F6OY BINO MNepBbin MTMY nm. U.M. CeueHoBa

Kadenpa HepBHbLIX 6onesHen MO

KMMHNYECKNN PA3BEOP

[MogrotoBun: MakapoB Cepren
AHTOHOBKY

PykoBoautenb: npod. [onybes
Banepun JleoHnpgoBuny



[lacnopTHble gaHHblE

e [TaumeHT XXX
* 26 NneT
* MluBanua Il rpynnbl




[TpeabaBnsaeT xanobbl Ha:

 [onoBHyto 605b B NpaBoun NOOHO-
TEMEHHOM 00nacTn 1 3a NpaBbIM Ma3HbIM

S16510KOM, yCUIinBatroLLYOCA MNP ABUXKXEHUN
MNpPaBbIM T1a3HbIM 01OKOM

* OrpaHn4yeHue aBMXeHUS rnasHbiX A0rokK
BBEPX U B CTOPOHBI

* ,D,BOeHI/Ie NP B3rndge BripaBo




NMonyyan JIC:
[Jcynbacanasu
H [
NpeaHN30moH [
NHdNMKcumab [
asaTtmonpuH [
aganumymat

11.2013 — Bb-Hb
KpoHa A

26.08.16 — ronoBHag 0osb
+ rnasogBuraternbHble
HapyLweHns




AHBAPD 2013 — 60nu B okononyno4Hon obnactu, nnxopaaka go 38,7 C. B 13
KB yctaHoBneH [13 6-Hb KpoHa. JleueHune — cynbdacanasuH 3 r/cyT,
NpeaHn30sIoH B TeYeHune 5 gHen.

C AMNPENA 2013 r nony4dan nHbekumn nHgnmkcumaba (Pemukenga) 300 mr
CEHTABPDb 2013 r — nycTynesHble BbICbINaHWA Ha nuue, cnnHe, rpyaun. [3:
KOHrnobaTHble (LapoBuaHbie) yrpu. Abcueanpyrowme atepomsl. JledeHne
aHTUOnoTnkamun. b-Hom obeyXaancs Ha KOHCUNUYMe — MOPaXKEHUE KOXN
pacLeHEHO Kak rnposiBrieHne oCHOBHOro 3abonesaHust (6-Hu KpoHa), a He
no6o4HbIN 3 dPekT nHdnukcnmada. K neveHunto gobasneH npeaHmn3onoH 60 Mr
/CyT + azatnonpuH 100 mr

[Mpogorknn nonyvaTtb MHPMKcUmab, ogHako 6-Hb nporpeccupoBana .
ATPEJb 2014 r — onepaumna pe3ekuns CUrMmoBMOHOW KULLIKX NO NoBoAY
TOHKOKULLEYHbIX CBULLIEW, 0Opa3oBaHUs MHJUIbTpaTa ¢ abcueanpoBaHneM,
CTPUKTYpa NoAB340LLIHON KULLIKK

MAMW 2014 r — B CBA3M C BTOPMYHOW NoTepei oTBeTa Ha UHAIMKCMMab
nepesBeneH Ha npenapar aganumymat (Xymupa) + aszaTuonpuH

CEHTABPb 2014 r — onepauusi No BOCCTAHOBEHWNIO HEMPEPLIBHOCTY
KNLLEYHOWN TPYOKMW.

B H.BP. lNony4aet 40 mr Xymupsbl 40 Mr n/K Kaxkable 14 oHeW.




[lnarHoas:

e bone3Hb KpoHa ¢ nopaxeHnem TepMnUHanbLHOro
oTtAaena noaB3aoLWHOU, CUrMOBUAHOU U
ABeHaauaTUnepcTHOM KULLKN, XpOHUYecKoe
peunanBUupyroLlee TeyeHue, Taxenasa dopma,
OCJ1I0)KHEeHHasl HenoJsIHbIMU CBULLAMM NOAB340LLHOMU
KULLKU U PEeKTOCUTMONAHOI0O oTAes1a TONCTOU
KULWKN. BropnyHas noteps oTeBeta Ha MHpnunkcmmano.
CnaeyHas 6051e3Hb opraHoB OPHOLLHON NOMNOCTU
(anarHocTuyeckas nanapockonusa 2013r). CpeguHHas
nanapotomus 18.04.14 r.: oO6CTpyKTUBHAs pe3eKuums
CUrMOBUOHOMN KULLKK, POPMUPOBAHNE KOHLIEBOW
CUIrMOCTOMbI, UfeoLeKkanbHas pesekuuns c
doopmMupoBaHMEM PYyYHOro Ueo-acueHgoaHacTamosa
no Tuny «boK B OOK», pe3eKkumnsa % CTEHKN NoaB340LLHON
KULLKK C nriactukon no MenbHukoBy. [InBepTUKynapHas
bonesHb Toncton knwkn. F'OPb B ctaann pedoniokc
a3ogparnta. Ab 12-nepCTHOU KULLKK B CTagnu
pemumnccumn. CoctosiHue nocrne nnacTukn od6ono4vekx
npaBoro An4yka no BuHkenbmaHy oT 28.06.16T.
CebopelnHbin oepmMmaTuT.



MHCTpyMeHTanbHble nccnegoBaHusg

e KT opbuT (06.09.16): ...Onpenenaetcsa dunatepanbHoe,
CUMMETPUYHOE PEMOOENMNPOBAHNE CYXOXKNITNN
9KCTPaOKYNSAPHbIX MbILWL, (MO TUMY «rOPbILLKO-0yTbifKax),
paclumpeHve bptollek cpeanHHON NPSIMON MblLLULbI NPaBoro
rnasa v 60KOBOW NPSAMOMN MbILLULbI JIEBOrO rrna3a go 8 U7 Mm
COOTBETCTBEHHO. B MecTe NpuKpenneHns aKCTpaoKynapHbIX
MbILLL, K CKNEepe pacLUMPEHHbIE N N3BUTbIE SNUCKIIeparbHble

cocyabl POPMUPYIOT PUrYpY KpecTa.
» ... Jlegsas cnes3Has xerne3a He3Ha4umersibHO y8esriuyeHa.

« [lononHnTenbHbIX BKNOYEHNN, 0Opa3oBaHUM
peTpobynbbapHOM KreT4aTKn He BbISABITEHO.

* 3akntoyeHne: KT — npusHakum aHAOKPUHHOM
optansmonatumn. OTe4YHbIN NPaBOCTOPOHHUU
ak3odTtanbm penBca (I cteneHwm).

KT ronoBHOro mo3sra u yepena (06.09.16): natororm4yeckmx
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JlabopaTtopHble nccnegoBaHuA
(15 09 1A)

* AH. KpoBu - COO 30 mm/4, CPB 70,9 mr/n

AT Kk HatuBHou (aBycnupansHoun) OHK IgG
oTp.

* TUpeouHble FOPMOHbI: |3CB, 3,7 NMosb/n,

T4cB 15,2 nmonb/n, TTI 2,16 MEQ/n — Hopma
AHTutena Kk TI10 - Hopma

* AHTUHYKNeapHbIN hakTop OTp.

e AHTUHYKINeapHble aHTUTena, IgG
MMMYHOOROT: SSA/Ro-52, Jo-1, Sm, RNP/Sm,
SS-A (60 kDa), SS-B, PM-Scl, PCNA, CENT-B, dsDNA,
Histones, Nucleosomes, Rib. P-protein, AMA-M2,

C~1"7 A — 7S TS TAT TS TS IS



HeBponornyeckmuun ctatyc

* B co3HaHWU, KOHTaKTEeH, ageKkBaTeH.

 UMH: NMpaBocTopoHHUU 3K30TarbM, fIerkum ctpadbusm
FieBOro rrna3sHoro A6rioka npuv B3rnsae npsimo, 3padku
paBHble, NTO3a HET., OrpaHuYeHne ABUXEHWUM rrnas3 BBepx u
B FOPU30HTarIbHOM NMOCKOCTU C ABYX CTOPOH. lunnonus
npuv B3rnsage BnpaBo. HapyLlweHns 4yBCTBUTENbLHOCTM Ha
nuue HeT. [Npun BbINOSTHEHUN MUMUYECKUX MPOO NnLo
CUMMETPUYHO. Huctarma Het. Peub He nameHeHa.

* [lapesoB HeT. MbileYHbIN TOHYC He U3MeHeH. Pedonekcel
opanbHOro asTomaruama (-). CyxoxurbHble pedrekchl
OXXUBJIEHbI, CUMMETPUYHbIE. [1aTonornyecknx pedrekcos
HeT. HapyweHna noBepXHOCTHOM 1 I1yDOOKOM
4YyBCTBUTENLHOCTU HE BbIsiBIeHO. KoopanHaToOpHbIe Npo6bl
BbIMOJTHAET yaoBneTBoputernsbHO. B npobe Pombepra
ycTonyme. TasoBble PYHKLNU KOHTPONUPYET.




4TO? CnHppombil:

1. CuHopom boneBoro odrarnbmornapesa.




I [1E? Tonnyecknn anarHoas:

1. [MoBpexaeHune rmasogBuraTenbHbIX
MbILLILL.

*[onywapHbIU U cmeosiogoU ypOo8HU NMopakeHus
MOXXHO UCK/ToHUMb, M.K. Hem Oopyaux o4a208bIX
Hegporsioau4yecKkux cumrnmomoas. [lopaxxkeHue
Hepeaa (lll) mak»xe MOXHO UCK/Tio4YUMmb, M.K.
ocmaromecs UHmakmmHbl se2emamueHhkie
80/10KHa (coxpaHHOCMb 3payKosbix peakKyuu) u
omcymcmeyem rnmoa3 (UHmMakmmHa m. levator
palpebrae superioris).




[TOYEMY? Hozonornyecknu
anarHo3s

« OCHOBHbIe NPUYNHbI obTanbMonapesa:

* AUCTUpPeonaHas opranbmonnernsi, c-m
Tonocbl-XaHTa, TYMOp 1 nceadomymop
opbumabl, BUCOYHbIN apTEPUNT

* MMWACTEeHUs, aHeBPU3Mbl COCY0B BUNNMU3neBa Kpyra, CoOHTaHHas unu
TpaBMaTU4yecKas KapoTUaHO-KaBepHO3Haa ouctyna, anabetnyeckad
Ol1, nwemuns B obnactu cTBosia Mo3ra, napacensisipHasi onyxorib,
MeTacTasbl B CTBON M0o3ra, MeHUHrnT, PC, aHuedanonatmna BepHuke,
MUIPEHb C aypoun (ogoTanbmonserndeckas), aHuedanur,
opTanbMUYeCKN repnec, Tpasma opbuTsl, TPOMO0O3 KABEPHO3HOIO
CWHYCa, KpaHuarnbHble HerponaTtum n nonnHenponartum, c-m Munnepa-
duwepa, 6epeMeHHOCTb, MCUXOreHHbIE rnasoaBuraTernbHbIe
paccTpouncTaa.

[ony6es B.J1., Benn A.M., 2012



BO3MOXHbIN

dPaKTbl B NONb3y A-3a

daKkTbl, onpoBeprarowme a-3

AvnarHos

auctepuongHas K3o0Tanbm + 9yTnUpeos

odTanbmonnerus odpTanbmonnerus

TYMOP [MopaxkeHue lll, 1V, VI [aHHble KT
UMH

nceedomymop Odranbmonapes/nner
na, gaHHble KT,

opbumsi

BMCOYHbIN apTeEpUUT

c-M Tonocbkl-XaHTa

MbILLEYHbIW YPOBEHDb
nopaxeHud, HaJlindne
CUCTEMHOIO 3-4

[MopaxeHue lll, 1V, VI
UMH + 6oneBoun c-m B
BMCOYHOMN obnacTu

[NopaxeHue lll, 1V, VI
UMH +
peTpobynbbapHbIn
oonesou c-M

XapakTepeH Ans 3perioro 1 nNoXmnoro
BO3pacTa, COnpoBOXaaeTcs
nuxopagkon, COJI = 40-70 MM/ \,
©0nNe3HEeHHOCTLIO NPK Nanbnaummn
BMCOYHOU apTepun, nopaxeHue | HMH

-3 ncknoveHus! CtaBuTcs NuLlb rnpu
NCKITIOYEHUN OPYTMX BO3MOXHbIX
NPUYNH «CTEPOUOPECNOHCUBHOIO»
odTanbmonapesa (06beMHbIE
npoueccol, CKB, 6onesHs KpoHa)

O.P. WtynbmaH, O.C. JleBuH, 2012



OCco0OeHHOCTU KNMUHNYEeCKoro
criy4yas

1.  CuMnTOMBI NOpaXkeHusi rna3ogBuraTenbHbIX
MbILLILL

2. pas3Bunncb Ha dooHe ayTOMMMYHHOTIO
3aboneBaHus (0-Hb KpoHa, Tsaxenoe
TeyeHue)

3. C MYINbTUCUCTEMHbLIM MOopaxeHnem
(KMLeYyHoe 1 BHeKULLEeYHOoe nopaxeHune
opraHoB)

4. npw nony4YeHUm MMMYHOMOAYNNPYIOLLIEN

—Tepanu (Xymnpa)



[lnarHos3

* Ilononatnyecknn sBocnanuTenbHbIN
ncesaoTyMop opobuThkl, opoOnTanbHbIV
MUO3WUT.



Bo3pacTtHasa rpynna
Mon

MHUMaEeHTHOCTb
JdTnyeckas rpynna
NeHeTUYecKkue hakTopbl

daKTopbl pucka

30Ha nopaxeHus

BHeKknwe4yHble nposBJrieHnA
CuMmnTOMbI Hayana

M'McTonorusa

JleyeHme

A3BEeHHbIN KONUT

JTrobas

M=>X
CrtabunbHas
JTiobas

HLA-DR*103 ; colonic
epithelial barrier function
(HNF4a, LAMB1, CDH1)

Yalle y HeKypsaLwmnx

TONMbKO TONCTbIN KULLEYHUK

YacTto
[napes ¢ npumechbo KpoBMU

[MopaxeHne cnuancrtomn
000NI0YKM TONICTOrO K-Ka

5-ACK; kopTukoctepouasbl;
asaTumonpuH; bruonornyeckas
Tepanusa(anti-TNF);
KON3KTOMUS

Bone3Hb KpoHa

JTobag

K>M

YBenuynearLlasacs

ITrobas, bonee yacTo y eBpeeB ALLKEHa3N

Defective innate immunity and autophagy ( NOD2,
ATG16L1, IRGM)

Yalle y KypAawmx

Becb XXKT — «cermeHTapHoOe nopaxeHune»

YacTo
PasnunyHble: 6onb, gnapes, CHUXeHue Beca

PaHynemaTo3Hoe BocnaneHue Bcex crnoeB XKKT

KopTukocTeponabl; a3aTMonpuH; METOTPEKCAT;
buonornyeckas tepanus (anti-TNF); guerta;
XUPYPrn4eckoe fieveHne OCNOXHEHNN



bones3Hb KpoHa. ['laTtoreHes

« ) Macrophage



Unrelated to inflammatory

bowel disease activity
Conjunctivitis .
Iritis Autoimmune hepatitis
Episcleritis

Mouth ulcers

Primary sclerosing cholangitis
and cholangiocarcinoma
(ulcerative colitis)

Gallstones

Fatty liver

Liver abscess/portal pyaemia s 20r :
Amyloidosis and oxalate calculi

Mesenteric or portal vein thrombosis

Sacroiliitis/ankylosing spondylitis
(Crohn's with HLA-B27)

Venous thrombosis

Metabolic bone disease

Large-joint arthritis

Erythema nodosum

Pyoderma gangrenosum

Davidson’s Principles and Practice of Medicine



TABLE 13-2 m Nervous System Involvement in Inflammatory
Bowel Disease

Peripheral

Generalized
Sensorimotor neuropathy
Large fiber
Small fiber
Inflammatory demyelinating neuropathy
Acute
Chronic

Focal
Mononeuropathy
Brachial plexopathy

Multifocal
Mononeuritis multiplex
Multifocal motor neuropathy
Sensorineural hearing loss
Melkersson-Rosenthal syndrome

Myopathic
Myopathy
Myasthenia
Abscess formation

Central

Cerebrovascular
Large artery
Lacunar
Venous sinus thrombosis

Demyelinating
Myelopathic
Seizures
Encephalopathy
Nutritional
Vasculitis

malabsorption and nutritional deficiencies

l

iatrogenic complications of

‘/.\‘urg('rj\‘

«———metabolic agents

N

infections (immunosuppression)

medications

peripheral and
central nervous

system disorders

thromboembolism ——»
and thrombosis

/'

immunological abnormalities I
neuronal influence of enteric disease

Figure 1  Pathophysiology of neurologic disorders in IBD.

Journal of Crohn's and Colitis (2010) 4,
115-124



[lceBOoTYMOpP OpOUTHI

TepmMmuH «rncesdomymop» npeagHasHavyeH ans
0003Ha4YeHna yBenn4yeHHbIX B 00beme
(BCnegcteuMe BocnaneHna) 9KCTPaoKynAapHbIX
MbILLL, @ MHOrda U ApYroro CoOaepPXXMmMoro opounThbl
(cre3Hag Xkernesa, XXnpoBag Krnet4yarka).

OpOuTanbHbIi NCeBAOTYMOP COMNPOBOXAaETCA
NHBbEeLMPOBaAHNEM KOHBIOHKTUBbLI U NETKUM
K30 TaNnbMOM, peTpoopbuTansHOM 6onbIo.

Y3U nnun KT opbuTbl 0OHapyXuBaeT yBenuyeHue
obbema coaepKMmMoro opouTel, rmaBHbIM 00pa3om
MbILLILL, aHaSTOrMYHO TOMY, YTO BbISIBNSIETCA NpU
auctupeongHoun ohtanbmonaTuu.

Kak c-m Tonocbl-XaHTa, Tak U nceBaoTyMop
opOUTbI OTKINMKAETCS Ha JfievyeHne
KOpPTUKOCTepounaamm.




JleyeHune

1) BbiCOKMe A03bl MMKKOKOPTUKOCTEPOUAOB — C
NOCTENEHHbIM CHUXXEHNEM O03bl B TEYEHNE
Heaernb NN MecsILLEB, MPU YacTbiX OOOCTPEHUSAX —
NOCTOSAHHbLIV NPUEM NoaaepXmuBatoLLen Oo3bl;

2) YBenunyeHue 0o3bl aHTULIUTOKUHOBbBIX
npenaparoB C Ha3Ha4YeMNEM LIUTOCTATUKOB B
KayecTBe cTaHJapTHOM KOMOUHUPOBaAHHOM
Tepanuu;

3) HecTepoungHblie NnpoTuBOBOCNANUTESNbHbLIE
cpeacTtBa MOryT YyMeHbLLINTb 6051eBOV CUHAOPOM, HO
MeHee adodekTuBHbI ['KC.

4) MNpu HeadppekTnBHoCTU [ KC — HM3Kog030Bas

pagmotepanms (2000 cGy)




Table 1 Published case reports (1976 - 2012) describing orbital myositis in patients with inflammatory bowel disease

Study author/ Age/ IBD Therpay at time of Diagnostic test Treatment for orbital Response to Follow-up
year gender (CD/UC) orbital myositis confirming orbital myositis treatment
myositis
Bennion/2012[10] 63 M ucC Infliximab ca Infliximab methylprednisone  Resolved 13 months
Pimentel/2012 [9] S5 F D Sulfasalazine Gadolinium MR Infliximab prednisolone Resolved 24 months
Hernandez-Garfella/ 32 °F D Corticosteroids MRI Adalimumab Resolved 36 months
2011 [6]
Kondadlt/2011 [11) 11F D None CT MRI Corticosteroid Resolved Unknown
Bourikas/2010 [7] 35F D None MRI Steroids Resolved 12 months
Culver/2008 [4] 23F D Methotrexate Infliimab ~ Gadolinium MRI Methylprednisone 1 recurrent 24 months
cyclophosphamide episode
Ramahlo/2008 [12] 40F D Methotrexate MRI Prednisone Resolved Unknown
&-mercaptopurine
Leibovitchv2006 [8] 44 M D Unknown ca Prednisolone oral antibictics  Resolved 3 months
Macarez/2005 [13] 32M ucC Mesalamine CT MRI Corticosteroids Resolved 12 months
Garrity/2004 [14] 34F D Prednisone MRI Infliximab methotrexate Resolved 27 months
Garrity/2004 [14] 27 F D Prednisone methotrexate  Unknown Infliximab Resolved 27 months
6 MP
Maalouf/2001 15 48 F D None (@) Prednisone 1 recurrent 95 months
episode
Jain/2001 [16] 43 F ucC Unknown MRI Corticosteroids 1 recurrent 8 months
episode
Dumo/1997 [17] 12F D None MRI Prednisone 3 recurrent Unknown
episodes
Squires/1992 18] 20M cD None (@) Prednisone 1 recurrent Unknown
episode
Smith//1992 [19] S4F D Unknown (@) Corticosteroid ileocolonic 2 recurrent 12 months
resection episodes
Verbrasken/1984 [20] 38 F D Sulfasalazine Unknown Coricosteroids Colectcomy  Resolved 25 months
Weinstein/1984 [21] 17 F D None Unknown Corticosteroids V antibiotics  Resolved 6 months
Camfield/1982 [22] 15F D None Unknown Corticosteroids oral 2 recurrent 3 months
antibiotics ileocolonic episodes
resection
Greenstein/1976 [3]  Unknown (€D Unknown Unknown Unknown Unknown Unknown

CT, computerized tomography; MRl magnetic resonance imaging; CD, Crohn’s disease; UC, ulcerative colitis. Sanam Verma
4

Karen | Kroeker and Richard N Fedorak



