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T.E. bypuesa, /.C. MiBaHoBa

KNMHUYECKUU CNYYAN COYETAHUSA
BOJNNIE3HU KPOHA U IOBEHUJIBHOIO
PEBMATOUOHOIO APTPUTA

Y NMOAPOCTKA CAXA

B ctaTtbe npeacrtasneH cnyqaﬁ Te4YeHNA OABYX TAXenbIX ayTOMMMYHHbIX 3aboneBaHui (60J'Ie3HI/I KpoHa v 10BEHWIBbHOTO PEBMaTOMAHOro apTpu-

Ta) y nogpocTka caxa.

KnioueBble crioBa: 6onesHb KpoHa, l0BEHUITbHBIN PEBMaTOUAHbIN apTpUT, apTpantum, SkyTus.

The article presents a case of the course of two severe autoimmune diseases (Crohn's disease and juvenile rheumatoid arthritis) in a Sakha

teenager.

Keywords: rare tumors, children, inflammatory myofibroblastic tumor, ALK gene translocation.

BBepeHue. Bnepsble onvcaHue BocC-
nanuTenbHOro 3aboneBaHnst KULLIEYHUKA
ony6nukosaHo B 1932 r. B CLUA [6]. Tpu
aBTopa beppunn B. KpoH, JleoH MH306ypr
n lopgoH [. Onnexrenmep onucanu y
MonoabIX NoAen NoAOCTPOoe U XPOHUYe-
Ckoe BocnaneHve TepMUHanbHOro oTae-

EBCEEBA CapaaHa AHaTonbeBHa — K.M.H.,
c.H.c. AHL, KMI1, sarda79@mail.ru; LUAPU-
HA Mapusa AHTOHOBHa — Bpad neguatp L
PBNe1-HLUM wm. M.E. Hukonaeea; MEJIb-
YAHOBA lanuHa MwuxannoBHa — Bpay ra-
ctpoaHTeporor ML, PBNe1-HLUM; UBAHOBA
Onbra HukonaeBHa — A4.M.H., npod., npod.
MW CB®Y unm. M.K. Ammocosa; UBAHOBA
WpuHa CemeHoBHa — cTygeHTka 4 Kypca
MW CBo®Y; BYPLEBA TatbsiHa EropoBHa
— 0.M.H., goueHT, npoc. M/ CB®Y; 3aB. nab.
AHL| KMI.

na noaB3aOLIHON KULLKM C XPOHUYECKUM
HapPKOTU3MPYOLWNM U pyGLOBBEIM BOCMa-
neHnem. C Tex nop MCTopusi N3yveHus
6one3Hn KpoHa npopomxaeTcs, ogHako
0O CMX NOp He onpegeneHa 3TUONorus
AaHHoro 3aboneBaHns u He paspaboTa-
Ha addpekTMBHaA Tepanus, NPMBOASALL AN
K MOMTHOMY BbI3JOPOBMNEHNIO.

BonesHb KpoHa (BK) — 3TO XpoHu-
yeckoe peuuamsuMpyloee ayToum-
MYyHHOe 3aboneBaHue >Xenygo4HOo-Ku-
LWEeYHOro TpakTa HEeACHOW 3TMOMOoruu,
XapakTepusylolleecss CerMeHTapHbIM
TpaHCMyparnbHbIM  TpaHyrneMaTo3HbIM
BOCMNaneHnem, npenMyLieCTBEHHO C
pa3BUTMEM MECTHbIX U CUCTEMHBIX OC-
noxHeHwun [1].

bonesHb KpoHa saBnserca ogHow u3
cepbesHbIx npobrem B negmatpun. Mpn
OaHHOM 3aboneBaHuN y leTen OTCYTCTBY-

0T cneynduyeckme xanobbl U xapakTep-
Hble U3MEHeHNs1 B OBLLEKITUHUYECKUX U
Ouoxnmumyecknx aHanusax. B nartono-
TMYECKUI NMPOLECC MOXET BOBIEKATbCS
nobor oTaen opraHoB NuLleBapeHus OT
pOTOBOW MOMIOCTM A0 aHanbHOro OTBEp-
ctusa. Tarke MOryT ObiTb BHEKULLEYHbIE
nposiBneHusi. [lnsa cBoeBpeMeHHoW ava-
FHOCTUKN HEOOXOAMM MEXANCUMMITUHAP-
HbIn noaxop, [3].

Ycnexu B obnactu onpegeneHus me-
XaHU3MOB ayTOMMMYHHOIO BOCHManeHus
N pa3paboTKM FeHHO-UHXEHEPHbIX Mpe-
napartoB MO3BONUNN [OOUTBCA CTOMKOM
pemucecuu [2,5]. B nutepatype onucaHo,
YTO NauueHTaM C COMEeTaHMEM HEeCKOIb-
KMX UMMYHOBOCManuUTenbHbIX 3abornesa-
HWIA NOKa3aHO NPUMEHEHNE TEHHO-UHXe-
HepHOWN BUonorMYeckon Tepannm ¢ Xopo-
wnm acbdekTom [4].



. AKYTCKU MEONLIMHCKNW KYPHAT

KnuHuyeckun npumep. PebeHok J1.,
caxa, 17 ner.

M3 aHamHesa: PebeHok oT 2-n Bepe-
MEHHOCTU, 2-X popoB. bepemMeHHOCTb
npotekana Ha ¢oHe aHemuun, yrposbl
npepbiBaHus. lMpexaeBpeMeHHble poabl
Ha 25-26- Hepene. Macca Tena npwu
poxgeHun 1200 r, anvHa Tena 47 cm. B
CBS131 C HEJOHOLLEHHOCTbH BbiXaXusanu
B OTAENEHUN NaTonorMm HOBOPOXAEH-
HbIX 0 2 Mec.

HacnepcTtBeHHOCTb: oTdArowleHa no
NIVHUM OTL@ — HEYTOYHEHHBIN apTpUT.

MNepeHeceHHble 3aboneBaHus:
OcTpble pecnmpaTopHO-BMPYCHbIE  WH-
dekumnn vacro.

Annepronorunyeckun aHamHed: C 5
net ctpagaet OGpoHxuanbHOM acTMOWN,
aTtonuyeckas opma, nerkoe Te4eHue.

AHamHe3 3aboneBaHusi: Co cnos
Maneduka, boneer ¢ 16 netr. B pnebio-
Te 3aboneBaHusa pebeHka Gecnokovnu
6onn B nosicHMyHon obnactn. C Hava-
na pgekabpsa 2022 r. 6ecnokouT 6onb B
nesow ctone. Ob6pawancst B 60nbHULY,
HanoxeH runc. C 18 pekabps 2023 .
nosiBununce 6onun B NpaBon cTorne ¢ npo-
rpeccupyowMm oTekom. NoBTOpPHO 06-
paTunucb B OONbHULY - AaHbl PEKOMEH-
Jaumm, MectHo masb TpokceBasuH. C 22
nekabps 2022 r. npucoeaMHunucs 6onm
B KOMNEHHbIX CyCcTaBax, Ta300edpeHHbIX
cyctaBax, nmxopagka o 38°C, kotopas
CHMXanacb CaMoCTOATENbHO 6e3 xapo-
noHmxarLLmx. B cBs3M ¢ Yem rocnutanu-
3MpoOBaH B kapAuMopeBMaToriornyeckoe
otaeneHne [legmatpuyeckoro LeHTpa
PecnybnukaHckoin 6onbHuubl Ne1-Haum-
OHanbHOroO LEeHTpa mMeauumHbl um. M.E.
Hwukonaesa.

XKanobbl npu noctynnenun: 6onu B
cyctaBax nocne U3NYECcKON Harpysku,
Ha nepuognyeckne Gonm B anuracTpum
npwv NOrpeLuHOCTAX B efe.

Mpu noctynneHun: coctosiHue cpen-
HeW CTENeHn TSHKECTU MO OCHOBHOMY 3a-
bonesaHuto. Poct 171 cm, macca Tena
90,4 kr. YactoTa AObixaTenbHbIX OBUXKE-
Hun 20 B MuH. Catypauus 99%. YacToTa
cepaeyHbIX COKpalleHun 77 ya. B MUHY-
Ty. Al 120/65 mm pr.cT. CamouyBCcTBME
CHWKeHo. Annetnt He HapyweH. CoH
cnokoeH. Co3HaHue sicHoe. Tenocnoxe-
Hue npaBurnbHoe. [lOBbILWEHHOrO nuTa-
HUs1. 3eB He runepemMmpoBaH. CnmnsuncTble
obornoykn prta n 3eBa uYncTble, bnegHom
okpacku. HocoBoe gbixaHve cBobGogHoe.
KocTHo-cycTaBHas cuctema 6e3 ocobeH-
HocTen. [lepudepuyeckas numddartm-
yeckasi cuctema: nNumdoysnbl He YyBe-
nuyeHbl. [pyaHas knetka npaBuibHON
dopMbl. [1epKyTOPHO — ACHBIN FEroYHbIN
3BYK N0 BceM nonsam. BesukynspHoe gpl-
XaHue, XpunoB HeT. ToHbI cepaua siCHble,
pUTMUYHbIE. YKMBOT MArkui, Gesdones-

HeHHbIN. NeyeHb 1 ceneseHka He yBenu-
yeHbl. OTek npaBon cTonbl. Moyeuncny-
ckaHue cBoboaHoe, ©6e30one3HeHHoe.
MNepundepnyecknx oTEKOB HET.

MapaknuHuyecku:

B obwem aHanuse kpoBu OT
22.12.2022.: remorno6uH — 120 r/n (PU:
120-160 r/n); spuTpoumnTbl - 4,4x10'%/n
(PW: 4,1-5,2x10"%/n); TpomBoumTel - 250
10%/n (PWN: 150 — 450x10%/n); neikoumnTbl
-16,8x10%n (PW: 4,5 — 13x10%n); num-
dountbl — 12% (PW 8-10%); MOHOUUTHI
- 0,4x10%n (PW: 0,05 - 0,4x10%n); na-
no4ykosifepHble Hentpodunel - 8% (PW:
1-5%); cermeHTOsiAEPHbIE HEUTPOUIIbI
- 81% (PW: 43 - 60 %); s03uHocunsbl -
3% (PWN: 0-5%); CO3 - 20 mm/u (PU: 1-15
MM/4). 3aknoveHre: numdounTos, nen-
KOUUTO3, HEUTPOUITbHBIA COBUI NENKO-
umnTapHon popmynel, nosbileHHoe COJ.

Bvoxumnyeckun aHanma Kposu OT
22.12.2022: ANT - 96 en/n (PU: 00-
29.00 en/n), ACT - 92,5 ea/n (PWN:00-
36 en/n), C-peaktuBHbIn Genok - 114,9
mr/n (PN:0-5mr/n). 3akntodeHune: MoBbl-
LeHVe YPOBHS anaHuHaMuHocpacde-
pasbl, acnaprataMyHoTpaHcdepassbl,
C-peakTumBHoro berka.

PeHTtreHorpadus KucTen oT
21.012.2022— cycTtaBHble Lenu coxpa-
HEHbIl, CyCTaBHbl€ NMOBEPXHOCTUN C POBHbI-
MU, YETKMMU KOHTYpamu, 6e3 KOCTHO-Ae-
CTPYKTUBHbBIX W3MEHEHWI, napaapTuky-
NsipHble TKaHU OTEYHbI.

Linpposass  peHTreHorpamma  Ko-
NIEHHbIX CyCTaBOB B 2 MpOeKuusix OT
16.10.2023.: B3anMOOTHOLLEHUSI KOCTEN
He HapylweHbl. Pasmepbl KocTeln 0Obly-
Hble, KOHTYpbI YeTkne. BHyTpucycTaBHble
Lenu HepaBHOMEPHO cyxeHbl. CycTaB-
Hble MOBEPXHOCTU He AedhOPMUPOBaHbI,
YEeTKO U POBHO KOHTYpupoBaHbl. CTpyk-
Typa KOCTHOW TKaHW coxpaHeHa. 3aknto-
yeHue: PeHTreHonorvyeckme npu3HaKu
apTpuTa KOMNEHHbIX CYCTaBOB.

PeHTtreHorpachma opraHoB rpyAaHou
nonocTu ot 22.12.2022 6e3 natonoruu.

dubporactpockonua ot 21.12.2022:
Cnusncras nuwiesoga po3oBasi, bnecrs-
was. 3ybyataa nuHua detkas. Kapous
cMblkaeTca. B nonoctn xenygka 6onb-
LIOE KOMWYECTBO >KEM4YM, CEKPETOPHOM
XnakocTun, rematuHa. Ckragkv xenyaka
06bl4yHOM chopma n BbicOThl. Crnnauctas
Xenyaka oTevyHasi, rmnepemMupoBaHHasi,
paHMMasi, C KOHTaKTHOW KpPOBOTOYMBO-
CTbl0, TOTaNbHO C MHOXECTBEHHbIMU re-
MOpparMyeckuMm 3po3nsiMM C HarneToMm
rematuHa 0.5-1.5 cm mectamu ¢ Hane-
TOM pubprHa, BbIpaKEHHas KOHTaKT-
Hasi KpPOBOTOYMBOCTb. [lepucrtanstuka
aHTpanbHOro oTaena cpegHVMU BOSHa-
mu. lMpuBpaTHUK cmbikaeTcd. JlykoBuua
nedopMmpoBaHa, No BEPXHEWN CTEHKe C
hopMUpoBaHNEM MceBAOAMBEPTHKYNE3A

MO HWXHEN CTEHKe C MONyLMPKYNSpHbIM
pybuom. Cnnsuctas obonoyka o4aroBo-
rmnepemMmpoBaHa, ¢ Nerkummn anUTenn3u-
pYOLUMUCS 3PO3UAMU, CrIN3NUCTast HUC-
Xof4daLero otaena ABeHaauaTMnepcTHON
KMLWKKN po3oBas. 3akntoveHve: [lyoneHo-
ractpanbHbI pedniokc. dputematosHas
ractponartus.

YnbTpa3ByKoBOE MccrneaoBaHne opra-
HOB OptolwHoM nonoctn ot 28.12.2022:
3OXO-naTonorumn He BbISIBNEHO.

KomnbloTepHas Tomorpadusi opraHos
OptowHon nonoctu ot 28.12.2022.: lMe-
YeHb HOpMaribHbIX pPa3MepoB U POpPMbI,
KOHTYpPbl POBHbIE, CTPYKTYpa NapeHX1mbl
OOHOpPOAHasi, NoKasaTenu NoTHOCTU He-
CKONbKO MOHMXeHbl 47-51en. BHyTpune-
YEHOYHbIE XeN4YHble NPOTOKM He pacLuu-
peHbl. XKenyHbi Ny3blpb 1.5x1cMm, ¢ ne-
peTSKKOM B 06nacTu fHa, CTEHKM My3bIps
poBHbIe. 3akrtoyeHne: YMepeHHble and-
y3HbIE N3MEHEHNS MAPEHXUMbI MEYEHMU.

KonoHockonust ot 22.12.2022.: bay-
rMHUEBa 3acrioHKa MosynyHHOW OpMbl,
yCTbe €e COMKHYTO, OpPUEHTMPOBaHO B
Kynon cnenown kuwkn. OCMOTpeH Tep-
MWHanbHbIM OTAEN MOB3AOLWHON  KULL-
KM — cnmauctasi pososasi, bapxatucrasi.
lMpocBeET OCMOTPEHHbIX OTAENoB TOn-
CTOW KWLIKN He AedopmMupoBaH, B Npo-
cBeTe 0OMbLUOE KOMWYECTBO KWMAKOIO,
XKEnToBaToro COAEPXMMOro, acnepupo-
BaHO. CKnag4aToCTb KULLKM COXpaHeHa.
Cknagkn XOpoLlo pacnpaBnsioTcs npu
NHCYPrALMM BO3OYXOM. TOHYC KMLLIKM
06bIYHbIM. Buanmas cnmsncraa o6ogou-
HOW KuULIKM OnegHo-po3oBasi. 3akmode-
HMEe: NPU3HaKK KaTaparnbHOro NpoKTUTa.

KnuHnyeckuin aunarHos: HOHoLueckuii
apTpuT (CepoHeraTuMBHbIV), NonuapTpu-
KyNsIpHbIA BapuaHT, 3-9 CTeneHb akTuB-
HOCTW, 2-9 peHTreHonormdeckas cragusi.
OK 3. bonesHb KpoHa. fA3Ba xenyaka
XPOHMYeCKasi C KpOBOTEHEHMEM. AyTOMM-
MYHHbI renaTuT.

HasHaueH apanumymab (Xymupa) 40
Mr 1 pa3 B 2 Hegenu (Kaxable 2 Hegenu),
MecanasuH (canodanek) 1r 3 pasa B cyT-
KW, C NONOXMUTENbHBIM 3dheKToM.

B mae 2023 . pebeHok 6bin NOBTOP-
HO Ha MraHOBOM AucnaHcepHom obcne-
AOBaHUW, B COCTOSTHUW PEMUCCUMN.

B okts6pe 2023 r. nocTynun ¢ pesku-
MK 6onsiMu B anuracTparnsHowm obnactu n
N3MEHEHMEM LIBETA CTyrna (TEMHOrO LiBe-
Ta, BA3KOW KOHcUcTeHummn). OCcMOTpeH B
NPUEMHO-ANArHOCTUYECKOM  OTAENeHun
My, PBNe1-HLIM. CoctosiHne pebeHka
Tskenoe. CamodyBCTBME CHWDKEHO. An-
netut cHwxeH. BbecnokoeH. CosHaHue
sicHoe. TenocnoxeHune npasunbHoe. lMo-
BbILLUEHHOTO NMUTaHWs. 3eB He rMNepemu-
poBaH. Cnu3nctble 060Mo4kn pTa 1 3eBa
ynctele, GnegHow okpacku. Hocosoe
AblxaHne cBobogHoe. KocTHo-cycTaBHas



cuctema 6e3 ocobeHHocTewn. MNepudepun-
yeckas numdartmyeckas cuctema: num-
doyanbl He yBenuyeHbl. [pygHasa knetka
npasuneHon dopmbl. [pu  nepkyccun
rPYAHON KNETKN — SICHbIN NErOYHbIA 3BYK.
Mpu ayckynstaumu rpyaHoON KneTku Bbl-
CNyLUMBAETCS BE3UKYNAPHOE [blXaHue,
XpUNoB HeT. TOHbl cepaua siCHble, pUT-
MUYHble. YKMBOT MArkui, peskas bones-
HEHHOCTb B anuracTpuun. lNeveHb u cene-
3eHKa He yBenu4eHbl. MouewncnyckaHue
cBoboaHoe, 6e3bonesHeHHoe. lMepude-
puyecknx otekos HeT. Ctyn 19.10.2023 1
pas, ohopMneH.

MapaknuHuyeckn: OBwWmn  aHanus
kpoBn otT 13.10.2023.: remornobuH —
145 r/n (PW: 120-160 r/n); aputpoum-
Tl — 5,1x102/n (PU: 4,1-5,2x10"%/n);
Tpombouutsl - 221 10%n (PU: 150 —
450x10%n); nemkoumTel — 6,31x10%n
(PW: 4,5 — 13x10%n); numdoumnTbl — 44%
(PN 8-10%); moHouuTbl — 9,5x10%n (PWUI:
0,05 — 0,4x10%/1n); nanoykosiAepHble HEN-
Tpodhunel - 1% (PU: 1-5%); 6aszodunbl
- 0,5% (PW: 00-0,7%); s03nHoUbl —
3,2% (PW: 0-5%); COQ3 -7 mm/u (PN: 1-15
MM/4). 3aknioyeHne: NMMM@OoLnNTO3.

Buoxumnyecknii aHanus KpoBu OT
13.10.2023.: C- peaktuBHbIN Genok —O
(PN1:0.00-10.00), ACNO - 265 ME/mn
(PW:0.00-200.00), PeBmatouaHbin dak-
TOp oTpuuaTtensHo, Ig A obwwmin >4.2 mr/
mn (PW:0.7-3.00), Ig M o6wmn >3.20mr/
mn (PW:0.5-2.00), Ig G 10.10 mr/mn
(PN:8.00-16.00), Ig E — 139,30 ME/mn,
LINK - 48 Ef. 3akntoveHve: noBbileHNe
ACNO, Ig A, IgM, Ig E.

Koarynorpamma ot 10.10.2023.:
MpoTpombuHoBLIN  MHAekc — 84.00%
(PW1:20.00-140.00), npoTpombrHoBOE

Bpems - 15.00 ¢ (PN:13.5-17.00), MHO
- 1.09(PW1:0.81-1.13), ubpuHoreH -—
2.82(PN: 1.9-4.3), AHTB — 41.1(PW: 30.8-
41.4). 3aknoyveHue: koaryrnorpamMma B
HOpMe.

O30garoracTpogyoneHocKonust oT
10.10.2023.: 3akntoyeHune: [yopeHora-
CcTpanbHbI  pedritokc. Opo3nBHasA ra-
ctponatus. Pedntokc a3odarut Heapo-
3MBHbIN.

LincbpoBass  peHTreHorpamma  Ko-
MEHHbIX CyCTaBoB B 2 MpOeKuMsax OT
16.10.2023.: B3aMMOOTHOLLEHUS KOCTEN
He HapylleHbl. Pa3mepbl KocTen 06bly-
Hble, KOHTYpbI YeTkne. BHyTpucyctaBHble
Lenv HepaBHOMEpPHO cyxeHbl. CycTas-
Hble MOBEPXHOCTN He AedOpPMUPOBaHbI,
YETKO U POBHO KOHTYpupoBaHbl. CTpyk-
Typa KOCTHOW TKaHW coxpaHeHa. 3akmio-
YeHue: PeHTreHonornyeckue npusHaku
apTpuTa KoneHHbix cyctaBoB. OCTEOXOH-
aponatus. bonesHe Ocryna- LnsTtTepa.

YnbTpasByKOBOe MCCrefoBaHne opra-
HoB OptowwHoi nonoctn ot 13.10.2023.:
Bugyanusauus 4vactnyHasi, KpanHe 3a-

TpygHWUTENbHA M3-3a BbIPAXEHHOrO Me-
TEeopu3ma 1 NOBbILLEHHON NOOKOXHO-XKM-
poBoin knetyatku. [leyeHb yBenuueHa,
nesasi NonoBuMHa - 6.3 MM, Npaeas 4ons -
129 MM, KOCOW BepTUKarnbHbIA pasmep —
150 mMm. KoHTYp poBHbIn. CTpykTypa oa-
HOpOAHasi, 9XOreHHOCTb BbILLE CPELHEN.
BHyTprneyeHouHble Kemn4YHble MPOTOKM
He pacwmpeHbl. CocyauCTbI PUCYHOK
crrnaxeH. MNeyeHoYHble BEHbI HE pacLun-
peHbl. BopoTHasa BeHa — 9 mMM. XKenuHbin
ny3blpb pacnonoxeH TunuyHo. Popma
oBanbHag, ¢ nepernbom B obrnactu gHa.
CTeHka TOHKasi, B npocBeTe yncTo. Pas-
Mep 69 mMmx23 Mm. O6LWMI Ken4yHbIN
NpoToK He pacwupeH. lMogxenynovHas
Xenesa He yBenuyeHa. KOHTyp pOBHbIN.
Paawmep ronosku — 21 mm, Tena — 13 mm,
XBOCT — 24 MmM. CTpykTypa ogHOpoaHasi,
9XOreHHOCTb cpefHss. Moykm pacnono-
XeHbl TUnM4Ho. paBas novka pasme-
poMm 99 mMmx40 mm. KOHTYpbl pOBHbIE.
MapeHxuma TonwmHom - 19 mm. Yawweu-
HO-NIOXaHO4YHas cMcTeMa He pacluMpeHa.
JleBasa nodyka pasmepom 100 Mmx50 mm.
KoHTypbl poBHble. [apeHxvma Tonwm-
Ho 20 MM. YalleyHo-noxaHoyHasi cu-
cTema He paclmpeHa. MoyeBol ny3bipb
nycton. 3akntodyeHune: [enaTomeranus.
OunddysHblie n3MeHeHNst NnapeHXuMbI ne-
yeHu. [lechopmaums KenyHoro ny3abipsi.

Tect Ha Helico bacter pillory ot
18.10.2023.: Hp +

KonoHockonust ot 12.10.2023.: TMpo-
CBET CNernon KuLWKK cyxxeH Ha 1/3 u3-3a
oTeka bayrMH1MeBOW 3aCNOHKM, CNN3ncTas
GayrMH1eBON 3aCrnoOHKM Pe3ko OTeyHa u
rMnepemMupoBaHa, C MHOXECTBEHHbIMU
a3Bamy 2.0 CM CO CBEXMMW MOAPbITHI-
MU KpasiMu, KpaTep MOKpbIT PUBGPUHOM.
YcTbe 3acrnoHku Crna3mmpoBaHo, Ans
annapata Henpoxogumo. OcTtanbHble
OCMOTpPEHHbIE y4YacTKu crm3ncton obo-
OOYHOM Kkuwikn 6e3 ocobeHHocTen. [Ans
Guoncun B3sATbl 2 pparMeHTa CrnmancTomn
NOB3LOLUHOMN KULWIKK, 3 oparMeHTa crnuv-
3ucton H6ayrmMHMeBow 3acrnoHKuU. 3akmio-
yeHve: TepMmuHanbHbIn nneut. bonesHb
KpoHa. AKTMBHas ctagus C si3BamMu ”
CTPUKTYPMPOBaHNEM.

Buoncusa doparMeHToB CRN3NCTON TOH-
kor kuwku ot 20.10.2023.: B Guoncum-
HOM matepuane dparMeHTbl CIU3UCTON
TOHKOW KMLLIKW, C KAPTUHOWN XPOHNYECKOro
aKTMBHOrO uneuTa, C 04aroBbIM KpUNTU-
TOM, C 04aroBoOMW runepnnasuen nenepo-
BbIX BrisiLuex.

KnvHunyeckuin anarHos: BocnanuTens-
Hoe 3aboneBaHve kuwweyHuka. bonesHb
KpoHa ¢ BHEKMLLEYHBIMU NPOSIBNEHUSAMMU.
HOHoLweckuin apTput (CepoHeraTuBHbIN),
NONUapTPUKYNAPHbIA BapuaHT, 3-s cTe-
NeHb akTUBHOCTU, PEHTIEH 2-i CTENEHMW.
®K 3. AyTOMMMYHHBIN renatuT. bonesHb
Ocrypa-Lnatrepa.

22 YW

HasHayeHO neyeHue: pexum nanat-
Hbl, cton Ne5, apanumymab (Xymwupa)
40wmr n/k, naHkpeaTuH 1kancyna 3 pasa B
CYTKM BO BpeMs eabl, omenpason 20 mr 2
pasa B cyTku (8 4-20 4) 14 gHel.

20.11.2023 pebeHok BbINucaH ¢ ynyu-
LUEHMEM.

PekomeHgaummn npu Beinucke: Habrmto-
AeHune yyacTkoBoro negmarpa, cton Ne4,
ocBOGOXAEHME OT OU3KYNLTYPbI (MCKMHO-
YnTb pu3nyeckne Harpysku), NpoTMBO-
nokasaHa MHCoNsALMs, NPOTMBOMNOKa3aHa
BaKUMHaUMA 1 BBedeHue ramma rrnoby-
NVHa, NPOTMBOMOKA3aHWUsS Mepeoxnax-
[OEHUS 1 KynaHue B OTKPbITbIX BOAOEMAX,
UMMYHOMOZYNSATOPbI, KOHTaKT C XWBOT-
HbIMW, NPOTMBOMOKa3aHbl hr3nyeckme 1
ncuxmyeckne TpaBmbl. OCMOTP racTpO3H-
Tepornora 1 pesmartosnora 1 pa3 B Mec.,
okynucT 1 pa3 B 3 mec., nnaHoBas rocnu-
Tanusaunsa B OA3I kaxable 3 mec., Y3U
cepaua 1 pas B 3 Mec., KOMMbIOTEPHAst
TOomorpadusi OpraHoB rpyaHow knetkn 1
pa3 B 6 mec.

Apanumyma6b (Xymupa) 40 mr 1 pas B
2 Hep. (kaxable 2 Hed.) NOCTOSAHHO, npe-
napart Kanbuusi, BATaMuH [] NOCTOSHHO
no 3 mec., 1 mec. nepepbiB, MecanasunH
(canodpanbk) 1r 3 pasa B CyT. NOCTOSIH-
HbI npuem, Hekcuym 20 Mr 1 pas B cyT-
K 3 Hed., naHkpeaTuH (KPeoH, MUKpa-
31um)10 TE 3 pasa B feHb BO Bpems efbl
3 Hen., ypoaesokcmxonesas kucrnota 250
mr B 06eq, 500 mr Bevepom.

3akntoueHue. B ctatbe npegcraeneH
cnyyan TeveHus OByX TSBKEMbIX ayToMM-
MYHHbIX 3aboneBaHui (6onesHn KpoHa n
IOBEHUIBHOIO PEBMAaTOWMAHOIO apTpuTta)
y nogpocTka caxa. MNogo6Hble KnuHMYe-
Cckue npumepbl B OOLLEAOCTYMHON nu-
TepaType eavHuYHbl. [Ons OocTuXeHus
CTOVMKOMN pemMuccunm BefeHue [OaHHOro
pebeHka TpebyeT MexauCUUNIIMHapHOro
nogxoda M COBMECTHOW Tepanuu y ra-
CTPO3HTEPOIIOroB U PEBMaTONOroB.
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COYETAHUE CUHOPOMA MUIJIEPA
®ULLEPA N HECNELW®ULUUPOBAHHOM
NEPUDEPUNYECKOW T-KIETOYHON
NIMM®OMBbI

DOI 10.25789/YMJ.2024.85.32
YOK 611.8

B cTtaTbe npegcTaBneH KNMHUYECKNUI criydan codeTaHuns cuHgpoma Munnepa duiiepa n HecrneunduumpoBaHHoW nepudepmnyeckon T-KneTouHom
nuMdomsl, NpeacTaBnsitoLLe coboii arpeccuBHOe 3aborneBaHne ¢ kpaliHe HebGnaronpusiTHbIM NPOrHo3oMm. MNpoBeAeHHOe NaToreHeTnYeckoe neye-
HVe BbISIBNEHHOIO CYHAPOMA He BbI3Baro yry4LleHNs COCTOSIHWSA BONbHOro N He NOBNUANO Ha OXMAaeMbl HebnaronpUSITHBIA MPOrHO3 OCHOBHOTO
3110KayecTBeHHoro 3aboneBaHusi, o NOBOAY KOTOPOro X1MuoTepanus He Gbina npoBeAeHa BBUAY KpaHe TSXKENoro CoCTOsIHWS nauueHTa. Boiwe-
onucaHHas coyeTaHHasi NaTonorus NoaTBepXKaaeT HeobXoAMMOCTb NPOBeAEHNS OHKOMOrMYECKOro novcka y nauneHToB ¢ cuHapomom Munnepa
Puwepa 1 0b6si3aTENBHOMO ONPEAEneHNs OHKOHEBParbHbIX @aHTUTEN, UCNOMb3yeMblX B AMArHOCTMKE NapaHeomnnacTM4eckoro HeBPOorMYeckoro
CUHAPOMA, BCTPEYaAIOLLErocs Npu 3rMoka4yeCTBEHHbIX OMYXONAX Pa3nmnyHOro rmctoreHesa.

KnioueBble cnoBa: HecneuuduumpoBaHHasa nepudepnyeckas T-knetodHas numdoma, napaHeonnacTUYeCcKMn HEBPONOrMYECKUN CUHOPOM,
cuHgpom uneHa-bappe, cuHgpom Munnepa duwepa.

The article presents a clinical case of combination of Miller Fisher syndrome and unspecified peripheral T-cell ymphoma, which is an aggressive
disease with an extremely poor prognosis. The pathogenetic treatment of the identified syndrome did not cause an improvement in the patient's
condition and did not affect the expected unfavorable prognosis of the primary malignant disease, for which chemotherapy was not carried out
due to the extremely serious condition of the patient. This case emphasizes the importance of an oncological search in patients with Miller Fisher
syndrome and the mandatory determination of onconeural antibodies used in the diagnosis of paraneoplastic neurological syndrome, which occurs
in malignant tumors of various histogenetic types.

Keywords: unspecified peripheral T-cell ymphoma, paraneoplastic neurological syndrome, Guillain-Barré syndrome, Miller Fisher syndrome.

MapaHeonnacTtuyeckun  CUHAPOM
(MHC) - aTo knNnHMKo-NabopaTopHoe Npo-
SBMEHVE 3roKa4eCTBEHHOW onyxonu, 06-
YCINOBMEHHOE Hecneunpuyeckumm peak-
LMSIMM CO CTOPOHbI PasfnyHbIX OpraHoB
1 CUCTEM UIN SKTOMUYECKOWN NPOAYKLMEN
Onyxornbk OMOMNOrMyeckn akTMBHbIX Be-
wectB. OH peructpupyetca B 10-18,5%
crlyqaeB npuv pake TONCTOW KULLKW, Men-
KOKIETOYHOM pake rerkoro, pake Moroy-
HOW Xenesbl U ANYHMKOB, 3110KaYeCTBEH-
HbIX niumcpomax [6]. MpumedarteneH ToT
dakT, YTo MapaHeonnacTU4eCKUn CuH-

MeguumnHckuia NHCTUTYT CBoy nMm.
M.K.Ammocoea: MAKAPOB Anb6Gept Omu-
TPUeBUY — K.M.H, AoueHT, makarov_albert@
mail.ru, TOBOXOB AnekcaHap Bacunbesu4
— A.M.H. npod., TAMNMAXOB Anekcein Anek-
ceeBMUY — K.M.H., goueHT, COCUHA Cgetna-
Ha CtenaHoBHa — K.M.H. goueHT, CEMEHOB
OMuTtpuin HUKonaeBUY — K.M.H., JOLIEHT.
ATIIACOBA JleHa MuxannoBHa — Bpay OT-
nenexusa tepanun PB Ne1-HLIM.

OPOM MOXET MPOSIBNSATLCA A0 BbisIBIE-
HWSI OMYXONW, MHOr4a OL4HOBPEMEHHO C
ee KIMMHWYECKUMWU MposiBreHvuamn [2].
lMocne npoBegeHus pagukKanbHOro neve-
HWSI 31I0OKa4YEeCTBEHHOW OMyX0omnu 3TOT CUH-
OPOM MOXET MPOWTU U BHOBb NOSIBUTHCS
npv peuugusax onyxonu [1].

B oTeyecTtBeHHOM U 3apyGexHown
nuTepaType onucaHbl pasfnuyHble Mpo-
agrnenua MHC (remaTtonornyeckue, 3H-
OOKPUHHBbIE, HEBPONOrMYyeckne, ractpo-
3HTEepornoruyeckne, Hedponoruyeckme,
Aepmaronormyeckie n ap.).

B nocnegHee Bpems cpeau npakTu-
Yeckux Bpaven 0cobbll MHTEpec Bbl-
3biBaeT cuHgpom [uneHa-bappe (CI'b),
MMEIOLLMA MHOFO KIMHUYECKUX OOPM,
pasnuyalrwmxcss  no  0COBEHHOCTAM
TEYeHUs MaToflorM4yeckoro mnpotecca,
NEepBMYHON TOYKE TMPUITOXKEHUS ayTo-
MMMYHHON arpeccumn (obonodka Hepsa
U aKCOHamnbHbIA CTEPXEHb), MPOrHO3Y
BOCCTaHOBMEHUSI U KIMHUYECKUM MNpO-
aBneHnam. Hawnbonee wuacto (70-80%)

BO BCEM Mupe, B TOM 4yucrne n B Poccun,
B pamkax CI'b guarHoctupyetcsa octpas
BOCManuTenbHasa AeMUenuHU3NpYyoLLas
nonuHeBponatua (OBAI), npu koTtopon
ayToaHTUTena arakyloT MWENUHOBYIO
obornouky HepBa. Ha BTopom no yactote
BcTpedaemoctn (5-10%) mecte Haxo-
AATCA aKcoHanbHble OpPMbl — OCTpbIe
MOTOPHas U MOTOPHO-CEHCOPHAas aKco-
HanbHble HeBponatum (OMAH n OM-
CAH), xapakTepu3ayoLwmnecs nepBuYHbIM
NoBpeXAeHNneM akCOHOB nepudepunye-
CKMX HEpBOB W OTnMYaroLmecs Apyr ot
apyra nubo BoeneyeHnem (OMCAH),
nmbo umHTakTHocThbio (OMAH) uyBCTBU-
TenbHbIX BONOKOH. [Apyrue dopmel CI'b
(cungpom Mwunnepa ®uwepa (CM®),
dapunHro-LepBrko-6paxvanbHasi, ocTpas
naHaM3aBTOHOMMS, MapanapeTnyeckas,
CEeHCOpHasi) AMarHOCTMPYITCA KpaviHe
peako (1-3%). B Poccuiickon ®epepauun
cpenm Bcex cpopm CI'b cuHgpom Munne-
pa ®uwepa cocraenset 2-5 % [4, 13].
[ns cnHgpoma Munnepa duwepa xa-



