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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
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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
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