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1. 13a MKD daazls

1.1 Tsandaazls?

Trausoaounlsn mevalonate kinase fio lsamaringnysnaianiiy
daflulsaiiianudmlndresainailusme gihoagiiladivgmey) uasfionmssindug i
Aanndodlalaginimnsuinmae duiimul 1haasue 1Suee uwaluihn hanes aiou
megangiad fihauaginuiize lunefiiluguusionnsuansiwntialadiuaga dlumsn
Tugihedmlwairenuszauduylulnayausia D (IgD)
gelutdeadailuiinmnesdniolyateide "Tva hyper IgD"

1.2 Tsasinulavesualnu?

Tsatnulaies annsawulanniema udagnniosludomdnas
daunualwlsamansosuanadnulanosinn gihoduluaisindaila tlugmegdauanauas
6 1 Tamamzlumuiusn Tyainulanunams wasndianes)n

1.3 aunanadlsaidaasls?
Tyawsaaenlax mevalonate kinase tilulyamaingnysn dudiiluana 031 MKD
P DR S v oS Y < . s
Guiymiiasalilsdin mevalonate kinase Aatiluionl s

) < o ! a_a < ' 2 <= < .
sianiaderniluaeljnsomaaiilusmeanilng deidansulasu nya mevalonic
liliilunya phosphomevalonic acid Tugihgagnundu MVKiuimadoms mlaenlan
mevalonate kinase MauuANTa9 M1 1Adnsazanaeanya mevalonic
feazannsawunyaitluilaans soufiholuiniilsanusu mynmoinguresin MVK
ganaunng Treazdefiomyyuusanniiv Sasimanngued lyaagiiannaing nawignssy
ualinnlyasornagnazqulamunas mydadadu mydaielrva mmnaiu niennsiaioala
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1.4 Tsaiargvaamaringnssnlanialau?
Tsawsavonlad mevalonate kinase LiluTyafiononaaanwmsnia Wignyvuuuuingay

v ¥y v d & a4 = v a v WKy L=
aaiieihoiiiulsadagiiguiinaroviug 2 dudalamamniaionagiuniiiuvmme
(auiilwmnugnaoteanily ladlu lsauafidunaronns 1 u) Tunsoiinauasutfinmng
TomaidiagfigniiluTsansoaionlsi mevalonate kinase laluaayiamn 1:4

1.5 Mluyaspasaudaiulsan? lsanannsalasnulanialai?
wntilulsaiiwsendmanargviussesduiiasiaenl sl mevalonate kinase 139
Traitlaamnsatloanila luaseuaiiifivasifihodiunlye
ATHITI91AITINTIMIATIVIRARTAIANOUAADA

1.6 Tsantiinlsadananialu?
Taululsadane

1.7 sxmsuanuailsadeazls?

o imynan da 11 dnuwndn lannulwwmilyeanm 3-6 24 wagtiingr Talugaeg
seggi luunuan (nangdilandanaroidon) dnfienms sandug i

AaNniARY lagmigine 1a HuiIMKe 1haadue Liuae unaluihn 1anee oo
MygANIzia) tethauasiin luneiiiu yuusieniisuansiauniialaduaismsn
UNTIATINEWINTT Myseinunnyes waglagniiay

1.8 wanviiilulsaitdisnmsivdiennuniala?
Tumslounuludniiviinlsaudagan nonnnitszogiiatasaNIuLN
#oalraiinauaganniiumsnisundazasalugihonedonu

1.9 Tsailutdnuanareang lnainialai?

Hihoiiogmninagfiuwr Tunmsniizunasanuguusedlsaiianas
agnlsfimuermynaslyadiavaguaiiontdnlugihoinee mhoglnal 1ensarafionne
amyloidosis aflunnzifililsdnlilazaniiodsrz g mln adsziiggnnae

2. M3 INARIUASNITINEN

2.1 lsatinanslassrals?
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MyIRARBikegAINMIATIAINNLATiLagNIATIAIATISENMaTY

MIATIANNLAH ANDNTA mevalonic galuifaanns myasiadiiaw
aNI0IsEAIMINIIUBLen % mevalonate kinase Tuidaauas tsaadimuala
MINTIANINATIINNEUAZATIA DNA nesihadaagny msnanaviusaosdin MVK
Aiunsasassaudny ulnayausia D Tudsn Tulalalunmsdias ayTsaiuad

2.2 azlsdeanuarauaimsainsia?

auitlananinan myasasranealjiiimaiuaran Iunmyidans Tyansoaonlsd
mevalonate kinase

MIANNTIA erythrocyte sedimentation rate (ESR), CRP, 3¢l amyloid A-protein (SAA),
iatdeanuag lWud Turawiuaraglunsirmlssidin
anuguuNrasmaniarluinilyanuio snitarsdsasatuiie
Hihamannainsiiegimanyraneg natn lnadsalnduainiala
myarafaangiiennaglisdunasdiadoauas fednilsanuiuera imsuldsuwnlastrasn
Tugihoiiilu amyloidosis azwumnii lilsdulu aansinnias

2.3 Tsansn lvimomalansalu?
Traitliannsosnnlimemala vaggalaifimyshnladifiilsganinm lunmsaulsala

2.4 m3snudaasls?

#1911 1yansaon a8 mevalonate kinase fadi sridmnseniauil luldafiosesa (NSAIDs)
in dulawmmdu sngueesilaafiosesaiin tnsailalaw uagandinin
smmanmlnieasmdaun galufionlaifivszaninmuinonlulsatudn lunanitamnyom i
Hihauansiioimsidiunla
Aningaimananymduduanilssaninmuasanulasansressinguil

2.5 samadganasgnanidsasls?

Hathadsaduagnuniilisnm tdu NSAIDs srwnlnihadiue fuwalu nssimgoims
wasiinanssnunila srnguassd laadosasauasars Hrmmmladinanudsamasnmsdalie
wanMNiNauaasi laawiie yeaadeiinatnadsadninnmeg

2.6 arssnmnin lng?
dalufinanymanvauumylnasnmnaasaiia uamngihoaimsdtudefiongimniuuaiiu
ayumsangasuiogihelaimsnuzouad
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2.7 iimssnwmnatasnaunialu?
galuinsanunimssnnmadendugitfilssaninm

2.8 maasdieglavdianurninasaasrauluizos?
gihoitlasumssnmarsanadeauaslaansias 2 a3

2.9 Tsakaztiinwualnu?
iinnasadin uaemyazanaaiiaorganiiu

2.10 azlsdafasnlsnoinsat lsaluszaso1? (MIAMMHANIITIFIRASTEI
a18dlsa)?

Tsansauanlan mevalonate kinase Liiulsaiiiiinaasadia uinnaimsag
diudemnganntinian nuesinndigihoazinmmasnetaisns Tasamglannnne
amyloidosis Tumafiomyguuonaiinnzun nysesmeialanasmusaneunandunla

2.11 vl lanzalanansamomannlsala?
Tala viosnnluTsamaingnssy

3. 33a152219

3.1 Tsandinanssnunudinilszaninusadnuazasauansragials?

M7l l5aMIF g agaNNansenUALM NN Lasdinlsearinnes ManaulLasdILAnLeg

Tasmlumyaglasumsdiansitu lsananais
mlnnatazuilAnaNHAMIALAZUINATA LATUNMTNINADNITUN 88199 LA LT

3.2 mansznuamlsaion?
M7l lsansutagagaenan LA masen AT MagLied
nue Isauagdiiaeaniafilranuiuii lsaiou

3.3 mmuinl?

415



Tufigeninalumsanim agnlsftmmmsiaesmgamnmsilnuasnisusedniios:)
mniuglassademsiidmsnlunmmanimndnin

3.4 MmMuna1mi?
Tufomsinessulyemuwnsamnsulssmuwiiiuiiiae

3.5 amwaimadinanulsansalu?
i

3.6 annsasuadulansalu?
Wnansasnadnlanazadvlasinaduurnmslaradueramla Tsanusuy
agnlyimunudnlasimasnmeg asusswwnggquanoniiaglasinaduniadoriin

3.7 amumistazyring n13vad msaunia?

iholyawsaaenl sl mevalonate kinase amsadignla seninamaad

assnuwd Tnadilsanusikanas Tamafiasuasnunugiitiiumnsaes Traitiasinnyg
snLIUNIINAETaNAReINTEY agaTaalild

wingnad lyaaglufilomadiasiigniiiulyansoaounlsn mevalonate kinase
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