PEYMATOAOTI IKH KAINIKH I.N.A «KAT»
AIEYOYNTPIA: Z. TAZH

[Mapouaiaon KAIVIKNC TTEQITTTWONC

A2OENHXZ ME XPONIA KEDANAATIA



ATOMIKO ANAMNH2TIKO

Avdpag , 65 eTwV

NoonAgudpevog atro 3nuépou otn NeupoAoyikr) KAIVIKA TTpog dIEpEUvVNON EUPEVOUCAG,OUCPIKTIKNAG
METWTTIAIOG KEQAAQAYIAG, ETTIOEIVOUNEVNG TIG ATTOYEUMATIVEG WPEG ATTO 2€TiAG

Katvioua (+)
KartavadAwaon alBuAikig aAkooANnG (-)

ApTtnpiakn YTréptaon
Zakyopwdng AlapnTng
YTrepTpIyAUKEpIOQIUia

KaT oikov papHOKEUTIKH) ayWwYR:

IpBepoapTavn/udpoguxAwpobeialion (300+12,5)mg S:1x1
oIrayAiTrTivn/pet@opuivn (50+850)mg S:1x2
@aivo@iBparn 145mg S:1x1

apAodItTrivn 5mg S:1x1 (edv ZAlNM>140mmHg)



KAINIKH EZETA2H

« 0©=36,5°C, Sp0O,=96%, HR=70/Aetr16, AlM1=160/100mmHg

«  KAIVIKA €€£TAON KATA CUCTANATA =P XWPIC EUPHMOATA TTANV avapePOUEVNC PIVIKNAG
OUN@POPNONG KAl ICTOPIKOU UTTOTPOTTIAlOUC WYV IYHOPITIOWV

« AN.E.: kpaviakd velpa Katd @uar), aiolnTikoéTNTa-KIVATIKOTNTA AVw Kal KATW
AKPWV Katd guUan, aviavakAaoTIKA eEKAUOVTAl PUGIOAOYIKE — OUOTIHA AUOW

*  Muikn 1o0xU¢ Avw Kal KATw AKpwV: 5/5
«  Xwpic evepyod apbpiTida

«  Xwpic ecavonuara

O aoBgsvnc AEN avapépesl Kaveva GAAO CUUTTTWUA TTANV TNC KEQAAQAYIQC




WBC=8.230 (rohup. Tumoc) | | RF < 10 FENIKH ESETASH
HGB=12,5 C3 = 148 OYPQN
PLT=470.000 C4 = 35 Nedkwpa = 250
TKE=87 IgM = 101 2.akxapo= 100
CRP=4,61 (<0,31) IgA = 281 Aiyoo@aipivn=0,06
lvwdoydvo=6,2 1gG = 1560 WBC = 3-5 k.o.m
Oupia = 96 IgE = 403 RBC = 10-15 k.o.mm
KpeaTivivn = 2,37 IgG-4 = 166 ( <140)

MpokaAaitovivn = 0,33 SACE = 43 (8-52)

(<0,5)




AlNEIKONIZTIKO2 EAEIXOX

*CT eyke@AAou = Xwpic TTaBoAoyIKa euprjuaTa

*Triplex KpOoTa@IKWY APTNPIWY = XWEIG TTAXuvon TOIXWHATOGC 1) EIKOVA
TTEPIAPTNPIAKNAS AAW

*CT Owpakoc/KolAiag=> pikpn Taxuvon TeEPIKapdiou, XPOVIEG VEQPITIOIKES
aAAoIwoEIC Kal AETTTUVan PAoIwdoug poipag (AP) veppou, GAOIWDEIC KUOTEIG
VEQPWYV

*AlaBwpakikd U/S kapdiag = xwpic TTaBoAoyika supnuata, EF ~ 55 %

*MRI-MRA gyke@dAou = 1TaxUvOnN PUNViyywv JE OJOIOYEVH EViIOXUON META iV
OKIayPaAPIKO

*MRI oTTAQXVIKOU KPQAVIOU-OPOAAUIKWY KOYXWV = NTTIA TTAXUVON KATW PIVIKWV
KOYXWV






H/®
|IOAOTIKOZ EAEINXO2
B-D T'AYKANH, TAAAKTOMANANH
MOPIAKO2 EAEIMNXO2 TNA MYKHTE2
AIMOKAAAIEPTEIEZ
QUANTIFERON
1gG-4
SACE
KPYOZODAIPINEZ

APNHTIKA



Avalvon E.N.Y

0 KUTTOpPQ
DuaoioAoyikn TTPpwTEIVN Kal YAUKOLN
duoioroyikd 1gG Index

ApVNTIKOC UOPIOKOC £AEYXOC KAl
KOAAIEPYEID




EAEMX0OX AYTOANTIZQMATQN

ANA 1:160, OTIKTOG BIOXHMIKEZ EZETAZEIZ OYPQN 24wpou
Avti-dsDNA ApVNTIKG OyKog 0Upwv 2400m|
AvTI-CCP ApvnTIKA Kpearivivn 1270.8
AVTI-ENA ApvnTIKa K&Bapon kpeativivng | 47,7 ml/i24hr
AvTI-RNP ApvnTiKa MpwTeiveg oUpwv 6448,8 mg/24hr
AvTI-Sm ApvnTika 24wpou

AvTi-RO ApvnrTika AoféaTio 98,88 mg/24hr
AvTi-La ApvnTIKG PwoPopog 0,86 gr/24hr
AVTIKEVTPOMEPIDIOKA | ApvNTIKA

‘EvavTl kapdloAitTivng | ApvnTIKA

(1gG,IgM)

AvTi-B2GPI(IgG,IgM) | ApvnTika

P-ANCA 1:160

C-ANCA ApvnTIKG

AvTtI-MPO 66,4 (<25)

AvTl-PR3 ApvnTIKG




[MTAOOAOTOANATOMIKE2 EZETA2EI2

BIOWIA AEPMATOZ - MYOZ - AITEIOY

»AEpUa : aTToUdia EUPNUATWY AYVYEITIOAC 1 AyYEIOTTABEIOG, BPOUBWTIKWY
PAIVOUEVWV, KPUOOPAIPIVAIMIOC

»Muc : atrouaia eupnUATWY GAEYHUOVNAG, ayyEia XwPic GAEyUovwWON
dINenaon/eupnuaTta ayyelitidag

BIOWIA NEOPOY

»Mop@oAOYIKO TTPOTUTTO £0TIOKAG TUNUOTIKAG OTTEIPAUATOOKARPUVONG
Kal aAAoIWOEIC ocgiag owAnvapiakng BAGBNS

>Eupnuata wg etTi dlaBnTIKAG veppoTtrabeiag tagng b
»Aev TTapatnpnénkav rraboyvwuovika oroixsia avooorreviki¢-ANCA

OXETICOUEVNG OTTEIPAMATOVEPPITIOAC-WOTOOO TO EVOEXOMEVO HIAG
goTiaknN¢ raéng rolaurTng O&V UITOPEI va ATTOKAEICOEI.




2YNOIITIKA...

EPTAZTHPIAKO OAETMONQAE2 2YNAPOMO
KEDAANAATIA

AMEIKONIZTIKA EYPHMATA YNEPTPOODIKHZ
TAXYMHNITTITIAA2

TAXYN2H PINIKQN KOI'XQN
P-ANCA MPO Betwka

AMNOY2ZIA AAANQN KAINIKOEPTA2THPIAKQN
AEAOMENQN




Oral cavity: ulcerations Eye
throughout oral mucosa - pseudotumours
- conjunctivitis

3 T —
Lungs ——_ “~—Nose
- cavgi(ies R - stuffiness
~
- bleeds b, S - nosebleeds
-lung infiltrates “\\ - saddle nose

~Heart
- pericarditis
skin = J
-nodules on the elbow 7 -Kidneys
- purpura - glomerulonephritis

1990 ACR Criteria
2 of 4 criteria

Sinus involvement

pulmonary
infiltrates/cavities

Hematuria or red cell
casts

Histologic granulomas
within artery or
perivascular area

&
Granulomas and i Positive
patchy necrosis 3 anti-neutrophil
in blood vessels cytoplasm test
O

2017 ACR/EULAR Provisional

5 points necessary for dx
Nasal discharge, ulcers,
crusting or sing-nasal
congestion (3)

Nasal Polyps (-4)
Hearing loss/reduction (1)
Cartilage involvement (2)
Red/Painful Eyes (1)
cANCA or PR3 + (5)
Eosinophil Ct >1K (-3)
Pulmonary findings (2)
Granulomas on Bx (3)



Kokklwpatwon e toAvayyetrida
(GPA)

o AyyeLitida pIKpwV ayyeiwv oXeTWOMEVN UE
QVTIOWHOTO KUTTOPOTIAACOUOTOC KOTA TWV
ovbetepodplAwv (ANCA)

* [IpooPoOAN AVWTEPNC KAL KATWTEPNC
QVATIVEVOTLKNC 060U Kal VEPpwV UE
OUMLLLETOXN TNC Kapdlac, Twv opOaApwy, Tou
HEPUATOC, TWV aAPOPWOEWV KOl TOU VEUPLKOU
OUOTAMOTOC.



Antibody MPA GPA EGPA
(%) (%) (%)

PR3- 40 | 75 5

ANCA

MPO- 50 | 20 40

ANCA

ANCA- 10 | 5 55

negative

Geetha D., Jefferson J.A. ANCA-Associated Vasculitis: Core Curriculum 2020. Am. J.
Kidney Dis. 2020;75:124-137. doi: 10.1053/j.ajkd.2019.04.031

MPO-ANCA-Betikol acBeveic: meploplopévog oto KNI tommog AAV




DAINOTYMIKH AIAKPIZH

[ENIKEYMENH ERIOTIZMERE

ayyeltido, E0TLOKA VEKPWTLKA SRS IRIEPIEEES Gre
omnelpopatovedpplda, VEKpwWTLKN
KOKKLWMATWONC PAeyLOV)
QVOTIVEUOTLKAC 060U

OPLOUEVO OPYAVO OTOXOUC:
nivelova, HECO oUG,
pwodapuyyac, 0bOAAULKOC
KOYXOG

Pamela M.K. Lutalo, David P. D'Cruz, Diagnosis and classification of granulomatosis with polyangiitis (aka Wegener's granulomatosis),
Journal of Autoimmunity, Volumes 48-49, 2014, Pages 94-98



Juyvotnta 4-

13%

NEYPOAOTIKEZ EKAHAQZEIZ GPA

Table 3. Summary of neurologic manifestations frequency.
. . . N (%)
Neurologic Manifestation N = 131
Hearing loss (SNHL) 95 (72.5) Xpovia ypopitida
eadache 27 (20.6)
Cerebrovascular events (vasculitis, thrombosis) 13 (9.9) M poo’Bo}\r']
Seizure or LOC 5(3.8) .,
Mononeuritis multiplex 3(2.3) OCI)GOL?\MLKOU KOyXou
Sensory neuropathy 99 (75.5) ,
Meningitis 2 (1.5) Yrieptpodikn
Encephalitis 2(1.5) ' 6
Cranial nerve (CN) involvement 114 (87.0) naxvunviyytaoa
CNI 4(3.0)
CNI 2(1.5)
CN III 7(5.3)
CN IV 2(1.5)
CNV 12 (9.0)
CN VI 4(3.0)
CN VII 39 (29.7)
CN VIII 95 (72.5)
CN IX, X, XI 6 (4.5)
Spinal Cord lesion 0(0)

MDPI and ACS Style
Jazayeri, S.B.; Rahimian, A.; Ahadi, M.S.; Tavakolpour, S.; Alesaeidi, S. Neurologic Involvement in Granulomatosis with Polyangiitis: A Comparative Study. Biol. Life
Sci. Forum 2022, 19, 19. https://doi.org/10.3390/IECBS2022-13963



YNEPTPOOIKH MAXYMINITTITIAA

Superior

sagittal sinus | CD)\EV |J,0V(b5l’]q 6LEpVO(0'LOl

B Parietal bone 1_ T[('xXUVO'I'] KpOLVLCXKr'](; r,]

e

- e "","fc,:'r"'
‘ =« CRANIAL MENINGES: A L
e i OTIOVOUALKNG OKANPAG
S Arachnoid mat 4
| Pamater KNvyyog
Subarachnoid
space

2. Neupoloykeg ekONAWOELG
OTIWC TIAPEC KPOAVLALKWV
VEUPWV, EYKEPAALKO
EUDPOAKTO,
dAeBoBpopPwon kat
gevdoKpaAvLa UTTEPTAON.

Arachnoid villus Cerebral cortex

Falx cerebri

Cranial meninges: a schematic diagram of the meninges covering the brain and the spinal cord



[MTPOTYNA MHNITTIKH2 MPO2BOAH2

NAXYMINIITIKH MPOZBOAH:
gvioyuon okAnpng
aPaXVOELSOUC LAVLYYaC KoL
TIPOEKTACEWVY TOUG:
SpemavoeldAC oXNUATIONOG,
oknvidlo tn¢ mapeykedpaAidac,
Spenavo napeykedpaAidac,
MeUBPAvN uTtoduong

Pachymeningeal

AEMTOMHNIITIKH NMPOZBOAH:

1.

Evioxuon vnapaxvoeldoucg Kot
XOPLOELSOUC HAVLYYaC,
ETEKTOLON OE UTIOLPOXVOELSELC
XWPOUC aUAAKWV, SeEapevwy
KALVLKQ pLnviyyitida
YuvoSEeUEL VEOTTAOLOLATLKEG KOl
AOLUWOELC KATOOTAOELC

Leptomeningeal



IAIONAGH (>50%)

ANOIMQAH

1. NEYPOZY®IAH

2. TB KN2

3. KNZ KPYNTOKOKKQZH

4, XPONIA BAKTHPIAKH MHNITTITIAA
OAETMONQAH

1. GPA

2. OZQAHZ NOAYAPTHPIITIAA

3. PEYMATOEIAHZ APOPITIAA

4, ZEA

5. GCA

6. YNOTPOMIAZOYZA MOAYXONAPITIAA

7. Behcet

8. Sjogren

9. IGG4-RD

NEYPOZAPKOEIAQZH

AIMOAIYAHZH

MOYKOMNOAYZAKXAPIAQZH

MHNITTIKEZ METAZTAZEIZ: AEMOQMA KNX
MOAAATIAA MHNITTIQMATA

ENAOKPANIA NMPOZBOAH ERDHEIM-CHESTER
HTLV-1 AOIMQ=H

AlTIA

_GPA oy

Katd cuvexeLa LoTwv
£L0BOAN KOKKLWUOTOC O€
evOokpaviec SOUEC
Ayyelitida pkpwy
ayyVelwv eykedaAou Kall
vwTLaiou puelou
MeUOVWUEVEC
eVOOKPAVLEC
KOKKLWHTWOELC PAAPBEC

Xiao X, Fu D, Feng L. Hypertrophic Pachymeningitis in a Southern Chinese Population: A Retrospective Study. Front Neurol. 2020 Nov 17;11:565088. doi:
10.3389/fneur.2020.565088. PMID: 33281701; PMCID: PMC7705170



KAINIKE2Z EKAHAQ2EI2

MHNIITIKEZ EKAHAQZEIZ

KEDAAAATIA (o€ €w¢ kat 92% tTwv acBevwv)

*  TMpooBoAn KpavIaKwWV VEUPWVY
Il kot VIl (opBaApkeg Statapaxeg kat Bapnkoia)
[, IV kot VI (SutAwmtia kat opBaAponAnyia)

*  Evdokpavia uméptaon

*  EMANTITIKEG KPLOELG

*  Eykedaiwkn pAeBikn Bpoppwon

* Atafla fadiong

MAPEIMXYMATIKEZ EKAHAQZEIZ (eykedaAlkoU epudpakTou)
*  EMANTITIKEG KPLOELC

*  Huutapeon

* Tpouoc

*  Tvwolako ENAsLpa

*  Teotika GavopEVA VWTLOLOU HUEAOU

* Amnotog dtafntng

OL €EWVEUPOAOYLKEC 1] CUOTNUATIKEG ekONAwoeLg TS HP pmopel va BonBrnoouv

oTOV NMPOCSLOPLOUO TOU UTIOKELMEVOU altiou



H unteptpodikn maxupeviyyitida eivatl cuvnBwc apyxikn ekdnAwon tng GPA
(60% TwV MEPLOTATLKWV)

AcBeveic pe GPA kat HP: QPA pooBoln >> vedpLKEC EKONAWOELS KoL
Hovoveupitida

MPO-ANCA-Betikoi aoBeveic: meploplopevoc oto KN tumog AAV




PR3-ANCA-Betikol aioBeveic: cuoTNUATLKI) VOGOC

HP kot PR3-ANCA: 1tlo ekteTapEves BAABEC 0TO TAPEYXU L

GPA: n TUTTLKR KALVLKE ELKOVA KOIL N TTOLPOU GO 0POAOYLKWY SELKTWV ELval LKOVA
OLaYVWOTLKA TEKUNPLAL

Mo tn dudyvwon IHP, NS, and 1gG4-RD amattouvtal Ta avtiotowya
LoToaBoAoYLKA EuprOTa




>nueio Eiffel-Tower

Xiao X, Fu D, Feng L. Hypertrophic Pachymeningitis in a Southern Chinese Population: A Retrospective Study. Front
Neurol. 2020 Nov 17;11:565088. doi: 10.3389/fneur.2020.565088. PMID: 33281701; PMCID: PMC7705170



=IA NEYPOATNEIKONI2H2

(3) Figure 1 (A) patient with granulomatosis and polyangiitis presenting focal hypertrophic pachymeningitis (arrow);
(B) patient with sarcoidosis presenting asymmetric thickening of the dura mater in the cerebellar tentorium (arrow); (C)
patient with IgG4-related hypertrophic pachymeningitis presenting a focal thickening of the dura mater in the right
cavernous sinus (arrow); (D) patient with neurosyphilis presenting asymmetric thickening of the dura mater mimicking
hypertrophic pachymeningitis (arrow); (E) patient with neurotuberculosis presenting anterior thickening of the dura
mater mimicking hypertrophic pachymeningitis (arrows); (F) patient with intracranial hypotension after lumbar puncture
mimicking hypertrophic pachymeningitis, with hyperintense signal of the dura mater (arrows).




Table I. Most common conditions leading to pachymeningitis — diagnostic differentiation

Most CNS features apart  Histopathological findings Laboratory Therapy
characteristic from HP in dura mater specific findings
organ or supportive
involvement diagnostic tests
GPA ENT, lungs, Cranial neuropathy, Necrotizing epithelioid ANCA (+) GKS, CYC, AZA,
kidney ophthalmoplegia, granuloma MME MTX, RTX
cerebrovascular
events
Sarcoidosis Lungs, hilar Facial nerve palsy, Noncaseating epithelioid ACE GKS, CYC,
adenopathy leptomeningitis granuloma 1,25 0H D3 TNFi, RTX
mass lesions
Infectious CNS Encephalopathy, Inflammatory cell infiltration CSF analysis, urine Antibiotics,
meningitis seizures with neutrophils and blood culture tuberculostatic
predominance and antifungal
agents
Erd-heim- Skeletal, heart, Hypophysitis Xanthogranuloma with foamy  BRAF gene mutation  Vemurafenib,
Chester aorta cerebellar histiocytes GKS
disease dysfunction
IgG4-related  Pancreas, sali- Orbital Lymphoplasmacytic infiltrates Serum lgG4 GKS, AZA,
disease vary gland pseudotumor, with 1gG4 cell predominance, MME, RTX
cranial neuropathies  storiform fibrosis, and obliter-
ative phlebitis
Idiopathic Absence Cranial neuropa-  Lymphoplasmacytic infiltrates Absence GKS, RTX
pachymenin- thies, cerebellar with fibrous proliferation
gitis dysfunction




AtayvwoTtikd work-up aoBevwv pe Yrieptpodikn Maxupnviyyitda

apxkn afloAdynon autioAoykn Stepevvnon avalntnon 0€ong
Buoyiag

*  MRI pe oklaypadiko IlgG4 opou av dgv undpyouv BEoELS yLa
*  Avdluon ENY: ANCA Bloyia AAAeg ekTOG Tou KNX
KUTTOPOAOYLKN CT napapwiwv okén ywo F18-FDG-PET
KUTTQPOUETPLa pOrg CT Bwpakog
BLOXNULKEG EEETAOELG MRI KoWALAg
KOAALEPYELEG yLO BaKThpLa, US tpaxnAou

HukoBaktnpidla Kot LUKNTEC, ANA
PCR ywa TB, VDRL
VDRL
RF
HIV opo)loyLKeg
YOAQKTOHOVAVN
OPHOVOAOYLKOG EAeyXOG UTIODUONG

Abrantes, Fabiano Ferreira et al. “A clinical approach to hypertrophic pachymeningitis.” Arquivos de neuro-psiquiatria vol.
78,12 (2020): 797-804. doi:10.1590/0004-282X20200073



OEPATEYTIKH ANTIMETQIIZH

Iv MEOUATTPEOVI(OAOVN (1gr/d X 3nuépeg) -> p.o 60 mg/d

iV KUKAo@wao@apidn ( 0,75 mg/m?)

l

># KePaAayiag
»BeAtiwon MRI
» 1] TKE/CRP (87/4,61 => 58/0,33mg/dl)




Oepareia

* GCs 1g yia 3 nUEPEC KoL otn ocuvexela 1
mg/kg/day yia 4—6 eBdopadec, pexpt 12.5-15 mg
otouc 3 punvec aywync + CYC 0.5-0,75 mg/m2 to
LAva ylo. 6 PNVEC

e RTX: amotuyia GCs + CYC, Beparneia epodov,
Beparmneia vtoTpoTTWY

* Qeparmeia cuvinpnong: MTX, AZA, MMF

Bosman T, Simonin C, Launay D, Caron S, Destée A, Defebvre L. Idiopathic hypertrophic cranial pachymeningitis treated by oral
methotrexate: a case report and review of literature. Rheumatol Int. 2008 May;28(7):713-8. doi: 10.1007/s00296-007-0504-5.
Epub 2007 Dec 19. PMID: 18094971; PMCID: PM(C2292418



2YMIEPA2ZMATIKA...

H HP eival pua e€opetika ouvBetn dtatapoxn He
TTOLKLAQL QLLTLOAOYLKOL UTTOOTPWLOTAL KOLL ETEPOYEVN
KALVLKN ELKOVOL

To uttokeipevo aitio tng HP amoteAel
SLayvwoTLKA TPOKANGN

H Bloyia totou mapapevel to gold standard yla
TNV TeAKN dlayvwon

H €ykatpn KAWVLIKA Kol atttoAoyLkn dtayvwon sival
ONUOVTLKI TIPOKELLEVOU Vo artodaoLOTEL N
Oepamneia



