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e KondpepeHumns no oHkosi
1
P  AcucHMS M AMATHOCTMKM [BY3 «ObnacTtHaga knmHnyeckaqa donbHUua», Teepb

PI'BOY BO «Teepckon MY MuH3apaBsa Poccuny», kKadpeapa aHOOKpUHonorun, Teepb

KIMIMHWYECKUU CITYYAU CEMEUHOIO CUHOPOMA MHOXECTBEHHbIX 3HAOKPUHHbLIX HEOMMA3UU 2A TUNA

BBEIEHVE. HenpoaHpokpuHHble onyxonu (HI0) - reteporeHHas rpynna Hosoobpasosavun, |MATEPWUAIJIbl U METO[bI. B 2022 r. B KNMHKKY obpaTtunucek poaHble 6paTt (3.K., 35 neTt) u cectpa
npoucxogAaumx M3 HeEeMpPoOIHAOKPUHHbBLIX KIeTOK 3M6pVIOHaJ1bHOVI KULLKMU, o6nap,arou.mx OUONOrn4YeckKm (AK, 27 neT) C )Ka.nO6aMV| Ha NoOBbILUEHUE apTepMaanOrO naBrieHUs (AD‘) B aHaMHe3e y OGOMX

akTuBHbimu coucrteamu. CuHpgpom Cwunnna — ayTOCOMHO-O4OMMHAHTHO-Hacrieagyemoe co4yeTaHue o
MPLLDK, ®XL| u onyxonen MUDPK. B 1974 r. Caii3mop ¥ coaBT. nokazanu, 4to M3H-2 obbeaunsier 2| |Y3N1OBOM 300. HacneacTtBeHHOCTbL OTAroOWEeHa — MaTb onepupoBaHa MO NOBOAY Y3510BOro 306a

rpynnbl nauveHToB ¢ ®XL u MPLLK: MOH-2a — ¢ ageHomoi MUK, M3H-2b — 6e3 nopaxenus MWDK, Ho| [(TUpeouaaktommna B 2019 r), y oTua pak WUTOBUOHOU XKene3bl, obpa3oBaHusA oOoOMUX
C Hannuyumem HEeMPUHOM CNU3UCTbIX O6GONoYeKk U MesogdepManbHbiMM aHomanusamu. FeHeTnyeckon HaAMNO4Ye4YHUMKOB U NapawMToBUAHbIX Xene3 (onepupoBaH, MOH?). 3anoao3peH cuHgpom MOH.
ocHoBou MOH-2 aBnsieTtca ToyeuyHaa mytauma B RET-npoTooHKoreHe.

PE3YJIbTATbI. BpaTt 9.K. otme4dan nosbilweHne Al o 300/120 mm pT.cT. okono 4 ner. [Npn obcnegoBaHum (2022 r): Ha KT Hagno4ye4YyHUKoB obpa3oBaHuA crieBa 6,3x4,8x5,3 cm n 5,5x8,0x6,0 cm, cnpaBa 10x2x10cm n 4x3x4,4 cm, KOHrnomepar
5x4,6 cm 1 1,9x1,2 cM (M3MEHEHHbIE NMMAOY3IbI?), KOPTU30N CroHbI - 6,21 MKr/an (Hopma go 6,9), cytoyHaa moda Ha cBobO. meTaHedpuHbl - 12597,1 mkr/cyT (8,8-53,3), cBOb. HOpMeTaHedpuHbl 5619 mkr/cyT (8,8-43), anbaocTepoH 663,9
nr/mn (25-315), peHnH 184 mckME/mn (3-77,5), kpeatuHnH 94 mkM/n, 1IN 7,9-7,6 mM/n, HbA1c - 6,2%, TTI 0,8 m«kME/mn (0,4-4,2), T4 cB. 16,6 nmonbk/n (12-22), NTI 188 nr/mn (14.9-56.9), kanbuutoHnH 176 nr/mn (0-8,4), kanbunn 2,72 mM/n
(2,25-2,55), Y3U L)X — obbem 17,5 cm3, y3en cnpaBa 1x1.2 cm TR-4, obpa3oBaHUA B NPOEKLUUN NIEBOU U NpaBON HWXHEN, NpaBon BepxHen napawwmntoBuaHbix xenes (MNWX) no 1 cm. MPT ronoBHoro mosra - gemMuenuHmn3npyroLwmnin npoLecc
(And. gmnarHos c Heonnactudeckum). B mapte 2023 r. rocnutanus3auma B HMUL OnookpuHonorun. BbinonHeHa TopakodpeHontombonanapotomma cnpaBa 22.03.23, nanapockonuyeckass agpeHanaktomua cneBa 06.04.23. B
nocrneonepaumoHHom rnepuoae HasHadyeHa 3 T B cBA3n ¢ pa3sutnem XHH: dnyapokoptusoH 0,1 mr - 1/4 tab, rmgpokoptnsoH 15mr ytpo + 10Mmr oben + Smr Beuep, omuconponon 10 mr x 2 pasa. B auHamuke: kanun 4.8 mM/n, Hatpun 140.9
MM/n, pennH 13,5 MKkME/mn (4-89). Nocne onepaunn AL B npeaenax 130/70-100 mm pT. cT. B gnHamuke: Hatpun 147 mM/n, kanun 5.52 mM/n, kanbumn 2.79 mM/n. lNoeTopHas rocnutanusauma 8 HMUL SHaookpuHonorum B utoHe 2023 .
02.06.23 Tnpeongaktommnsa no nosony megynndapHoro Ca c ueHtpanbHon numdaneHaktommen (pT1b(m)N1a(2/2)Mx). YoaneHne ageHom neBon HMXKHEN, npaBon HUXHeEN 1 npaBon BepxHeun MUK, CkoppektnposaHa 3l T: L-tupokcuH 187,5 MKr,
[mapokopTnsoH 15 mr ytpo+ 10 mr oben + 5 mr Bevep, GnyapokopTtn3oH 0.1 mr 1/4 tab B 7.00, Kanbuna kapoboHaT+konekanbumdeposrn 500 mr/200ME 2 tab x 2 pasa, Konekanbundgepon 2000 ME/cyT, buconponon 10 mr x 2 pasa, BancapTtaH
160 mr Beuyep. lNpu koHTpone ot 23.06.23: Tl 38,9 nr/mn (14.9-56.9), kanbuntoHnH 5.31 nr/mn (0-8,4), kanbumn obwmn 2.35 mM/n, anebymnH 42 r/n, ckoppekTupoBaHHbiU Kanbumn 2,3 mM/n, kpeatuHuH 119 mkM/n, TJIIT 5,0 MM, TTI 16.6
MKME/mn (0,4-4,2), kanbumn B cyT. Mmode 1,94 mmonb/cyT (2.5-7,5), doocdop B cyT. mode 40,09 mmonbe/cyTt (12.9-42). YBennyeHa gosa L-TtupokcumHa oo 225 mkr/cyT. OuarHos: E31.8 MOH 2A Ttuna:. bunatepanbHasa geoxpomauuTtoma,
CMELLaHHbIXN TWUM CEKPELUN, BTOpUYHAA apTepuarnbHasd TUnNepTeH3nsa 3 CTENeHU, BTOPUYHBLIM caxapHbin aOuabetr. MegynnapHbein pak wutoBnaHon xenesbl T1NxMx. [lepBuyHbin runepnapatnpeos. CocCTossHME B UCXOAOe
TopakopeHontombonanapotommn crnpasa 22.03.23, nanapockonnvyeckon agpeHanaktomun cnesa 06.04.23 ¢ ncxogom B XHH. CoctoaHne B ncxoage TUPEOMOSKTOMUW MO NOBOAY MEOYMMAPHONO paka C MUKPOXUPYPrUYECKOWU MNacTUKOU
nepundepmnyeckoro Hepsa W UeHTpanbHon numdageHaktommen (pT1b(m)N 1a(2/2)Mx), yoanenumsa apgeHom [1UDK (02.06.23). [NocrneonepaunoHHbIi rnnotupeos, runonapatupeold. MPT ronmoBHoro mosra ot 16.07.2023 - kapTuHa
oemMuenuHmnanpytoulero npouecca (?), B cpaBHeHunn ¢ 30.11.2022 - konn4yecTtBo o4aroB He nameHunocsk. [1-3: G37.9 lemmnennHnaunpytowasa 6onesnb LIHC HeyTouHeHHaa (MP-BepudunumpoBaHHas). PekomeHaooBaHO AMHaMunyeckoe HabnogeHue B

kabnHete PC 'BY3 OKB, r. TBepsb. NnaHnpyetca nostopHaga rocnutanmsauus B OHL, B Hos6pe 2023 .

]
3AKITIOMEHUE. Takum obpasom, y bpaTta u cecTpbl AnarHoctmposaHa nonHasa ¢gopma cuHgpoma Cunnna (MOH 2A) — ¢peoxpomauutoma, meaynnapHbin pak WX, nepBuyHbIn, KOHTAKTDI.

runepnapaTvpeos, NnoATBEPXAEH reHeTM4eCKUn xapakrtep 3aboneBaHus. K coxaneHuto, B Poccun Ao cerogHsLLIHEro AHA HET CTaTUCTUYECKUX AaHHbIX no 3aboneBaemoctn HIO,| Cunkunia Mapus UropesHa,
4YTO 3aTPyAHSAET aHanu3 pe3ysibTaToB Nle4YeHUs U BbipaboTKy AMarHocTuyeckoro anroputma. NMauymeHtam dyaet npoBoAUTLCA NOXU3HEHHOEe AMHAMM4YecKoe HabnroaeHue. Ten.: +7(952)064-22-57
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