaHononobHas pPenpoayKTUBHOWA
BHELLIHOCTb CUCTEMbI 1 Ap.
. 4 . J

PucyHoK. OCHOBHbIE KOMMOHEHTbI Pa3vyHbIX TUMOB CUHAPOMA MHOXECTBEHHbIX HAOKPUHHBIX Heoriaaui (M3AH)

HMCXOIMT B FeHe-CYIIPeccope OMyXoJieil, pacIoiararolneM-
cs Ha [IUTMHHOM T1jIeue XpoMocoMEI 11q13 u oTBevaromiem
3a cuHTe3 O0eka MeHuHa [ 1]. BriepBbie 3TOT cCMHAPOM ObLI
ormmcaH B 1953 1. aBcTpuiickuM BpadoM Ilomom Bepme-
POM, B YeCTh KOTOPOTO OH M ObUT Ha3BaH. B 1997 r. 6bu1
cexkBeHUpoBaH reH MEN1, 4yTo 3HauUUTEAbHO 00JIETYNIIO
TOYHYIO JUATHOCTUKY U MTPOTHO3MPOBaHUE CUHApOMA [2]
OnucaHbl criopaguueckast U ceMeitHasg opMbl CUHAPOMa
MBH-1. Cnopanuueckyto ¢opMy IUaTHOCTUPYIOT TIPU
TMOPaXEeHUU Y YeJIOBEKa XOTS ObI IByX OPTaHOB-MMUIIICHEI,
CEeMEIHYI0 — MpPU MOPakeHUUW OIHOTO U3 OPraHOB-MM-
lIeHel U Haauuuu cuHapomMa MBOH-1 y poacTrBeHHUKA
IepBOIi JIMHUU POACTBA.

MyTtanus B obnactu reHa Ha 11ql3 npu cunapome
MOBH-1 npuBoAUT K HEPETYIUPYEMOIi Tposudepanuu
HEWPOIHIOKPUHHBIX KJIETOK C TTIOPAaXXEHWEM 00513aTeIbHOM
TpMAaIbl OPraHOB: B 3TOM cJlydyae HaOII0Aal0TCs TUTIepP-
TJ1a3Ks M/ WU aJleHOMBI HECKOJIbKMX OKOJIOIIUTOBUIHBIX
Kelle3, MaHKpeaTUYeCKre SHIOKPUHHBIE OITyXOJIU (TacTpy-
HOMa, MHCYJIMHOMA, OITyXoJib 13 PP-kjeTok, riaokarono-
Ma, OIIyXOJIb U3 KJIETOK, BbIpaOaThIBAIOLIMX BA30OMHTECTU-
HaJIbHBIN TICTITHI, COMAaTOCTaTHHOMA, HE(PYHKIIMOHUPY-
[OIIIME OTYXOJIM) M OITyXOJIu rurnodusa (ImpojakTuHOMA,
COMaTOTPOIIMHOMA, TOPMOHAJIbHO-HEAKTUBHASI OITyXO0JIb,
KOpPTUKOTponuHoMa U ap.) [1].

ITomuMO ortyxosieii 9HTOKPUHHOM CUCTEMBI, IIPY CHH -
npoMe MOH-1 BO3MOXHO pa3BUTHE HEDHJIOKPUHHBIX
omyxojeii. K HUM OTHOCSATCS KapIIMHOWIHBIC OITyXOJIU
(OpoHXMaTbHBIE, TAMUYECKUE, OTTYXOJIN KEIyT0UYHO-KH-
IIEYHOTO TpaKTa), aHrMOMUOPOMBI JIIIa, KOJUIareHOMa
CTBOJIA, JTUIIOMbI, MEHUHTMOMBI, TIHIeBon bappetra,
JIEOMMOMBI ¥ 3IIEHAMMOMBI 1 ap. HecMoTpst Ha To 4TO
OITyXOJIX B OOJILIIMHCTBE CJIydyaeB HOCIT JOOPOKAYeCTBEH-
HBIN XapaKTep, OHU UMEIOT CKJIOHHOCTh K MaJIMTHMU3A-

nun. MI3BecTHO, 4TO 0KOJIO 25% malyeHTOB ¢ CUHAPO-
mMmoM MBDH-1 norudaror BCieACTBUE 3JI0KAYECTBEHHOTO
TepepOoXKICHUS TaCTPUMHOMBI WJIW KapLUMHOWIA TIepeIHEIH
KUIIKA [3].

Hwxe npencraBieHO KIMHUYECKOE HAOIIOAEHUST MO-
JIOJOro nauueHTa ¢ cuHapomoM MOH-1 u arpeccuBHbBIM
PELMIMBUPYIOIIMM T€YCHUEM SI3BEHHOM 00JIE3HU XKeTyIKa
U IBEHAIUATUIIEPCTHOM KUILKY B paMKax CUHApoMa 30JI-
nuHrepa—3nnucona (C39) Ha hoHe HEMPOIHITOKPUHHBIX
omryxoJsieit (HDO) xBocTa 1 ToJIOBKU TTOKETYIOUHOM XKe -
JIe3bI M 3KeNynKa (C TUIepIpoayKIell TacTprUHA).

OnucaHue KJIMHNYeCcKoro ciay4as

IMauuent K., 24 rona, B mapte 2024 r. MOCTYINI B XU-
pypruyeckoe otaenenue I'Kb nm. B.I1. [lemuxoBa c xa-
JlobaM1 Ha HEBO3MOXHOCTH TJIOTAHUS TBEPAOUN THIIN
U BOABI, PBOTY IOCJI€ MPUEMOB MUILIM, OOILIYIO CJ1abOCTh,
a TaK>Ke 3MU30/bl CYyI0POT.

Cunopom 3oaaunzepa—Iaaucona

W3 aHamMHe3a U3BECTHO, YTO MALMEHT JJIUTEIbHO Ha-
0JTI0/1a€TCSI TIO TIOBOJTY PEITUIMBUPYIOIIETO TEUSHUST SI3BEH-
HOI1 00JIE3HU XeynKa W IBeHAAIaTUTIEPCTHOM KUIITKH,
13-3a KOTOPOI HEOTHOKPATHO FOCIIMTAIU3UPOBAICS (Me-
JUIIMHCKAsT TOKYMEHTAIMs MIpeACTaBIeHa He B ITIOJTHOM
oobeMe). Habmonaauch HEOMHOKPATHBIE AMTU30/IbI IMUIIE-
BOIHO-XEJIyJOYHOIO KPOBOTEYEHMSI, B CBSI3U C YEM Iallv-
€HTY MPOBOIMJIUCH KOATYJISIIIAN, TEPATTUsI THTUOUTOpaMK
nporonHoit mommnel (MIIIT). Ha aTtom cdbone pa3Buiiach
XpOHUYECKasi aHEMMSI, B TOM YHUCJIe TSKEJIOM CTereH!,
BBINTOJIHSIJIUCH TeMOTpaHCcy3un (00beM He YKazaH), OJl-
HAaKO IOCTOSIHHAS TepaIusl IIperapaTaMu xejie3a He TIpo-
Boamnack. B ceHtsa6pe 2023 r. manMeHT B ouepeHOl pa3
Ob11 rocniutaniu3upoBaH B LIPB o nunuu ckopoit menu-
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uHckoi momouu (CMIT) ¢ xkanobamu Ha pBOTY ¢ KpoO-
BBIO, YEPHBIN CTYJI, HApaCTAIONIyI0 CIabOoCTh U MOTEPIO
coszHanus. [Ipu ¢ubporacrpoayonerHockomnuu (OIC)
ObLTa BBISIBJIEHA sI3Ba JIYKOBUIIBI IBEHAAIIATUTIEPCTHOMN
KUKy 2,5 X 1,5 ¢cM ¢ KpoBoTeUeHNEM, 3]I0KAa4YeCTBEHHOE
HOBOOOpa3oBaHue (?) xkeayaKa ¢ Iepexoa0oM Ha MUILEBO/I.
[To maHHBIM TTATOTUCTOIOTUIECKOTO MCCIICIOBAHMS OT HO-
a6ps1 2023 r. ycTraHOBIIeHAa BEICOKOIUMdepeHLIMpOBaHHAs
HB0 (NET) xenynka, G2 (Ki-67 10%), Ha ¢poHe xpo-
HUYECKOTO aTpo(UIECKOro BHICOKOAKTUBHOIO TaCTpUTA
C 0YaroBoOil rumnepIuiazueil HeMpoIHIOKPUHHBIX KIETOK.
[TammeHT OBIT KOHCYTFTUPOBAH 3aBEAYIOIINM OTICICHUEM
xumuoTepanueii. B csi3u ¢ mogo3penuem Ha HOO xeny-
nouHo-kuieyHoro TpakTa (ZKKT) eMy Obutu peKoMeHA0-
BaHBI MCCIICIOBAHNSI YPOBHS XpOMOTpaHWHA A, TIO3UTPOH-
HO-3MHUCCUOHHAsl ToMOorpadusi, COBMEIIEHHAs! C PEHT-
TeHOBCKOM KOMITbIoTepHO# ToMorpacdueit (I1DT-KT),
¢ Ga-DOTA-TATE, HazHaueHbl UHbEKLIMU OKPEOTHUAA
50 MKT 2 pa3a B CTYKM MTOAKOXHO, PeKOMEHIOBAaH MPUeM
a3oMemnpa3soja 40 mr (1 TabaeTka) 1 pa3 B CyTKM B TeUeHHUE
14 nHeid.

B nexa6pe 2023 r. npu noBropHoit ®I'JIC oTMeua-
Jlach BbIpaxk€HHasl MoJIOXXUTeIbHas AMHAMUKA, 9PO3UU
IBEHAIATATICPCTHOM KUIIKU U XeJIyaKa 0ojee He oIpe-
JeJISINCh, ABEHAAaTUIIEPCTHAS KUIIIKa Oblia CBOOOIHO
MpOXOoAMMa JIJIsI CTAaHAAPTHOTO racTpockora (paHee oc-
MOTP MIPOBOIMJICS TOJBKO TOHKMM). Ha peHTreHocKomuu
MUIIeBOJA 1 XKeJTyIKa HaOJIoaoCh IUPKYJISIPHOE CYyXe-
HIUE CTEHOTUYECKOTO XapaKTepa TUCTATbHBIX CETMEHTOB
nuiieBona. [lanMeHTy NpeBeHTUBHO Obljla BBIMOJHEHA
OaJTOHHAs OUjaTalusl IBEHAIIATUIIEPCTHON KUIIKU
(6anoH 12 MmMm).

Pesynbratel uccinegosanuii ot 05.01.2024 cyrou-
HOM MOYM: YyPOBEHb BAHMJIMJIMHUHIAICBON KHUCIIO-
Tel — 5,9 Mr/cyr. (1,4—6,5), roMOBaHUJIMHOBASI KKC-
nora — 4,0 mr/cyT. (1,4-8,8), S-TUAPOKCUUHIOIYKCYC-
Hag kuciaora — 4,9 mr/cyt. (2,0—7,0). AHanu3 KpoBu
ot 09.01.2024: xpomorpannH A — 6osee 900 mxr/m (<100),
ractpuH — 2318 MxEJl/mMn (pedepeHCHBII MHTepBal
He yKa3aH).

B deBpane 2024 r. manueHT HaXOAUJICS Ha CTAllMO-
HapHoM JeyeHun B ®T'BY «<HMMUL sHmokprHOIOrMK»
Mun3snpasa Poccnu o moBomy rumiepIiapatupeo3sa (aHa-
MHE3 TuIeprapaTupeosa OyaeT onucaH HUXeE), B paM-
KaX KOTOPOTO €T0 COCTOSTHME OTSTOIIAI0Ch YaCThIMU
peUMANBAMHU ITUIIEBOIHO-XEIYIOUYHBIX KPOBOTCUCHUIA.
Ha 2-e cyTku rocnuranusainuu y 00JbHOTO ObLIY BbISIB-
JICHBI 3PO3UBHEIN 330¢arut ctaguu D 1o Jloc-AHmxke-
JIecCKoil kiaaccudukaluum 330(paruToB, KpoOBOTeUeHUE
n3 3pos3uit mumesonga (Dopect 1B), snuTenunairbHEBIC
obpa3oBaHMs B 00JJaCTU Kapamo33odareajsbHOro rnepe-
Xoja. BbUI BBITTOJTHEH TeMOoCTa3 yTeM MHBEKIIMU pac-
TBOpa aIpeHaJnHa U KOATYJISIUHN C ITOJTOXKUTEIbHBIM
appexTom. IIpoBoaunack mapeHTepalibHas Tepanus
NIIII ¢ nosoxXuTebHOM TMHAMUKON (Ha KOHTPOJIBHOM
®dI'IC — cragus pyouesanus). I[To pe3yabraraM mMajib-
TUCTIMPaATbHON KoMMbloTepHOU Tomorpacduu (MCKT)

OPIOLIHON MOJIOCTU € 3a0PIOIIUMHHBIM MPOCTPAHCTBOM
C KOHTPACTHBIM YCHJICHUEM BU3YaTN3UPOBAHO HECKOJIBKO
00pa30BaHUii XBOCTa U TOJOBKM MOIKETYIOUHOM XKee-
3pl 00 16 X 13 X 12 mM. B aHanu3ax KpoBu ypOBEHb ra-
ctpuHa coctaBu 859,0 nir/ma (13,0 —115,0). IMamueHT
KOHCYJITUPOBAH OHKOJIOTOM, Ha OCHOBAaHUM TTOJTYYeH-
HBIX paHee KIMHUKO-Ta00paTOPHBIX TaHHBIX COCTOSIHUE
ObLIO paclieHeHO KaK CUHAPOM 30JIJTMHIepa — DJUTMCOHA
Ha (P)OHE MHOXKECTBEHHBIX HEHIPOIHIOKPUHHBIX OITyX0-
JIEN TIOIXKEYAOYHOM XKeJIE3bl U KEAyIKa ¢ TUIIEPCEKpPe-
e ractpuHa. B ¢Bs3u ¢ 3TUM GOJILHOMY OBLT Ha3Ha-
YeH OKTPEOTU] IJIUTEIBbHOTO AeiicTBUs 20 MTI MOIKOX-
Hol pa3 B 28 nHeil (BbIMOJHEHA OMHOKPATHASI UHBEKLIUS
02.02.2024).

B tor xxe nepuon Bpemenu (16.02.2024) B HMUII oH-
kojoruu um. H.H. Broxuna nposenena I[IBT-KT Bcero
tena ¢ 68Ga-DOTA-TATE, o maHHBIM KOTOPO# OOHa-
PYXKE€HO HaJM4ue OIyXOJIeBOI TKaHU C BBICOKOI aKTUB-
HOCTBIO paguodapMITperiapaTa B OIKeTyI0YHOM XKeese,
B naparactpajabHoM JuMmdoyaie. Takke Obljia peKOMEeHI0-
BaHa KOHCEPBAaTUBHAsI TePaIs OKTPEOTUIOM IIPOJIOHTH -
poBaHHoro aeiictBus 30 mr 1 pa3 B 28 aHel, MyJIbTUCIIN-
panbHas KommnbloTepHas Tomorpadus (MCKT) OpromiHoii
noJsiocT 1 pa3 B 3 Mec., B IulaHe — KOHCYJIbTaLWsl XUPYP-
ra JJisl pelieHusT BOIpoca 0 OUOTICUU TOIKETyTOUHOM
JKEJIe3bl.

B nanpHeiinieM B CBSI3M CO CTEHO30M IMMILEBOIA
Ha (hoHE PYOILIOBBIX CTPUKTYP MALIMEHTY BBIIOJTHSIJINACH
HEOJHOKpaTHbIe Oa/IOHHbIE auiaatauuu. Tak, B MapTe
2024 r. oH 6611 rocniutanu3upoBaH B Kb um. B.I1. le-
MMXOBA C 3Kaja00aM1 Ha HEBO3MOXHOCTD IJIIOTAHUS TUIIN
n Boasl. [To marubiM PI'JIC BHISIBIIEHO, UTO TIPOCBET ITH-
meBoaa n1ehopMUPOBaH, MIUPKYISIPHO CYKEH 0 5 MM,
MPOBECTH armapar 3a 00J1acThb Cy>KeHUs He yaanoch. Ciau-
31CTast B 00JIACTU CY:KECHUS 3PO3WpoOBaHa, pyOIIOBO M3-
MeHeHa (3aKJIloueHre: 3pO3UBHBIN peIIoKc-330(arur,
pyouoBas nedopmauus U cyxkeHue nuiieBoaa). Croena-
HO 3HIOCKOIMMYECKOe OY:KMPOBAHUE CTPUKTYP aHACTO-
MO30B: BBIIOJHEHA AUJIaTallus CTPUKTYpPhI MUIIEBOAA,
MOCJIe YeTO OPOHXOCKOIIOM YAAJIOCh MPOUTH 3a 00J1aCTh
cyxenus. ITosxe, 05.04.2024, no ganaeiM PIJIC 006-
HapyXeHa CTPUKTypa 8 MM CpeaHell TpeTu MHIeBo1a
Ha (poHe pyOILIeBaHUS SI3B MUIIEBOIA, TIPOBeACHA OATIOH-
Has qujiaTanus CTpUKTYpbl 1o 13 M. 26.04.2024 B 'BY3
I'Kb uMm. FOanHa BBITTOJTHEHO CTEHTUPOBaHME TTUIIEBO-
na. Yepes mecsill, co CJIOB MalMeHTa, P KOHTPOJIbHOM
00CIeIoBaHNHY Y HEro ObLUIa BRISIBIICHA MUTPAIIUs CTCHTA
B xenynok. C 17.06.2024 no 20.06.2024 60JbHOM HAaX0-
nuicsa Kk 'bBY3 I'Kb um. FOnuHa; cornacHO MeIuIIMH-
CKO MTOKYMEHTAIINH, ¥ HETO ObLIM OOHapYKEeHBI CTEHO3
MuineBoaa 10 5S—7 MM, TMCIOKallMsl paHee YCTaHOBJIEH-
Horo cteHTa. OT gajapHEHUIIEero JeYeHus, B TOM YHCIIe
OIepaTUBHOTO, MAllMEHT OTKa3ajcs. A Mo pe3yJbTaTaM
®IIC ot 05.07.2024 — pybmoBas CTpUKTypa IMUIIEBO/IA.
PexoMeHmoBaHa manbHeIIas KOHCYJIBTALIMS XUPypra IJIst
onpeneeHNs TAKTUKY JIeYeHUsT (BO3MOXHOE Oy>KMpOBa-
HUE / XUPYPIrUIECKOe JICUCHHUE).
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CrenyeTr OTMETUTD, YTO IO JaHHBIM MEIULIMHCKOM 10-
KyMEHTAlIM MHBEKIINN OKTPEOTHAA JUTMTECIBHOTO Meii-
CTBUSI BBINTOJHSJIMCH MTALIMEHTY HEPETYJISIPHO, C UHTEP-
BajioM 6oJjiee 1 mec. Kpome Toro, B CBSI3U C TPYIAHOCTbIO
nporiatbiBaHus nuiu npenapatel ITIT 6oabHOI 6071b-
11IYI0 YaCTh BpeMEHU He MpUHUMAJ.

Ilepsuunotii 2unepnapamupeos

B mepuon rocnimTaan3anum B racTPOIHTEPOJIOTUYe-
CKMIt cTauoHap oceHblo 2023 1. y maieHTa OblI0 Bbl-
SIBJICHO TIOBBIIICHNE YPOBHS MapaTUPEONIHOTO TOPMOHA
(ITTT) mo 1147 nr/ma (pedepeHCHBI MHTEPBAI HE yKa-
3aH), YPOBEHb KaJIbIIMsI MOHU3UPOBAHHOTO COCTABUII
2,080 MMOJTBb/71, KaJIBIIUS B CYTOYHOM MOYe — 828 MMOJIb/JT
(mnype3 — 4800 mu1), kpeaTuHuHa — 143 MKMOJIb/J1, Ka-
st — 2,89 mmonb/n. JJarasie MCKT opraHoB OpIonrHoit
MOJIOCTH M 3a0PIOIIMHHOTO MPOCTPAHCTBA ¢ KOHTPACT-
HbIM ycusieHrueM oT 20.10.2023: cHuXeHue BBICOTHI MO0-
3BOHKOB, YTOJIIIEHNE KOPTUKATIBHBIX TUTACTUHOK T10 TUITY
«paMKW», B TIOAB3AOLIHBIX KOCTSIX, B 5, 7 1 8 pebdpax ciie-
Ba — MHOTOYMCJIEHHbIE TUNIEPIECHCUBHBIE OOPAa30BaAHUS
C HEYeTKUM KOHTYpoM (mts?). Pe3yabraThl ocTeociMH-
turpaduu ot HOs16ps 2023 T. B pexXruMe «BCE TeO»: Ma-
TOJIOTUYECKME o4aru runepgukcaunu paguodapMmipe-
rmapara B TeJIe U pyKOSITKe TPYIWHBI 10 3,4 CM, B CPEITHUX
oTIesax KpecTra oJar 10 3 ¢M, B KPBUIbSX MOIB3IOITHBIX
KOCTeil MHOXECTBeHHBbIE 04aru 1o 2,6 cM. YUuTbIBas Jia-
0OpaTOPHYIO KapTUHY MEPBUYHOTO TUTIEPIIapaTHPeo3a,
ISl CHUDKEHUSI YPOBHS KaJIbIIMS 10 PELIeHUs] BOIIpoca
00 omepaTMBHOM BMeNIaTeIbCTBE OblJIa MHUIIMMPOBAHA
Tepanus IMHaKaJableToM (00J1agaeT KaJlblUMUMETUYE-
ckuM neiictBuem) 30 mMr 2 pa3a B CyTKM.

B nocnenyiomem B xone rocnutanusauuu B OI'BY
«HMMWL snpokpuHonorun» Munsapasa Poccun B peB-
pasie 2024 r. 6bUT TOATBEPXAEH MEPBUYHbBIN TUIIEpIIa-
patupeos: nosbiienue 1T no 460 nir/mii, HOpMOKab-
IUEeMUs 0 alb,OyMWH-CKOPPEKTUPOBAHHOMY KaJib-
nuo — 2,32 MMmoib/I (Ha (poHe ImpueMa IIMHaKaabIeTa
60 Mr B cyTku), HopMmodochaTemus (0,96 MMoab/i).
Bo BpeMst 3TOl ke rocTIuTaan3alui TakXKe OBbLT MPo-
BeIeH CKPUHUHT OCJOXHEHUI MepBUYHOIO TUIlepIia-
patupeo3sa: GuIbTpallMoHHast (YHKIIUS TTOYeK He CHU-
KeHa (pacueTHasi CKOPOCThb KIIyOOUKOBOM (pUIbTpalluu
o CKD-EPI 96 ma/mun/1,73 m?), mpu MCKT maHHBIX
B MOJIb3y HedpoanTraza/HedpoKaabIMHO3a HEe TTOJTY-
yeHo. [lo pe3yabpTaTamM OTE€HCUTOMETPUU OTMEYaIoCh
CHIMXKEHUE MUHEPAJIbHOU IJIOTHOCTA KOCTHOI TKaHU
HMKE OXMIAaeMBbIX IO BO3pacTy 3HaYeHU (110 Z-Kpu-
TEpPUIO0) B TOSICHUYHOM OTAee mo3BoHouHuKa (L1—14),
B IIPOKCHUMAJILHOM OTIeJie ITpaBoii OeaIpeHHO KOCTH,
B AMCTaJbHOM OTAeJIe JIEBOTO MpeArieubss (MUHUMAIbHO
1o -3,4 SD). Ha pentreHorpaduu Mo3BOHKOB IPYIHOTO
U MOSICHUYHOTO OTIEJIOB BBISIBICHBI KOMIIPECCUOHHbIE
nepeaoMbl Tes mo3BoHKoB T 8—12, L1—L5. Ing Tonuue-
CKOI1 TMarHOCTUKY MIEPBUYHOTO TUTIepIIapaTHpe03a ObLIN
ceaHbl YJIbTPa3BYKOBOE MCCIIEIOBAHNE IIUTOBUIHOMN
¥ MTapalluTOBUIHBIX XKejie3 ¥ KOMITbIOTEpHAsI TOMOIpa-

¢us men ¢ KOHTPACTHBIM YCUJICHUEM: BU3yaJl3UpOBa-
HBI 00pa30BaHUSI IISITH OKOJIOIUTOBUIHBIX XKeJie3 (I10 J1a-
TepajJbHOMY KOHTYPY HMXKHETO IoJitoca NpaBoil 10au
14 X 14 X 21 MM, KHU3y OT HMKHETO MOJI0Ca IIpaBoit
oy — 12 X 11 X 17 MM, K3a11 OT HUZKHETO IOJII0CA JIEBOM
noau — 13 X 20 X 23 MM, KHU3Y OT HUXKHETO ToJItoca Jie-
Boit mou — 10 X15 X 10 MM, B iepeIHEM CPEAOCTEHUN —
obpaszoBaHue 9 X § X 9 MMm).

B pamkax maHHOI TOCIMTAIM3aIIUN OBLT IIPOBEICH
BpauyeOHBIN KOHCUJIMYM, MO pe3yjJbTaTaM KOTOPOTO
¢ yueToM 0oJiee IIUTEIBHOTO Meproaa peadIMTalln
U PUCKOB MEPU- U MOCTICONEPAIIMOHHBIX OCIOXHEHUI
MIpY MOTECHIMAJILHOM OIIEpaTUBHOM BMEIIATEIbCTBE
I10 TIOBOY HEHPOSHIOKPUHHOTO HOBOOOPAa30BaHUS IO~
>KeJTyTOYHOM KeJie3bl B CPaBHEHUU C Olepalueid mo mno-
BOIY TIEPBUYHOIO TUIIEPIIapaTUpeo3a, JaHHBIX O Oojiee
TSIKEJIOM TeUeHUU CUHIpoMa 30JIIMHrepa — DIINCO-
Ha Ha (DOHEe aKTMBHOTO IIEPBUYHOTO THIIepIIapaTUPEO-
3a OBLJIO TIPMHSTO PEIICHWE B Ka4eCTBE IMEPBOTO 3Tara
IIPOBECTH TOTAILHYIO MAapaTUPECONIIKTOMUIO. BEITION-
HeHo ynanenue 5 uameneHHbIXx OII2K. Yposensn IITT
IocJie ornepauuy cocTaBuiI 6,95 1r/mi, 4To yKa3biBaeT
Ha pa3BUTHUE TTOCJICOIIePAIIMOHHOTO THITOIapaTrupeo3a.
B cBs13u ¢ aTMM nanMeHTy Obl1a Ha3HAaYeHa Teparnusi: X0-
snexkanbidepoa 5000 ME, anbhakanbuuaon 2 MKT, Kajib-
g kapoonat 1000 mr 3 pasa B 1eHb BO BpeMsI IipreMa
MU,

B mapte 2024 r. Ha BTOpPOM JeHb FOCTIUTATN3AIUNA
B 'Kb um. B.T1. lemuxoBa (B pamMKax KOTOPOIi MPOBO-
JIIMJIOCH OyXXMpOBaHWe MUIIEBO/IA MO MOBOIAY CTEHO3a,
CM. BBIIIIE) y TTAIIMEHTA B KPOBAaTU Pa3BUJICS TOHUKO-KJIO-
HUYECKUI MPUITAIOK C TTOTepeil CO3HAaHMS, ITIEHOM N30
pra. KoHCyThTHpOBaH HEBPOJIOTOM, C IIPOTUBOCYIO-
POXXHOI1 1IeJIbI0 BBEIEH pacTBOp nuasenama (cuda3oHa)
5 MT/MJI BHYTPUBEHHO C TIOJIOXUTEIbHBIM 3(pdeKkToM.
ITo pesyabratam MCKT roysoBHOro mo3ra maHHBIX
B IOJIb3Y OCTPOI BHYTPUUYCPEITHOM MATOJOTUM HE MOJTY-
4yeHo. JlaHHBIe Tab0paTOPHBIX UCCICI0BAHMI: MIOHU3UPO-
BaHHbII Kanblnii — 0,66 MMoob/i (1,15—1,29), marauit —
0,15 mmonb/1 (0,53—1,11), ansoymun — 34,89 r/x1 (35—60),
KaJbluit oommii — 1,18 MMosb/i (2,2—2,65), IpojlakTUH —
282,61 ur/mr (3—16,5). [1pu c6ope aHaMHe3a YCTAHOBIIEHO,
YTO MAlIMEHT Ha3HaueHHOoM paHee (B (peBpase 2024 . mmo-
cJie mapaTUPeONIIKTOMMUN) TepaITiy IperapaTaMy Kajlb-
IS ¥ aTb(DaKalbIIUI0Ia He TIPUISPKUBAIICS, TTIPUHUMAT
TOJBKO KapOoHat Kanblus (10 30 Tabnerok). bosee Toro,
MMAIMEeHT TIPOIOJIKAI TIEPUOINYCCKII TTPHUEeM [ITHAKATb-
neta 30 Mr 2 pasa B CYyTKHM, KOTOPBIN eMy ObLI peKOMEH-
JIOBaH JI0 ONEePaTUBHOTO JICUCHUST TUTIepIIapaTupeo3sa.
Ha sTom choHe OH OTMeYasI IIOCTOSTHHOE OHEMEHME JIUIIA
U SI3bIKa, YacThle CyIOPOTU KOHEYHOCTE, CKOBAHHOCTb
MIPU IBUKEHUSIX, IIIATKOCTh TTOXOIKHU Ha MPOTSKEHUH T10-
clieaHero Mecsia. B cBsI3u ¢ BhISIBACHHOI TMITOKAIbIIME-
MMHEH B CTallMOHApe IMIPOBOAMIIACE Teparysl perapaTaMu
KaJIbLIMS IJIST TIApEHTEePabHOTO BBEACHUS: KaJbIIUS TJTI0-
koHar 40,0 mr + HaTpus xaopua 200,0 M 2 pa3a B AeHb
BHYTPHMBEHHO €XXeIHEBHO. B mmociemyrommemM m03a KaabLms
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riaokoHaTa 6buia yBeandeHa no 80,0 mr 2 pasa B IeHb
BHYTpUBEeHHO. Ilociie cTabmiIm3alny COCTOSTHUS TTally-
€HT ObLJ MepeBeIeH Ha MepopabHbIN MpUeM MpernapaToB
Kabums (Kambuust KapooHat 1000 mr 3 pasa B IeHb), ajlb-
daxkanpmoona 1 MKr 2 pa3za B CyTKH, KoleKaiabLudepona
5000 ME B cytku. Takke maureHTy ObLIM PeKOMEHI0Ba-
HBI ITperapaThl MaTHUsI, YIUTHIBAsI HAJTUIME TUTTIOMaTrHM -
eMuu (BepOoSITHO, Ha (pOHE MINTEILHOTO IIprUeMa Ipera-
patoB UIIIT).

IMocne Beimucku u3 I'Kb um. B.I1. JlemuxoBa
¢ 29.03.2024 110 01.04.2024 maumeHT HaXOIMJICS Ha CTa-
oHapHoM JieueHuu B KOcyroBckoii 6onbHMe. Ha (pone
MpUMEHEeHUs Kajabliusl KapOoHat 3 T B cyTkM, 80 MJI pac-
TBOpa IJTIOKOHATA KAJIbIIMS YTPOM 1 BeUepOM, aTb(haKab-
Huaosaa 2 MKI B CYTKHU, KoJieKajbuudeposna 10 karnenb
B CYTKM OBUTH TIOJIyUEHBI CIICAYIOLINE Ja00paTOpHEIE T10-
KaszaTesau: KaJbluii oommii — 1,35 mmonb/a (2,15-2,5),
KaJblIMit noHn3upoBaHHbIN — 0,75 mmonb/a (1,18—1,32),
25(OH)Buramun D — 32,7 ur/mi, dochop — 2,06 MMoJib/1
(0,78—1,42).

04.04.2024 maumeHT KOHCYJIbTUPOBAH SHIOKPUHO-
sorom 'HIL ®TBY «HMMUWII sHmokpuHogorun» MuH-
3npaBa Poccun, eMy peKOMEeHIOBaH ITpHeM KaJlbIIUs Kap-
6onara 600 Mr — 3 TabaeTKM yTpoM, 2 TabJIETKA B 00e,
3 tabneTku BeuepoM (cyrouyHast no3a — 4800 mr), anbda-
Kanbluuagoja — 1,5 MKr yrpoMm, 1 MKT B 00es, 1 MKT Beue-
pom, 0,5 MKT Ha HOYb (CyTOUHas q03a — 4 MKT), MarHui
50 Mr — 2 TabIIeTK! YyTPOM, THEM, Ha HOUb. [1pu KoHTpoJIe
oT 26.04.2024: xanpuuii oommii — 2,34 mmoib/a (2,10—
2,60); ot 27.04.2024: xanbuuii o61mmii — 2,04 MMOJIb/J
(2,10-2,60).

B nocienyronieM malureHT MPpUHIMAIT KOJIeKaTbI(e-
post 5000 ME yrpoM, anbdaxkanbingon 6 Kareiab 3 pasa
B aeHb (1,5 MKT), Kanblusa kapooHat 1200 mr 3 pa3a B ieHb.
Ha sTom hoHe oHeMeHNEe U CYyTOPOTH OTCYTCTBOBAJIH.

Adenoma eunoghuza

[TarmeHT B TeueHMe 8§ JIeT HaOII0MaeTCs 10 TIOBOIY Ma-
KpoaneHOMbI TuIodur3a, 0TMe4Yaaoch MOBBILIEHUE YPOB-
Hs MpoJaKTUHA, MeIMKaMeHTOo3Hasd Teparnus 10 2024 r.
He Ha3Hayvanack. JlJabopatopHblie gaHHbie oT 2023 I.: mpo-
nakTuH — 5160 MME/n, KopT3os KpoBu — 337 HMOJIb/J
(126—640), moTtenHusupyouiuii ropmoH (JII) — 0,6 ME/n
(1,7-8,6), dommkynoctumynupyomyii ropMmoH (PCI') —
menee 0,66 ME/n (1,5-9,8), TUpEOTPOIMHBIA TOPMOH —
1,5 MkME /M.

B xone rocnutannzauuu B ®PI'BY «<HMMULI sHno-
KpuHoJoruu» MunsapaBa Poccuu B dpeBpane 2024 r.
BBITTOJTHEHA MAarHUTHO-pe30HaHCHasE ToMorpadus TH-
nodusa ¢ KOHTPACTHBIM YCIWJICHNUEM: KapTUHA KUCTO3HO-
COJITHOTO 00pa30BaHus CeJUISIpHOM 001acTu (pa3MepamMu
29 X 19 X 24 mM) ¢ cympa-, aHTe-, UH(ppa-, 1aTepocei-
JISPHBIM pacrnpocTpaHeHueM (HauboJjiee COOTBETCTBYET
aHIedanonene, HO HeJIb3s UCKIIOUUTh, YTO KUCTO3-
HO-COJIMIHBIN KOMITOHEHT I10 TTIepudepun IpeacTaBsIeT
coboit TKaHb aneHoMbl). C 11eJIbl0 YTOUHEHUS] TOPMO-
HaJIbHO# aKTUBHOCTH MCCJICAOBAH YPOBEHDb MHCYIIM-

Homomo0HoTo dakropa pocta-1 (87,13 HIr/MJI, TaHHBIX
B MOJIb3y aKpOMETaJIMU He TIOJYIeHO), BBISIBICHA TUIIEP-
nposiaktuHemust (1796 MEn/i), kotopasi 6bl1a paciieHe-
Ha Kak BTOpMYHas Ha (poHe Macc-3ddeKkTa OnyXxoau.
ITo pe3yiabTaTaM ropMOHaJbHOTO UCCAEAOBAHUS TaKXkKe
YCTaHOBJIEHO TMOBHINIEHNE YPOBHSI KOPTU30JIa CIIOHBI
BeuepoM 10 24,58 HMOIb/, KOPTHU30Ja B KPOBU Beue-
poM — 10 680,9 HMOJIB/J1, KOPTH30J1a B CYTOYHOI MoUe —
10 680,9 HMOJIb//1, OTCYTCTBUE MMOJABACHUS KOPTU30-
Jla B Xolle TecTa ¢ 1 Mr mekcamerazoHa (256 HMOJIb/),
COXpaHHBIN PUTM aIpEeHOKOPTUKOTPOITHOTO TOPMOHA
(Beuepom — 3,71 nr/miu, yrpom — 8,15 nr/mi; paHee
Ha (OHEe aKTUBHOIO XEJIYIOYHOTO KPOBOTECUCHUSI,
10 UHBEKIIMM aHAJIOTOB COMaTOCTaTUHA 3TOT ITOKa3a-
tedb coctanist 92,16 nir/miu). [Ipu MCKT o6pa3osa-
HUS HaITIOYCYHNKOB He BU3YaJN3MpPOBaHbL. JImHaMnKa
CHUXXEHUSI YPOBHS aipeHOKOPTUKOTPOITHOTO TOPMOHA,
OTCYTCTBUE THUITMYHBIX KIMHUYECKHUX TPOSIBIICHUM TH-
MMePKOPTUIIM3MA, HE3HAYMTEIbHOE TTOBBIIIICHNUE YPOBHS
KOPTHU30JIa B CYTOYHOI MOYE TTO3BOJIMIIN TTPEAITOI0XUTh
Hanmmanre GyHKINOHATLHOTO TUIIEPKOPTUIIN3MA Ha (POHE
OTSITOLIEHHOI'0 COMaTHUYECKOrO COCTOSIHUS TMallMeHTa,
OBLT peKOMEHIOBaH KOHTPOJIb JTa0OPAaTOPHBIX TTOKAa3a-
Teaeil B IMHaAMUKE IOCJe CTaOMIU3allui COCTOSTHUS.
Kpome Toro, 6B IMarHOCTUPOBAH TMITOTOHAIOTPOII-
HbI runoronanusMm: cHkenue JIT oo 1,53 Ex/n, ®CI
no 1,3 EI/n, rectoctepona a0 1,72 umoub/n. bonb-
HOM KOHCYJIBTHUPOBAaH O0(PTaTbMOJIOTOM, 3aII0I03PEHA
yacTuyHas aTpodusl 3pUTeJIbHOTO HepBa, BHISIBJICHA
OuTeMITopajibHas TeMHAHOIICHUS, peKOMEHIOBAHO Ha-
ontoneHre. KoHCyabTUPOBaH BpauoOM-HEHpOXUPYProm:
yOeIUTEBbHBIX TaHHBIX B ITOJIB3Y XMa3MaJIbHOTO CHH-
IpoMa He IMOJIYYeHO, BBUOAY OTCYTCTBUS YOCTUTEIHHBIX
CBENIEHUI O HATMYMM TOPMOHAIbHOM aKTUBHOCTH 00pa-
30BaHUS TUITO(MW3a B HACTOSIIINIT MOMEHT OIIepaTUBHOE
JIeueHUe He MOKa3aHO, PEKOMEHIOBAHO TMHAMMYECKOE
HaOIOneHUE.

B pamkax rocniutanuzanuu B 'Kb um. B.I1. [lemuxoBa
B MapTe 2023 r. y mauMeHTa COXpaHsJICs MOBbILLIEHHbII
ypOBEHb IpojakTuHa — 282,6 ur/mi (3—16,5 Hr/mi).
B cBs13u ¢ 3TMIM eMy Obl1a peKOMeHI0BaHa Tepanuu Kadbep-
rojuHoM 0,5 MI' B HEJIEIO € MOCeYIOIUM IMHAMUYECKUM
KOHTPOJIEM, KOTOPOI, KaK B ITOCJIEAYIOIIEM BHISICHUIIOCH,
MMaIeHT He MPUAEePKUBAJICS.

B mrorre 2024 1. malieHT CHOBA OBLT TOCTIUTAI3MPOBAaH
B ®I'BY «<HMMULI sHn0KpHUHONIOTMI» . YPOBEHb IPOJIAKTH -
Ha coctaBui 4650 MEn/J1, JaHHBIX B [10JIb3Y 9HIOT€HHOTO
TUIIEPKOPTULIM3MA He MoJlydeHO. PeKoMeHIoBaHbI Tepa-
nust kabeprojuHoM 0,5 Mr B HeJeJII0 U TUHAMUYECKU A
MOHUTOPHHT.

st moATBepXKAeHUSI CUHAPOMaabHOU DopMbI ma-
TOJIOTUU, YIUTBIBASI MYJIbTU(DOKAIBHBIN XapaKTep MO-
paxkeHus, BHIMOJHEHO ceKBeHupoBaHue reHa MENI1
ot1 22.02.2024: B rene MEN1 (NM 001370259.2) B 4 5k30He
0oOHapyXeHa AyIUIMKaLsI OIHOro HykKjIeoTuaa c.684dup p.
(Arg229AlafsTer3) B reTepo3uroTHOM COCTOSIHUM,
ImaToreHHasl.
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OOGcyxpeHue

OnuvcaHHbBIN KJIMHUYECKUU cliydyail JeMOHCTPUPYET
IpuMep TKeJIoTo TeueHust cuHapoma MOH-1 ¢ kimac-
CUYECKUMU KOMIIOHEHTaMU, BKJIIOYAIOIIUMU OIYyXOJb
TOKEITYIOTHOM KeIe3bl, IEPBUYHBIN TUTICpIIapaTUPEO3
M ageHoMmy Turnogusa. JlnarHo3 OblT MOATBEPXKIEH B pe-
3yJbTaTe MOJIEKYISIPHO-TEHETUYECKOTO UCCIEAOBAHUSI.
Onpenenenne HocuteabcTBa MyTaruu MEN1 nMeer Bax-
HOE 3HaYeHUe B IMarHOCTHUKE TAKMX MAlIMEHTOB, IIOCKOJIb-
KY M3BECTHO, YTO B TAKUX CIIyJIasIX IIPOSIBJICHIE SHIOKPIH-
HBIX M HEOHIOKPUHHBIX OIYXO0JIeH XapaKTepu3yeTcs 6osee
arpecCUBHBIM TEUEHUEM, MYJIETUIIEHTPUYHOCTBIO, XYM
OTBETOM Ha MEIMKaMEHTO3HYIO Tepanuoo. B raHHOM Ha-
OtoAeHuU OblIa yCTaHOBJIEHA pelKash HeTUITMYHAsK MyTa-
uust B reHe MEN1, KkoTtopas siBsieTcs naTOTeHHOM 1 pa-
Hee ObUIa ONKMCaHa B HAYYHON MEAULIMHCKOM JTUTepaType
[4]. OnHako cienyeT yauThiBaTh, 4To 10—30% manueHToB
C IMarHOCTUPOBAHHBIM cUHIpoMoM MBOH-1 He umeroT
BbIsiBJIeHHBIX MyTauuii reHa MENT [5]. Takue BapuaHThI
CHHApPOMA Ha3BIBAIOTCS (DEHOKOIMMSIMU U MPEACTABIISIIOT
HEKOTOPHIE CIIOKHOCTH B IUJIAHE BBISIBJICHUSI, TaK KaK MX
TIPOSIBIICHUS ¥ CEMETHasI pacIIpOCTPaHEHHOCTh OCTAIOTCST
HESICHBIMU.

Hawnbosnbimii BKJIa B TSKECTh COCTOSTHUS OTTACHIBae-
MOT'O MY>KYMHBI MOJIOIIOTO BO3pacTa BHOCHIIA TaCTPUHIIPO-
nynupyone H20 xenynka, moakenynouyHOMR kees3bl,
ocioxxHeHHbIe C3D, sanuTennanbHble 00pa30BaHUS B 00-
JIacTH Kapauoa3odareajlbHOTo nepexoaa, IBeHaaaTh -
nepctHOl Kumkn. TeueHne C33 y mammeHTa MpoTeKaio
KpaliHe arpecCuBHO ¢ yacTbiMU peuuanBamu s13B 2KKT,
KOTOPBIE OCTOXHSIMCh KPOBOTECUCHUSIMU M BBIPAXKEH -
HBIMU pyOIIOBBIMU CTpUKTypamMu. C OgHOI CTOPOHBI, Ha-
OJIoIaBILINICS O0IBHON HYXKIaJICS B KOMIUIEKCHOW MEIM-
KaMEHTO3HOM Teparmu, ¢ IPYroi — CIOKHOCTH C IIPOTJIa-
ThIBAaHMEM Ha (DOHE TTOBTOPSIOIIMXCS CTEHO30B MUIIEBOIA
B OOJIBIITMHCTBE CIIy4aeB MPEMSITCTBOBAIMN PETYISIPHOMY
npuemMy IpenaparoB. st CHIDKeHUST BBIPaskeHHOCTH TIPO-
sapiaeHuit C3D Ha doHe HDO nomxenynouyHon xejae3bl
MalMeHTY HEOMHOKPATHO Ha3HAYaJIach TePAITHsI TIPOJIOH-
TUPOBaHHBIMU (hOPMaMU aHAJIOTOB COMaTOCTaTUHA, KO-
TOpPBIE OH IIPOBOIIII HEPETYIISIPHO (He Ooiee 3 MHBbEKIINIA
3a MIepUOJ HAOIIOIEHUS), YTO CHIKANIO 3(P(PEeKTUBHOCTD
KOHTPOJIST COCTOSTHUSI.

HDO0 nomxenynoyHoii xene3bl mpu cuHapome MOH-1
BcTpevarores: B 30—75% KIMHUUYECKU SIBHBIX CJIy4aeB
(B 80—90% cityuyaeB — 10 JAaHHBIM ayTOIICUMHBIX UCCIIE-
noBaHuit) [6]. OcobenHocTamMu MO H-accounnpoBaH-
HBIX OITyXOJIel TTOIKETYI0YHOM XeJle3bl, KaK U B clTydae
HaIIIeTO TallueHTa, SIBJISIIOTCS UX MYJIbTU()OKaILHOCTD
M pacroJIoXeHWe Ha BCceM ee MpoTsokeHuu. KimmHude-
CKasl XapaKTepHCTHUKA 3aBUCUT OT MPOAYLIMPYEMBIX 9H-
TepoIaHKpeaTUYECKOl OIMyX0Jibl0 TOPMOHOB: MHCYJIMHA,
MPOWHCYJIMHA, TJIFOKaroHa, COMaTOCTaTHHA, TacTpUHA,
Ba30aKTMBHOTO MHTECTUHAIBLHOTO MENTHIA, CEPOTOHUHA,
KaJIbIIMTOHWHA, HEWPOTEeH3WHA, TPpeIMHa, XpOMOTpaHUHA
A unu B [3]. Tactpunombl npossisioress C3D, KIMHU-
yeckasi KapTMHa KOTOPOTo CBsI3aHa ¢ TMIlepceKpereit

racTpyHa U COOTBETCTBEHHO M30BITOYHON MPOMYKITUE
COJITHOM KMCJIOTHI TTApMETATbHBIMU KIICTKAMHM KETyIKa.
K xnaccuyeckum nposiBaeHussM C3D OTHOCSTCS SI3BEH-
Has 0O0JIE3HD TSKEJIOro TeUeHM (XapaKTePHBI BEICOKAS
KMCJIOTHOCTbD KEJIYIOYHOTO COKa, MHOXECTBEHHOCTD
U HU3KOE PacojioXeHUue S13B), auapest (MOXeT OBbITh
WHTEPMUTTUPYIOIIAS), a TAKXKE cTeaTopesi. DPO3UBHO-
SI3BEHHbBIC TTOPaXKeHUs JKeTyIKa 1 IBeHaIIIaTUTIEPCTHOM
KHMIIKU COTIPOBOKIAIOTCS OOJISIMU B SIUTACTPpUH. 3a-
nono3puth C3D B 3TUX cllyvyasix TOMOTAeT arpecCUBHOE
TeYeHHUEe C YacThIMU 0b0ocTpeHusMu (3 u 6oJsiee B TOM)
1/WIM HEeBOCIIPMMMYMBOCTD K TPAIUMIIMOHHBIM METOAaM
neveHus. [Tomumo atoro, ycioBHas ocooeHHOCcTh C3D
3aKJIF09AeTCSI B TOM, UTO Y OOJIBIIICH YacTU MAallMEHTOB
(50—90%) He ooHapyxuBaetcst Helicobacter pylori, Kkpome
TOTO, y 3TUX TMAIlMeHTOB HAOIIOIAIOTCS SIMU30IBI PBOTHI
KHCJIBIM XEJIYTOYHBIM COAEPKUMBIM Ha BBICOTE OOJICH.
B nanbHeiieM, o mepe nporpeccupoBanusi C39, 6oau
MOTYT ITPUOOpPETaTh MOCTOSIHHBIN XapakTep. Y 4yacTu na-
1reHToB (18—29%) Ha MOMEHT YyCTaHOBJICHUS TUATHO-
3a C33D nedeKThl CIU3UCTON 000I0UYKHU KeJTyaKa MOTYT
HE BBISIBJISITbCSI, YTO OOYCAOBJICHO KaK IMKJIMYHBIM Xa-
pakTepoM OOJIE3HM, TaK M IJIUTCILHBIM ITpUMEHEHUEM
WIIIT [7].

Takum obpazom, 3anono3puth C3D MOXHO y Malu-
€HTOB C TsoKenoii, H. pylori-HeTaTUBHON M PE3UCTEHT-
HOI K Tepanuu sI3BeHHOI 00Je3HbIO XKeayaKa WU ABe-
HAOUATUTIEPCTHON KUIIKH, C TSKEJIBIM peIIFOKC-330-
¢daruTomM, MMEIOIIUM arpecCUBHOE TeUEHUE U YacThie
PELUINBHI.

C10XHOI TTpo06IeMOI OCTAETCsT BEIOOP ONTUMATBLHOMI
TakTUKM JledeHus C30 nmpu MOH-1, Tak Kak, Mo AaHHbIM
JuTepatypbl, okojio 70—80% racTpuHOM SIBJIsIeTCS 3710Ka-
YECTBEHHBIMU M XapaKTEPU3YIOTCSl HATMYMEM METacTa30B
B JIMM(ATUICCKUX y3JIaX U/WIN TIEYeHHU, XOTS TIepBUYHAST
OITyXOJIb MOKET OBbITh 1—2 MM B pa3mepe [8—11], uTo, Be-
POSITHO, UMEJIO MECTO M B ONTMCAHHOM KIIMHUYECKOM CITy-
yae. B OonbImmHCTBe clTyyaeB peKOMEHIYeTCs ITUTEIbHAST
dapmakotepanus UITIIT, ocobeHHO MpU J1ErKOM TeYeHUU
3a00s1eBaHus [6]. Takke mj1s1 KyIUpPOBaHKUSI TOPMOHAJIb-
Ho# akTuBHOCTM HDO moakenynouHoi xKeje3bl B psiae
CJIydaeB MOXET ObITh 3(D(EeKTUBHO MPUMEHEHUE aHAJIOTOB
COMATOCTaTHHA MPOJIOHTMPOBAHHOIO IEUCTBUS, KOTOPBIA
ObLT Ha3HA4YeH U HabogaBuIeMycs: 601bHOMY. OLIEHUTD
3¢ HEeKTUBHOCTH OKTPEOTHUIA B TIOJIHOM Mepe OBIIIO CIIOXKHO
BBUILY HEPETYJISIPHOTO UCMOJIb30BaHUSI UHBEKLIUI TIpe-
Imapara marueHToM. [ peleHnsT Boripoca O BBITTOJTHE-
HUM OMOIICUHM TTOIXKEITYIOYHO XXeie3bl U ONpeacICHUS
JaJIbHEWIIIel TAKTUKY BeIeHUsT 00JIbHOMY 3allJITaHMpOBaHa
KOHCYJIBTAIIUST XMPYPra-oOHKOJIOTa B CIICIMATN3UPOBAHHOM
LIEHTpE.

Yto KacaeTcs MepBUYHOTO THUIIEpIIapaTHUpeo3a
(IIT'TIT), To 0OBIYHO 3TO TEepBOE JJabopaTOPHOE U/WIU
KJIMHUYECKOE TIPOSIBIICHNE Y TTAIMEHTOB C CUHIPOMOM
MOBH-1. Ocobennoctsamu IITTIT B 3TOM Citydae sIBISIOT-
cs1 Bo3pact pa3Butus oT 20 g0 25 JIeT, a TakKe HaTuuue
MIPEUMYIIECTBEHHO MHOXECTBEHHBIX aJIcHOM OKOJIO-
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IIUTOBUIHBIX XeJIe3, YeMY COITYTCTBYET ITOBBILIEHHAS
npoaykuus I[ITI. I1pu sTom HaGaogaeTcs 0oJiee MITKOE
TeyeHue 3a00JieBaHUsI, MEHEe 3HAUUTEJIbHOE yBeIUYe-
HUE cOoIepKaHUs KaJbIUS 10 CPAaBHECHUIO CO CIIOpa-
IUYECKUMU caydyasiMu. OCHOBHBIM METOIOM JICUCHUS
TITTIT y matmeHToB ¢ MEN1 cayXXuT Xupyprudeckoe
yaajJeHre napalnuTOBUIHBIX Xejle3 (IapaTUPeOUIIKTO-
Must). B onmMcaHHOM KIIMHUYECKOM TTpUMepe y alrueHTa
HACTyIMJIa PEMUCCHS TOCIIEe YIaJCHNUS afeHOM JICBOU
HWXXHEU, IIPaBOM HUXKHEN U aTUIIMYHO PaCIIOJOXEHHOMN
JIEBOW, aTUTNIMYECKOW al€HOMBI JIEBOW BEPXHEH U ITpaBO
BEpXHE OKOJOLIMTOBUIHBIX XKeJie3, pa3BUICS IOCIIe-
ornepalMoOHHbIl runonapaTupeos. CocTosiHUE MalueHTa
OCJIOXHSIJIOCHh TeM, UTO M3HA4YaJIbHO OH HEKOPPEKTHO
MNPUMEHST Ha3HAYEHHYIO eMy Tepamnuio (He MpuHUMal
AKTUBHBIC U HATUBHBIC (DOPMEI TIperapaToB BUTAMUHA
D), a B mocienyolieM BOZHUKIM TPYAHOCTH C JOCTHKE-
HUEM IIeJIeBBbIX 3HAYCHU I YPOBHSI KaJIbIIUS U KYITUPOBa-
HUEM CUMITOMOB TUITOKAJIbLIMEMHH TaxKe Ha (hOHE IIpH-
eMa OOJIBIINX HeCTaHAAPTHBIX 103 TIPErapaToB KaJbIIUs
u anbdakanpaunoiaa. HeahdeKTUBHOCTS Tepanmu MOXKET
npernaparamMy KaJblMsl, a TAKXE pa3BUTHE COMYTCTBYIO-
et THIOMarHUEMUH MOTYT OOBSICHSITHCS TTOCTOSHHBIM
npuemoM MIIII. Kpome Toro, y mannenTa Ha ¢pone ITI'TIT
pPa3BUJIMCh TaKUE OCIOXHEHUS, KaK (hMOPO3HO-KUCTO3-
HBII OCTEUT U TSKEJIBIA OCTEOIIOPO3 CMEIIIaHHOTO TeHe3a
C KOMITPECCHOHHBIMU MepeioMaMu ITO3BOHKOB B IPYIHOM
¥ MIOSICHUYHOM OT/eJIaX IT03BOHOUYHNKA, KOTOPHIE TaKXKe
YCYTYOJISITIA €T0 COCTOSIHUE.

AneHoMmbl TUno¢u3a — BTOPOI MO pacnpocTpaHeH-
HOCTH THUII ONyX0JIeii, CBI3aHHBIX C CMHApoMoM MOH-1
(6onee 30%), cpenu KOTOPBIX HAOOJIEEe YacTO BCTpeda-
FOTCS IPOJIAKTUHOMBI. Y TTALIMEHTOB € MPOJIaKTUHOMaMM
pa3BUBAETCS XapaKTepHasi KIMHUYEeCKass KapTuHa TUIep-
TPOJIAKTUHEMUM — OeCIIIoAre, aMeHopes, TajJakKTopes,
CHMXEHUE JMOUI0, OCTEONOPO3, YBEJINUYECHUE MACChl
Tejla, HEPBHO-TICUXUYECKUe HapylneHus. B 1esom tak-
THKA BBEICHUS IIPU OITyXOJISIX TUIO(M3a, BEI3BAHHBIX
MBH-1, He oTnMyaeTcsl OT TAKOBOM MpU Cropaauyde-
ckux popmax 6ojie3Hn. OcoOEHHOCTBIO MPOJAaKTUHOM
npu MO H-1 gaBasieTcst UX yCTOMUUBOCTD K Tepalvuy aHa-
smoramu godamuHa. B ommcaHHOM ciiydae y ImalmeHTa
TaK>Ke MMeJIa MECTO IPOJaKTUHOMA, OTHAKO OTCYTCTBHUE
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3aknoueHue

Ha mpuMepe nmpuBeneHHOro KJIMHUUECKOTO ClIydast
IMoKa3aHbl CJIOKHOCTU BEIECHUS TAIlMEHTOB C CUHIPO-
MoM MBOH-1, cBa3aHHBIE ¢ TTOJIUOPTAaHHBIM ITOpaXe-
HUEM U 3a4acTyl0 B3aMMOYCYTYOJSIIOIIUM BIUSTHUEM
ITaTOJIOTUYECKUX COCTOSTHUI Y OTHOTO MalreHTa. Baxk-
HOe 3HaUeHUE MMeeT paHee BhISIBJICHME XapaKTePHBIX
KOMITOHEHTOB CUHIIpOMa [IJI51 CBOEBPEMEHHOTO JICUeHU s
"1 MpopMIaKTUKN OcIoXHeHU. CoueTaHne HECKOJIb-
KUX SHIOKPUHHBIX PACCTPOMCTB MO3BOJISIET 3aII0A03PUTh
CUHApPOMAaJbHBIE (DOPMBI pAaCCTPOMUCTB, KOTOPHIE Tpe-
OyIOT KOMITJIEKCHOTO o0cenoBaHus U aeueHust. CKpu-
HUHT MyTauuit B reHe MEN1 Heo6xoauMo nNpoBOIUTH
Y CJICOYIOIINX MAIIMEHTOB: C IBYMS U 00Jiee OITyXOJISIMU,
XapakTepHbIMU T cuHapoMa MOH-1 (nmpu Mmanudecra-
LI MHOXECTBEHHOTO ITOPaXXKeHUSI SHIOKPUHHBIX XKeJIe3
B Bo3pacte 1o 30 netr myrauuu reHa MEN1 BbIsiBiSIIOT-
ca B 100% ciydyaeB); ¢ MHOXECTBEHHBIMU OIYXOJISIMU
OKOJIOIIIUTOBUAHBIX XKeje3; ¢ Manudecranueit I[TTIT
B Bo3pacTe 00 40 neT; ¢ ucTuHHbIM peuuausom [TTTIT
ITOCJIe paIUKaJIbHOTO OTIEPATUBHOTO JICUCHUSI; C TACTPU-
HOMO WY MHOXECTBEHHBIMU MTAaHKPEATUYECKUMU OITy-
XOJISIMH (B JTFOOOM BO3pacTe); ¢ CeMEHMHBIM U30JIMPOBaH-
HBIM TUIIEpHapaTUPEO30M; Y POACTBEHHUKOB IEPBOM
JIMHUM TTallMeHTa ¢ BepuOUIMPOBAHHON reHEeTUYECKOM
myTtauueir MENI.
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~30% NALUMEHTOB C CAXAPHbIM AUABETOM MOIYT CTPAAATbH
OT ®EPMEHTHOM HE[JOCTATOYHOCTM MXK*
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MauuneHTbl ¢ caxapHbiM aAnabeTom
M pepMeHTHOM HeA0CTaTOYHOCTbIO
MK Hy»KOaTcA B MOXU3HEHHON
bepmeHTO3amecTUTe/IbHOM Tepanmnn?
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CMMNTOMOB, HOpMannsauuna ctyna BUTAaMMNHOB N MUKPO3/1€MEHTOB
HA OCHOBHOW NPUEM NULL 2 HA NEPEKYC/HU3KOXUPOBYIO NULLY?
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MK — nopenyaouHan menesa; C/l — caxapHbiii auaGet; ®3T — pepmeHTo3amecTUTeNbHaA Tepanua.
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