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Current status of access tlo intrave
antitrypsin augmentation therapy (c
However, regul atory approvhhe iprocess eqgbii yalrenmatl | wi ahse:
patient access to the therasphy.ul dl m eacrede/re froeri mbruy srmaenckind i r
to be universally availabl separaltkl patiineneéach n UK cnoautnitorr
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An update on recent advances in the
treat ment approachlkesarftoirt ray pdhian def

by Dr Sand#arNMest!l er

at Leiden University, Net he
Il nvestigator of the trial.
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protein therapeutics compahfesi€chi%Sidti ¢y Hesdl bpi wgre f
treatments for rare diseases®Ceiinolmase®d ¢2he! s@phmPbatedal
of a Marketing AuthorisatidhaAppgisisessSiedn tMad)e Vgl Sh ofhd
European Medicines Agengyl tPoi ol PO CedplmpaGtyi vity and ¢
proprietary,1liamtaitedymdipma(falaam {Ré&| appasery damage. N
a treatment for AATD. ThePlfa%BiSiicna i dd j §UHae&Rd LBBH |
results from a Phase -268t r adnflldfetfilsievd® PePaheeRd treatment
clinical trial that evaluaYield®sSt % PLLENY 1 ahd!l WG jichicyr
Kama@ainhaled AAT in 168 pRldafaqhtisy - FKagpyd ap vd |l feed "t
demonstrated a reduced decld nearderim@geddmddeei ¢!iahgal
function par ameters i n patients wh o received inhal ed
AAT compared to patients onRMAaciembh ®dseadrt herapies
fThe submission of the wmAlD ftohre | AR d99%LS pney biologic
antitrypsin to treat AATD i%hed ehayj oSrmaslile pRNA wB lge b4l &g i b
another treatment to AATD PBHEtijles®®f nGefg; €XBIEaF!I ¢, tthhe
first study ever th@at akihlow¥y ith@&SaiSedofaaproteins in the
reduce the dadinine patirBEUPTPE§FSSatdiSofall ed RNA interfe
suffering from frequent exhak®rHBLELCONET B Idly Reamgnpngu

_ s i
coughifg.am |l ooking forwar &NQloMoUse PPEEOF AL yOr the de
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- N\
Schemati eb.askRMNAI
Translation therapies block the

Transcription
=

therapies
block this
step

Cell nucleus Ribosom
“Headquarter” “Protein facto!




R ———S—S————.

An
treat ment approachlsarftoirt ray pdian def
(continued)

update on recent advances in the

RNAiIi technology is based onmOfHliceki mo dt He aax prf e SReiscem r ath
faulty genes t hat woul d, Giovdryr wicemimadftmed!| r emmbéenst heo

synt hesi
mechani

S of proteins t hattreztamemrt diosre atshree | i viehre di s e
m of achtaisoend otfhe R&Whied iiss increasingly being r
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illustrated in a simple schphmyastiicci.ansl nacoat sasti ous tplre bR

roach, many traditional s htoludrdapgiievse tar gand ptring eAABD
reby interfering at a Ifatresn sithssgeghot AWMT o rnalheectshtearp
ease process. Several primigateescsh omomfppahi esr ariesease
rently debabepdi tdheRNpi ed ifver &daovaetetvgr and heal exi ¢
conditiobhased TovmmpUaSni e s aarségonieahtybreékthrough f ot

wor king on t he development of RNA medi cines f

Al p-bha These therapies ai mbOud Pé‘@ddéytw@'ﬁpmécﬂhdﬁ new

of
of

i nfl aAmdt @ryt2in (=faul AR A(AATT Phiaps ef e trjiady was succe
patients with the PAAX‘ZQ%% ots)ﬁﬁeety @Iﬂfjantc”frab"'ty

protein polymerizes in the AlNPBemiIqge s s rb‘:él?%%‘ne’d tgec L
Al pohaassociated progre35|vecqn%%qt%qsébséth'p e centres

Swed . i onal centres n

The continuing progress in toﬁ‘e‘t(ﬁé\?él'opﬁﬁﬂfi '69 erfq‘gleL4c|t"’\tv‘)er
RNAi therapi4s iBorpr Ampskan g °W§N§r'reW%nP” erstand f
devel opments are summar i zedS blel W, no plans for a Phase

. For mor e i nformati on p& e as e
Arrowhead Pharmaceuticalg homepagehtap:// arrowheadphtahenc
The Cal-basoerdni @i ot ech compainyt elhaatircercent lyl i ni calhttfpri d!
changed its Aamewhfermadm Reoscelairrcihcal trials. gov/ct2/ show/r e
Arrowhead Phar mateputtiacNdvwse @ttt @tarr owhead&rank=13
we reported al®ouotn glorirnogwhPehaadse 1 cl i ni c al
trial, in which the|r-ARmAuAaohryugamc@Ih@lrdnat:eumR@ms
being administered to humaRIsn | the fiqutrtte'rreqtﬁ" Téwost
Phase 1 study i s designed moyagvaltlb g %%%ssseasegxtthe
tolerability and ph-AAﬂhacamIdlbnletPgd gthoer A S for an froa
ef fect on AAT Il evels in -bl’do udﬁ&lcu%?pt'h%n' Thi8 Al
centre study has been condu@fed®i™m9 &'VPer% countri es;
the only UK trial site isaAQ86edinkd izabethk HWHasrirthalti bne
Birmi ngham. Recruitment farnyham iPhase@rrlenttfiyalcoindugti
ongoing, and key inclusion gNAitedd®®g a¢ ARTPHELc ADRRBO LY B&
and anofFEYWMt | east 60% predirede@i ngWehar & ylhitadlersiigsdod fei mu ti
with Arrowhead for the publijgati @7 @affl paasadvahte Hhar pbbe
trial ondGowebgrbep We aretpgaelrrentleY yawaittoiiNedr ability,
ethics approval which we epxhpgerCriacio®fy hamPc OCtoabersypdiitan
year, so please keep checkignomARUuri weRehtehyobdiews amd |
more detailed information oqj dddse .t riafphjandt f hg| oprkordg i
to participate in it. subjects, and we have no inf«
I n a press rtéSIeepaIseembdearteZd0166UK 0\5,ﬁggdare p_art|C|pat|ng !
announced the wupcoming inltlamtplen'c())fn gabﬁa's% itactltf%iacsal‘
study oAATARCai med at asseggirnmopadlehy¥ormfdti o pledase ev
tolerability and to deter mihnea pt: he wavinf @arth ythtEemmhh teir mlad | @ &
of ARAT on | evell sanafi talyphsa nddtnalbcd gehd ltattsi: g cl i nicaltrials
and in the I|iver, as evi denMcCeTd 26y 36B8Bri°g e mi=ra |l Iniyv em&bi @ pvs
i n patients with BAACDi. ef Asferdd vhad a d
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http://arrowheadpharma.com
https://clinicaltrials.gov/ct2/show/record/NCT02363946?term=arrowhead&rank=13
https://clinicaltrials.gov/ct2/show/record/NCT02363946?term=arrowhead&rank=13
https://clinicaltrials.gov/ct2/show/record/NCT02363946?term=arrowhead&rank=13
http://www.alnylam.com/
https://clinicaltrials.gov/ct2/show/record/NCT02503683?term=alnylam&view=results
https://clinicaltrials.gov/ct2/show/record/NCT02503683?term=alnylam&view=results
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An update on recent advances in the
treat ment approachlsarftoirt ray pdian def
(continued)

Gene therapy transgene delivery to the 1l un

) , pproach t achleive . goal
Gene therapy i s t he |ntro?iH§Itérg)p fOJr nAOArT”E)a 'E)‘Fta'i%rz]ed
materi al into cells to rep'A%Cderew'W'l@:Q)n ectlve gen
in order to synthesize a beneficial proteln and correc

genetic disorders. (Ref s.: Boston Uni versity Me

Mul tilineag ransduct of
The concept of gene therapr\pze\/sB lb:?arﬂn‘i{ rte@/rgee]nt @IM@qnt Tl ¢
appealing potenti al treatr,‘olgghodasppcﬂehclb Vfor 2 f@j 3 1
di seases based on singl e gene mutatlons, sdch

Al p-bha Various approa-théebdrbmghlhasectt Allpmacal trlal by
gene therapy approaches havbeeisnog fmirarmreed tlkrkatsdsiat adl hi

and ani mal model s, but hawet pa®vteme covheahlilcdregitnog canry t
achieving successful corr eccteilodns .0of Tthhes Rie£Z4Z ogermanhet eantu
in practice. by removing al | i ts genes, !
A recently published studyslt?%lrg Céoepaygeo(fﬁ]gtﬁ?ealAa%-l;utgﬁge T
Center for Regenerative ele@9 cbff B 0, Set Oéxpue”riivrﬁernsgtiatly d
and Boston Medi c al Center c?qseccrtlsbesf t e“ﬁélcgeﬁgf‘.hg| co
delivery of a copy of the n ”basl dAfATafgfeenceteid”tiondi”\ﬂgducael SI
of experiment al mi ce. herr PRUL{ Ch 'A sPrgute® ity beVvVelos g
were observed within the Iutn lfé)'égﬁ]bfé‘{ (ljiphngéafrl|l§,|dzoolf
mi c e, resulting i n reduced, eSevletrIJFgé/. 9ww®x@lerﬁ|m<,eé‘ltta|1|a
emphysema. The corrected gl\quTeozpl r836'836t'?ed I

cells for at least one yeartermz%h%sneaﬂlersdthltﬁ?r?%%‘??} tdeﬁd'i

Al phla Antitrypsin oRef ii mihemdyted ri sk
di sease

by Professor David Parr and Dr Beatriz Lara, Ut
. . ormed without their prior
A guide to genetic tesp? Iganatlon of why the test w.
Wh e n peopl e get dialgna)rsteidtavymwlemalmrarya me an. of cour se
deficiency (AATD) they nat urnmgplolrt amavef oar laorty od| iqruiecsali otne
about the condition and, whempotrhantseve tihhs tiestomryg AATDAA
clinic, it is not uncommontfecslt.them to ask questions |
fHow di d olWhjeett da ?t he results of my genetics _ _
test oem®@w is my health IiAIAJIDy'tSoaBe'Hf‘Pél: ted conditio
by tohiTh?s kind of dquesmeom@de@ssed on in families throl
surprise because AATD is a Nc@SmplIWOc att Pyl ecSonOdfl ttimoeh ATy G &n
is understandable that paftdhes %59 hBed ot erpafyreom tf
information repeated or ma@PREAXI MU Rl 1QQ V3§ripatnjodnes
than one doctor, since mogsetneﬂéeléfréheha‘%/"’bseslthg”‘HthyOth
different ways of explainifR§ ®BhiREE 0rmﬂ-||ow\é"€‘/re'r",inthe'a'?|ﬁb(
this kind of question fromrbétkienotsheaatlttehndlngv gNsphOLihalA
clinic is occasionally a h&as® af®r MaPKc@PhH © Whieh! iheal
becomes clear that the tesYa@ffigqusaaThpd dmadyn dyaly evet{eepnroble
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https://www.clinicaltrials.gov/ct2/show/record/NCT02168686?term=alpha+1+antitrypsin+deficiency&rank=14
https://www.clinicaltrials.gov/ct2/show/record/NCT02168686?term=alpha+1+antitrypsin+deficiency&rank=14
https://www.clinicaltrials.gov/ct2/show/record/NCT02168686?term=alpha+1+antitrypsin+deficiency&rank=14

Al phla Antitrypsin oRef ii mihemdyt ed ri sk
di sease (continued)

conditions). On top of thi $s dlhseo iimfploudgrmmda w©d ctohnes i
environment and personal habittess;t sfueh as gemaekKiincg dainsde as ¢
drinking, play major rol es eixramgpeteer neixnpienrg ewlcest hdeirf faincdu | tt
what extent an indivi éehweall tghenrssudnanecxepecoeerces( fiolrl travel,
at al | . i nsurances) after having had
_ of the outcome.

Al l of t hese influences taken together create a
complicated and wide rangeTlhd pod enfti pdstsalentagstoshki t sl tf
takes time and specialist dxpdritnigsekittos bmawblbe tsoenpr otvhr
patients wi t h an under s tnaenndbaebrl se ofnd knmaawaur paei@nes

explanation of the commonessty nepd eomeartii@ckss,htobusitd n @ bks oi nieoltloo
do t thied oihse genetic test fopr AAtTiDce sgpedébrmed; for genet

this i@pr-gandteidc t e sd6tOnccoeu ntshedl dtgansgtt i ¢ s o f using post al t e
results come back, it i s poobssstiabcllee ttoo gbeé ngnoraeb | gr etcd s a
information about what thesta@asdarrdkes,ulpgarneiacnusl,ard ryd tttolei a
explanation may need to inthuodegéehetifd ndowmmselolfi nogt.herlL e
tests such as breathing tefsami lamdmesmaears; witthh s AATD,caé¢V el
pogteneti c t e sbt. counsellingunderstanding of how t he CoO
i i sonal l vy, or searching for

The t eprrrpenetioc tesﬁancdqnunsﬂ;delgéduge on t he internet, i s
genetic tesd)apq)dLynstedI|greg1et|cof(9g§§ioﬂg| id‘enetic counsell
gener al , not just to AATD $Ei gy gEH@Yi@rFe£P§ﬁgpia§tt
the best practice standardsththa,\FHsa_ e applied to the use
genetic testing and which shoul d be foll owed by all/l
doctor s, whet her they are ®@WPs emrcoluo amiet aa n ydooncet owiss hiamdg
by companies that pro®i dectwbaetic tkeodtwinnggsto read the i
Consuah®TC) testing. websites bel ow, using the 1| in

NHS clinics for AATD patients
I n the UK, there are severgil, opr nggah”a'n?atdaon'?bsr rdegsep,on§0|vbelnet
for providing guidance to Bealbthyecagpg &°F otfoes§fe{)p[j§ g4,
the public on the use of Q?BFEbHOHQStor- dhgi guidapgge Pd
best practice for doctors apfspAVLFe di@de Ukalse udfsihaalt
services provi de a good fa’p?rﬁ‘?"ﬁqrm‘%nta”\ﬁit'hi%tnsextpheert, S
principles that should be gdhered,t@g Wgw)ﬁnthuenidrerépe\kfidﬁrg a
genetic testing. Some ofyotuhiwsoul BF 95 AL it gn dbstkﬂiusf-,tey(
complex and the details dié ertoa?n%R'éd'angcﬁhﬁoi’VapélﬂtﬁoFBt&hﬁbﬁ
genetic testing is being ¢dBAPt O nPFOMBPRGm Uit Bhakes
sympt ods sefasef or someone W}&%pb?nWﬁ\EhtbPB bét minds at r.
related to an affected patient. However, there are s o0me
common themes and principléSsuggleatedhbuhklsbe foll owed
in order to avoid confusion and wo y .

NHS UK Genetlc Tlelsttpn/g/ll}dleguvmrll
I n any case, patients shoul d alwa to t '
their hospital doctor abod4H tﬁg&'%%%%t'bq |Ef%/t'd1fght@t@pﬂe/?/9
testing if they think theyW"VlWa)FhﬁeHlﬂ QQ”d'tBé’é‘ts”E’erﬁ*E'M%
includes obtaining a referd3HdoUnsSed ldNgpasny specialist
gefctar if applicalileifior oshetiie —Aﬁéﬁléafhﬂ:tebéoall?g FrEkLed;
I'f the doctor thinks genetije¢, [Be;s/tw\pv\g, AYe t a|p|p|ra0npcr|a0tre‘
they shoul d usual ly re‘cerantdrbes'tﬂngﬁ’/gﬁ ﬁ&)ﬁgset?isgt{ascg?ﬁﬁi'
counselling as wel .
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http://ukgtn.nhs.uk/
http://www.nhs.uk/Conditions/Genetics/Pages/genetic-testing-and-counselling.aspx
http://www.nhs.uk/Conditions/Genetics/Pages/genetic-testing-and-counselling.aspx
http://www.nhs.uk/Conditions/Genetics/Pages/genetic-testing-and-counselling.aspx
http://www.geneticalliance.org.uk/information/services-and-testing/benefits-and-risks-of-genetic-testing/
http://www.geneticalliance.org.uk/information/services-and-testing/benefits-and-risks-of-genetic-testing/

Al phla Antitrypsin oRef ii mihemdyt ed ri sk
di sease (continued)

Some more detail on thweolgenleesi ar eastpreegiscergfed fro

Al pia stream, and the ©blood concen
nor mal

Aphla antitrypsin ( AAT) i s a protein that i s mad e

predominantly by the livePthghdvariramt shedfe thet AATs ge

transported into the bloo®olgerkam Sitgructdyrsas jtphuati ommr e

throughout the body. The PeQlei i ARTIr i h"n$hanggoolbihe s

dependent primar i@ ygemetainc Vnflaflki efulph.u 8RS a molecular struc
When both genes d&dgeentelse ndPemasl itsc other S molecules;
usually an increase in proB@akymerpiaspaltyi oANg oRr O dehyCee| s!| HF g
AAT at times of physical stMoesesCUlsesch aAsS ian fCeOch Sj€nUse N C er
process is thought to be elhhathtPaPrebei Phespretacbedni
the tissues against uncontbiBE|I &4 MPAF | &hmdAdr ynod £Rald &S
For reasons that are still tciRladod thr e@amMg a g PaSresd Uted
particularly susceptible whoem tShiVsarpiraghtecaNdbnoT& oth i 3
missing or reduced. The 1$hegnfplrbdue@dcad yednee yladsi o
of AAT every day. Under &pedihfei bl @odc Bridte@dbes , alftdo u
instance during infections tdranédi®dd ®de ithd O nthha8 ekl @ ®%.i n
the amount of AAT produced fceatndipnee dgrienattihye jlnicvreefased t o
t h

protect e organs against damage;, | g carrying two S va

. | ower AAT bl ood l evel s t han
Di ffer enlt gAelnpehsa and genotypsgnotype, because al l of thei
Every individual recei ves otnyep ec owhyi cohf ptohley ndeArTi sgeesn ea nfdr oins
each of their parent sibui IThhienggene <carries

t he
plafmor the production of AAReSPidedy ek bh$ @HNOLMAL oMol !

F
E
t

AAT gene exist, and they RTeteddmekdeeRiSt ni tFi ffret%etniton,

capital letters to differe®f{iCd€&ttHIE | UGS md%3 T tSimmb A
variant of the gene is call 88 M dughs$ sWhkheM8oR{ aiSws 9teH
information to produce no%§nag! ORARY gedyad #ATD unyg, disea
individual who inherited at m&irmaf®ATm B P0jdglieveld Smapgt RN
their father and their mot tfdr CHil1t TPy AATh T Qe BRIy f&N@l.

Every AAT mol ecul e t hat iosn th%d“octederi'haﬁl(ﬁ‘ MM, e 7 va
individual has a nor mal StrpLPCotdLhrceesarh perb”[Ceti'nor\NithTrhe SI\(II\(I

Ri sk of lung disease fr
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Al phla Antitrypsin oRef ii mihemdyt ed ri sk
di sease (continued)

4 mol ecul es, forming pol yiImeirs cafh bZze ¢goonéeusni ntghatwo di
accumulate in the Iliver. These Z polymers can damage
the liver cells causing chhddieatjfieptidgned®de.t hea tymel

number of Z molecules do get®heamnmmtdyphNT dp it &t &ihfe b$ od B O
stream, however, the abnormabPes@paxltourde aFd taealzyyadi whi
makes the protein biologicalslewarﬁhgﬁlﬁbl qfestuh g i khigoojdn |
significantly reduced capaci €§! kad pproaxteeitn tenee cit y PP of ¢

damaging agent s. Consequent | , i JV|duaIs with two Z

genes (genotype Z27Z) have Uel,r%e Ité 31 L9 o'c A € g€

protein in the blood and are 3fd®° d 9P erqu'bqte QOmB‘E\G/‘éI'B‘i

AAT-Bssociated health probleménoI vidu alysed to 1~
they hav inherited.

The combination of the two most common mutations of
the AAT gene, S and Z, (g®hot ynreee dSZ )t oprlbedut est each usin
intermediate situation. Sgeanmdyﬁinmg)?ecules can form

poI%/m_ersf_ thr?t't arSIeI mostlyt Tehta'Worq iHeglll ldrvgearn'iz%"ftio§
proterntiumcratonas ty 1nac 'a‘?|a5pa%*?’b%t'§awh have COPD an

The scientific community Pctnstngte Wi tRhpnhAATDy shqplody have
concentration of 11micromolQfr AAT ol gy heiamtb|eodyst Thi ér

to protect the lungs from d&r‘neﬁééveSOr{lt)hel PRireind Fal sbrwitth
very low levels, such as m%t'ZeZ“tgsenko”tOprne tPdndhay es e SZ
proportion of SZ, have bl oB fegkfd. t hAlk! aR@O0mled oWh o har
suppo r’qaetd)tectivéantchraerseho n§|de4"‘é7d tg their blood shoul
have clinically severe TDO enotyping or genotyping tes:

circumstances, such as t he C
How i s -lalapnhtai t rypsin defici eREOPradatogNosaddrindividual pat
First of all, the amount oAt ARfiepeondeoh thecdawnti hg i@
bl ood stream is measur ed: deocoobdemabncwewmatnt hayi bael ni 8 b
routine blood test excludesnakke aposadii minlailtey defci de foinc it ehre
so no further tests are neeidnefdor mati on. Thi s i s partic

medical i ssues are so varied
I'n people who have a |low | gyel Iq1 AAAATTD'”antdhethbe' o9Hils AAT
next tests are ai med at P dgRLi A g nagcrb g tEyn?QaHEI ARTE
protein that circulates in ,kthesh p9dsgbp(yv,hﬂc AAT genes
the person has inherited.

Update on centres of excellence
management and research in AATD in

by the Board of Trustees

Hi storically, teams of r esprac ¢rheg si olngseand nt oPr bhes derve
Stoc&l gyoup in Birminghamoannodv eiln thPhreorfaepsesuotri cL osmarsat egi es
group in Cambridge (now London) have placed the UK

on the world map of AATD T'@%%%r&ﬁntre@vecronttHé‘uPaép thr
decades, research from tHdset NGK ClcieMitCrigdsNs hwhe receive
contributed significantly u@ger{ﬁgencuﬁArTeqﬂre%%zarc funde
knowl edge about AATD, the BRHebtPPRSghmY¥enahDEfs %Y to
AAT-Bssoci at ed l ung and | i&Setrablgii shigng Sé’r’?&'alltst AATD




Update on centres of excellence for
management and research in AATD in

established centres of exceHosepnicteali MmCatveesnpti/rvyayiwo u yrsceanwe whiihas e o
hat are also seeing AATD paaztoi-fseenrtvsices?sIaDn:dL24London (Ro

—

. . Hos pihttatlp,s: / / www. royal fr-ae/l nhs
In line with our ongoing C@dﬂgﬂ]mg)gtyorp\ petitpesr eadﬂd‘:‘eenn?%rrte‘%s
equi table patient access t Qg 8XPed t la&R o b\ﬁaif)é‘c? pll\e(gposdln%
and continuous muItidisciplgiem%rtycmggggeﬁlﬁntang coAﬁnsDelM
across the UK, t he CharityoitﬁeP”QBEE?"élf‘geé‘”a upé& of e @
tertiary hospitals in the JUK &1 $| Bby,alﬂrapnhsaprlnéancteauttﬂocna'
companies with an interest in AATD, with the aim of
gaining a better understandAlnlg off her centres see AATD p
COPD <clinics and/ or hav est
T the geographical diStribUéB@\PeOﬁweﬁﬂii@ﬁn@@'c@ﬁpﬁéél%ﬂaﬂn
interest in AATD across téapei ¥K¢gs, for transition of C
I centres o f

r
o ri e. A
T how this transl at es sgf(g EiPIr'atrfI[.i)i'?y'/
available to AATD pat|ent

& elogey) €s

. _ Southampton he proce
T which research projects adge@ingdioji N9 @Al-ﬁDwgqatn,n(pv\ﬁ,th a
therapeutic approaches argej dede¥delP9mMedhsidering the
c

So far, we have reached outAAToD hCISpni'taI'sniHu%ircr?liuﬁ&ﬁém,b
Cambridge, Coventry, EdlnbL{JdeQ Leicester, London,
Nottingham, Manchester and TShOeUtrHan”bOrtot“ ofAl{hedethener
centres have either part|C|dpbqtnegdrenseaarrcqﬁcentﬁhyerceon§rléjdp
Nati onal Institute for Healityly i RBe8seRa€hpaltNlelhR)s eawdypar:

ai med-detptihn characterisation of a group of patients
with severe AATD, or they Weretealvemadiyokalowsd nuwd &tpno(8asi & ¢
providing specialist NHS cli rgiotmsnofndoty AcAInb.uctVéed adgre bsvhah

process of contacting other cempareisesaroumdwhhehcobet suf
including those with speci altirsdatpnaeendtisatarriec asxmeEearsteids & ven
transplant centres.

1T observational studi es, in w
Once we have received det aigltegdgi eaedbarrki sfrioom| adkes, f
centres, we wUKI AflphMdtphsae oviflelsearch that has been perf
be published on our group weppesi tiggsandt woi | de dd®e&d de whe
detail ed i nformation about B &8s CrleimeinCtasl odn¢atieswas cir e
activities aval | plalt e enttos Adcprhgas § ptehr€ ods o f time to bet
country, as we | | as contactgjdetadicl sprogf e £aLN Onfd thhoew
centres. best measured.

Here is a preliminary summAaApRyohé OMhbhe sTesRPEBSESt N® i n
have received so far: research should contact the

Centres with specialist mupﬁ FSC|pI a'rsy'” wi t h <l|3

HS |

AATD are currently run at Elermlngt (r?)pueeeh r\EﬁuKzeab?e

p ) ) - v |es wh i
Hospitaht;t p:// www. uh-bamthist-u p? |I'Srpf["|
defi caewd yni)¢c. hGambr i dge é};(Ade enbrook
Hospihtattp: // www. cuh. org. uk/ addenbrookes/ services/
clinical/respiratory_medicinel
respiratory_ medi,ci @evemtdex. {tUnli ver si ty

due cour se.
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http://www.uhb.nhs.uk/alpha-1-antitrypsin-deficiency-aatd-clinic.htm
http://www.uhb.nhs.uk/alpha-1-antitrypsin-deficiency-aatd-clinic.htm
http://www.cuh.org.uk/addenbrookes/services/clinical/respiratory_medicine/respiratory_medicine_index.html
http://www.cuh.org.uk/addenbrookes/services/clinical/respiratory_medicine/respiratory_medicine_index.html
http://www.cuh.org.uk/addenbrookes/services/clinical/respiratory_medicine/respiratory_medicine_index.html
http://www.uhcw.nhs.uk/our-services/a-z-of-services?sID=124
http://www.uhcw.nhs.uk/our-services/a-z-of-services?sID=124
https://www.royalfree.nhs.uk/services/staff-a-z/dr-john-hurst/
https://www.royalfree.nhs.uk/services/staff-a-z/dr-john-hurst/

The Al-phdK Suppor& Gooumpt ment to r a
awareness of AATD and gain support
of stakeholder® continues

by the Board of Trustees

Wit hin t he l ast year, we f Aavaficedndt,i naunedd i t oi sr acilseear t
awareness -lofanAl pshha engt hen d dmp rpeutbd ni sci vper ocfliilnei cal care t
of our charity through: f off ona | maemgg aygeeanresn.t wi th Health
Technol ogy Apprai sal agenci es across t he UK t o
support access t o augment at i 00t h e ) fop0 ail s
pl ease see t he ar-8) cl ecooni .

di scussions with NHS Engl andg . I N

to establish a nationally cofb [T /- - e NHS
Service for AATD:; and our c( | : $ : 3 1t h
politicians who have taken AATD
and have supported our caus ef

I'n | as&t nyewmsrl et ter, we r epo ris

with Mark Pawsey, MP f or -Rug )
standing supporter of const | it he
wi der -1Algpdcdmmuni ty. Last yea

University Hospital Coventry e st
Mi dl ands NHS At phaypsin Def |

that was established in 201¢ 'rsity
Hospitals Coventry and War wi am
(at Queen Elizabeth Hosptlt al ) . =, Al pha

patients have access t o aLRcomng(ﬂgnalol(epategmt o QKai

experts so that al |l aspectssuyppbr it hegrroup9ndi mi ®maeclan BRe
addressed and they have thewrdddred t(©Owadids c3lissSst ewhat Robe
matters to them. This is mpartiidcupadd y (copeult @aahti fRepsptili
have had to travel l ong di sHawsCeeys MP, ViID$ i tBetahter jczl i marcs . (
We are delighted that Mr PEJG%’S;'/C#S‘P&rned to University
Hospital Coventry fupr vasimMec ®mtws ol d®assured the patie

283August, where he melt pwvttihegsiasi @fudlngAl Rbanmi t ment tb s
and clinicians of the mul tddsdmmenipdy nand, AASDI éd wiarng h iMr
Pawsey commenwead: a good oppwlstiynivtey atck omea@t of t htet trpese:t/i
with Dr Parr and padi &mtts twy@shavep AWPH@. or g -ewkp/erret viss/emi
Deficiency and | earn what p¥FeatL®@s piada PEEda ibeliRa Wshe y

treating tdhis condition. mp .The Coventry Observer al so

Mr Pawsey clontinsedhad my arqeteeltnl_tglgognéé é//rﬁgogyobcies;\tgéoﬂn;
AATD by one of my constltuen-ts nd hav 9 X\k% /% |
interest in the condltlon,Thngluglrag valrfya npdrionngi sad niye atxian

wi th Dr Parr and the Healtywhthegpoetianki adseremn Henp, us
during the last Parliamentattt®@nt fbfe tadl tlAIPuReGd NS SWe Owou
Al p-haand how it can be treabedkncolur BlgBraaliffednla swet oc agipeak
continue to build on theoprgowets st it ehiart d1iasseab5eeenarfruadreigh|

Professor Parr from Un|verS|tperI-Lotsp|tafa Ossntry aducre
: nd "t he i portanc

iMar k is already known cdnae n .trlp.e c.aus.e for

4 . - ay e | i imcal care and
patients wit W eAATeD ya ngdr aWeef th JI heI O'O[l)( . f h
time to visit us to odxmenmi r} - ufltr t'i "e n Isfew ?AATB <
and our rapidly de\weel orpamggrseeaiv en opa\}véons of tn
feedbac from our patients, some of whom travel from
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https://www.markpawsey.org.uk/news/midlands-expertise-treating-rare-respiratory-disorder-praised-mark-pawsey-mp
https://www.markpawsey.org.uk/news/midlands-expertise-treating-rare-respiratory-disorder-praised-mark-pawsey-mp
https://www.markpawsey.org.uk/news/midlands-expertise-treating-rare-respiratory-disorder-praised-mark-pawsey-mp
https://www.markpawsey.org.uk/news/midlands-expertise-treating-rare-respiratory-disorder-praised-mark-pawsey-mp
http://rugbyobserver.co.uk/view-edition/?ed_i=85&ed_u=/Rugby/2016/09/08&ed_p=40
http://rugbyobserver.co.uk/view-edition/?ed_i=85&ed_u=/Rugby/2016/09/08&ed_p=40

— —ee

14t h Annual Soci al and I nfor mati on

Lincoln, September 2018xperience of British Bingo
much&heoining us again this yi
Our 14th annual gathering was held in Lincoln again at
the same venue as 2014 at QheSWBlehkh &g &dpiol; Medisqgle Af
Club and Spa. Ireland-at CS_L Behri ngdgs egfafv.oert
to obtain reimburseine®Profeina
The event is one of the | ar(gdddt) Qatgmemitmds onf TAkephpy & Re
their families in the UK where Al phas can meet and
socialise with fellow Alphas and be undated bv | eading

experts i n t ke Afniteltd yoofs i Al p[The 15th Annual Soci al Gat he

We had some great speakers Cheltenham a& I het hdaerelkend of
sparing the time to attend Saturday 24th September 2016.

] t he weekend or just as a d
Professor Rob s SwedKl ekknow Isaturday.

Director of ADAPT, t he AA
based at Queen Elizabeth HoWe | ook forward to seeing you

He provided an update on 1Tne Tresearcn actlvitles at
ADAPT.

Professor Daasdi Pathe past

Prof Stockley at QE Hospita For the | ast
i and Jac
. . Prof Parr
Al p-hbat eam
) ... Norah, El ai
10 year s he has been a co Unnihvhe s it thY car ol
Hospitals Coventry & War wi cH ; he i s t he
Clinical Director of Cardio Services. He i
t he Lead Clinician in tlh e yN H S Al pha
Antitrypsin Deficiency clinig ry He wupdated
us on the West Midlands NHS
- .four del ega
Peter L&orce President of just could not
Pharmaceuticals also attend ggeitn thieneolhrand

| arteesseta rNcehws | et t
er . Hi s first

| ast year and spoke t o u
programme on AATD in relati

. Peter Leone, Arnr of > W....catchiog u
Phar maceuticals fand Bob
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https://www.linkedin.com/start/view-full-profile?_ed=0_eD_Sa6bnhNIuhTtJnAjjSZY7nHMgyNGziyk-tzYFqmZ2cS-5dvtguut2MHU5cwrT&trk=pprof-0-ts-view_full-0

Osl o for-lanGl Albmpha Advocacy Too
by Kamder aQ and to discuss nex

goal s, which includes <continu

_ own countries. Addi tionall

Gonny Gutierg@dgmentation therapy for key g

Al p-haGl obal PRérgctomr April 12, 2088 . Se

Europeanl Alopmmmauni ty contribute

meeting, which resulted in cl

Danish Lung Association and R

taking concerted steps tow

augmentation therapy reimburse

More than two years atteroffie @ atfkbhakerayirve effort, t

in October 2013, much con?r‘?ﬂ%%rs'”tgotrPadp@p%"nmu‘mtll@?‘ﬁéi”O””

Al p-haworl d at | arge! 2014 %L a r1/95’0”3/90"’]”'nest'w”&'rlqung tr

with existimat |AdrpthaorganllsaMpd]r?sqa”kpeay 9A| plplg t he St

researchers and physicians!N&nRanigsh n%att'honaflo@rﬁd"a{trleor{Or

for the program and the buf"gfj?ﬁg,ﬁf’ 50gdyr téd; A’IHPH&PC
1 Global website. 2015 meer YRAM ANt 1o ¢ d&r come

togedageai n wilt'hl pthe GlsSobal apdihioddit i es. .

Congress""Rmsleaxr ch Confer-eance on Alpha_ )
Antitrypsin, in Barga, Iltallyatin American Summi:t

Af ter the Patient Congr ed$, f?JIPPIeOfW'G?Wba{IheS?Egrlprﬁéle”t

Committee decided to tackl 8 3ha&l %910 GYS negd aactlrQ/t'tr?e'%mqr'

the remainder of the year: PDecemb&y 2015, “w was e

40 representatlves from 9 d|ff

res t wor k toget he
Central/ Eastern Europe?xprgé‘gﬁ él(pncg@the patient re

On OctoHér BB pGlad b &Ir an k W|Plaln@rm$n,nnc:osta Ri c a, Uruguay,
and Gonny Gutierrez parti cOoplaotnebdi ag s Asrpgeeankte&irnsa daund N Br a z i

t he second Central/ EastemMnD. Eurao ppeual nmo nNoel tovgoi rskt from Mo
Conference-loAnt®l phapsin inwdVar pawseRol ainnd, Bar ga | ast A
organized by Dr. Joanna Chorostowska. who had joined

us in Barga. Attendance corking with
Al p-ha physicians from the tries

Pol and, Czech Republic, B Estoni a

Ukr ai ne, Bel ar us, Lithuani

Nordic Pil ot

Since'"Paei &nt Congress, th
-1 groups in Norway, Swede
an amazing wWNokdi cosleirevet
prototype for building a s
regionadl Abmmanities as t

AI pha
w'e done

=ation betwee,]

i mproved access to care in
Leader s from t he three cl ose
communi cati on wi t h each ot 2015, i n




Glph@ P connscring Our Community R

GLOQy

commi ttee-lofphAlspltda ans fromheahedr ebedn soccesses and go
amend Sttlamdards of Chr enf dmatnidlh pthtae t ool kit to prepare tr
Ameri dae first meeting fomohthhs. puhpocrec eérotoekd ef fort w
place afte+#l tPhaei dhpha®dBummi tpdat eBluebBwsopean Recommendat.i

Aires, and several mor e aoegosicrhge dpud teide nt hmdwpltawcty strat
2016 to accomplish this important task.
k% Advocacy Tool kit Translati o
Carl os Cambon, -loné€&l ®bfanleAMepsh a
Steering Committee memberlshus sdr@afes Wgs hanwe translate
representative for South Afeoicagyan@olchint iniea the fol
work closelyl wpati ekhltpsha |<é%1rdraans afmrge nch, Portuguese,
physicians in the region_ d|t|0na| translat|0ns W||| t
ari ses.
Patient Organisation La nch
g cllJ |onal Gl obal Efforts
Al p-ha Gl obal was able to a55|st Wlth the foll owing
Patient Organi sations lauarhAmngiGdion a IEuwepsi:t et he
Net her |l ands, Switzerl and aqd Poland
n ef'forts to serve a glo

After the LATGSMolalphsummi tl,i mArtgféintumrdaerst_andin_g of Engli

launched an official patie@dterowhelnMisma i oinr satndi M & $S ijosn

starting a designated Fac ebeoScsk tpeante afnodr eAnpphhaass zi Mg a ¢
p .

their country. conce We believe that t hi
audi ence more effectively, in
I'n both Europe and Latin Amebieaan@nktbhNeameehi Ngantioshov
Al p-ha l eaders in the regidmtaihndtibenalscheduwltadns. Ad
regularly in order to straweguagl! Yr @a9yleattinen miopgisan
forward.
b) Alphcd obal eNewsl etter

AIp-IiaGIobaI Advocacy The eNewsl etter all ows us to

As we continue to collaboraltebals sgogmobatycovhhthnintegl eva
on increasing awareness, d etf @¢ Bl @ oidaNduesc @gLs publ i shed
care for Alphas around the worl d, advocacy training

remains high on our 1list. c) Allphsd obal Patient Congress

Anot her key el ement to buil di
network is providing educatio
In 2011, the European Pol ipcay i Raé¢smmemhygst comnsfand r-esea
Al p-haStandards of Care weré&. crBétedheyr eftnamsitprerfnivad vedhr
ur
n f

a) EU -Al Bhandards of Care

group o f-1 |Ad apdhear s and phwsil¢i amantiinme to organize o
collaboration with Rohde PRwdleirmaPobhaly i ResBaarsstel siCo
Bel gi um. In 2016, the RAPADtitrgpsiosul TheackpmiBle W8
in an wupdated document, i at otrfdeerlntt(ﬁr§ent/bnearstadn Hot el

integr al part to a new and i mproved ou on a
European and national level. WWW. allpghlaobal.org

b) European Advocacy Tr ai

Oon Apr il 27, -120Gl6gbaAl pdEs
Advocacy Training for . e T e i
representatives i n Mil an, Il lr et . . FIREREeSN t Ty
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Member St eoNdreks Bradford

fiMar k wrote the following aasnyan dwepcsat € rofm Kshisaspsel ch asatt & rbto |
back in June 2016. Many of byeo ut hken oawn stwheart. h eS or eac eti wbeed tah e
call for doubl e l ung tranapl antr waoyn tlo $ept eamlgeat bod | e
passed away sdhba aftbut espltahcaee whavdesi gned.

appearfaedom family and friends have shown how
respected, |iked and Ioved"ﬂ/larSI@p\‘)vg@b% EO0LS wHo PinCekpe d
him. He was a friend to tusangspPdasgiupdolbra whichi rresul
humour and shared experi &€Pdd amsiiscangi seayyng only t
considerable struggles. Oh&C kp Pdt PX¥8F0i A/ T udRd sigh g
fal ways osnrielrihmgps the ulti mditlel aMmtorc@@éulitpant and he po
Marmk commi t ment to the causdOWPLrt $dt® N achtO W &S hROi Nt |
received his call for tranéﬁl”@ﬁtr YATkhBOevehh®y Whielnd pRe
had been recording an artiflclllee@gi€t hs otMee F’BrBeCSSfU(Sre ttHPe | Pak
South East News encoucraglngasokregdanatbchhtatrl%nt.ranSp_'ant whi
option i had the right | un
Since my single 1lung transaplsamtgeon t2d)1dlo It hkawvwpehadi on
sever al setbacks, unfortunaatietlhy hiensuf 6 i go iathresmmes pwéainhti rtihe
a double lung transplant. tlhest islple atke Iwietvhe tlhea ms urhge drusc
person around and hope my cdmosyl twandtl ailnssopiardeviyweuw amedt h,
not worry you. reduce the pressur e i n my | e
) chances f being accep ed on
I was only considered for g .5ijngly& | '?1%3 trer)dabr&%pthant tdhusen ¢
an operation | had a few years earli r tlcklngthelin
of my right l ung to the chlesmetwawntrtot hset olpe afdl usi udr geenotne rai
the pleural space. One ofantdheéhomwodsiflelleg . comel iecxatliad mse d
pogtransplant i s hyupperoifn fpl raetisiisayrin,erai gbkuiolfd bl eedi ng when th
the wuntransplanted | ung calusmnagg tlhaaccleprigdt ohexmpiasilds a
Thi s started t o happen abowuttrtawes plmonntt.hs Alhbdbttera week
transplant . I remember goitwp tsarglkensdl pbhd ageeeeget ongn
in Lincoln and feeling fanthead cswamgle@an mamd hohaet et her was
A&E being transferred to PapwemptBnt IPiasptwofrdrh sailxsomont h
di scovered that the main broalclhif@hldladmeg arti ally coll apse
in the transplanted | ung, this could have been caused by
the hyper inflated | ung pushi e geon
clamped the bronchida adwrihreg . )
you take.
The consultants deci dedetho t :
airway, they knew of a com { 1
these specialist stents but ’,' nt h
come. The stent arrived ju : n k
was aboutDecheemb2eOr 2014, the :
seemed great | could breath : .  Ime
for Christmas ©DBgcemiOnr tthhea ;
stent moved and was stuck i t
was so painful: imagine hayv up
and down your airway. My | me
back to Papworth they tried New
Yed&r Day but it slipped aga
consultant tried several ot i f
would hold but due to the p t hi
wor ked. The surgeons and c¢c
a 3D print of the airway to t he
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I was al ways aDsirckligy tchhiisl dt i meé I was abou
was diagnosed Wwishamdt Mmahael, and everyth
and had inhal ebeom! | AfF weys col |l apsing at
remember when howpstabowmtnd was t ell dantthatry|
el even years delfd cibeenicryg I |l earned | am P
chased aroundbr éemnhern he I was 36 years of
consu@ t amtom befcealutseso | ow. Eventually | t o
he wanted to tuwrkde rbslitoaondds ;whly, but I did, I
th my mother

was petrified.had Ilseeh9Wwhatl bo
didn't know -lwhat IAljpthsat coul dn't put him t
Antitrypsin Defoiuedi eemncdy weaswer e married a ye

years ago. :
My mot her was al ways s o breathl ess and physical

chall enges became very diffMyeuhtalt Mhesrtearwaesd at @ erdye tleari
bl ack oxygen cylinder withbrarot udre wasl bmisrkg wahs scehs sneyd f o
mum was connected to alll thehitdme happermadl 1hr e20002 dand
siblings who had al/l fl own 4&fhtee rnveasrtds ) .Myl fvada sh eg e twtaisn g W

di stance |l orry driver and weaeurdd y i honmeOOalt. wedkefnalst S
He was a hard working man amufiidentkhosé dapsieetbado i
to work to put food on the 38Balylear s Ilol dook Myv ehru stbhaen dc awaes
my mother by doing the wagchi mg, amhdophpei ntge | pcelde ame nget t

and cooking. I was 13 at ttihrme.ti me bu I di dn't feel a

remor se, as my mother and | had a grea rel ationshi

But my school work suffereblNakhg eeasmltt‘snbéfea yssb""h‘i"glshé‘gdet
ad ung reduction sur

r?
much school and he Z

not goo At one point we w
I married young and went on athe hvavel tawo tkied s amewt agned b e

33 and 31, both aflecdMZriemma ybblaprhsa passed and we were
mot her passed away at the &doues bafndb I tyeapresd, wtolr&ti nwa st oi nb e
1984. I was devastated. | br ovalse rj ulsa metswoc omed elkaxc t leef @gme u
my 21st birthday, and | wasaV\paryeginnanmy vair tnhs tivmi rQs()lObLatgedjue
to all of the stress | | ost one the t wi
my marriage started to deveAdt rberroblloe"Ynsblbou"Y 1"‘0 hrtorh"i@ehd"’eor[n||
for the sake of my cthFeHo ”gYeaOrsgeéfttéWOE'ﬂhs h's
di vorced and started to get nmyeelife h{l)yacq(roothetrraq:q( onI a(
have it shatteagai my alpha ta@alk to eac her, were
wer e alphas.
My brothers were twins; James was found to be PiZzZZz
and got ill, yet his twin JonPtwad rfonrgeerlel\ﬁl\WtéiﬂdyhedltWH)
James was married with no cKni€W rteln@ta o Unled nieVeeyr gh agpgPgeqn -
distance from us, but his WMArfl hgecal str'tfirloskemfdﬁﬁlw tro
when he was di agfiosedowi ttt ¢g laehk y f tur
years | tried to.helop hi-man%bmain tyemb YMeHle 'U’ibgrsh p
housed. I n bet ween caringagorongilglf WEeN &, harél Ly B
and became a fitness instryggtqar, g t%faWM | hb P g 5§
ti me empl oyment . I loved my,l 'mfeent tweW%% tel|| 5 Ba\
at this time and, apart from t%e odd i nfecti
pretty good, but then | s tlaratne da th| gdheteer,ltbrua:teit(:atcbhaiem
infection after infection. thlat tihsenwhpund tlr ycoud dr'dluclae
with all the keep fit clasAmsiltrgpdi averDeddy.i enEyent udano
had to cut down, then it caame tafohemapdont chaepbuldnbototfhi
a class Back and forth t oKitrhkec alloccyt oFisf d. wolul Wlo@e® .1 can

information and advice to ot hi
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Member St oNdreassh Ol i ver
friendship These friendship:
my | ife.
So, my | ife to date, as | apf
70! Somet hing | never thought
has brought many changes to m
best alpha friends | ost their
the most chall enging year to
di agnosi s Since becoming il
influenza in March, sadly | I
function and I am now receiV
getting the best possible hel]|
The support | get from my fam
; 4 so very important for us al pl
My i fe aéspaarnt Alwpoh a forget how hard it is for t hel
As we have s0 many new mem rs and
the longest standing memberbMeylh%Sag/aenfdo %%bassf(e'a]thOﬁ/K agd
the next part of my alpha j"Wur'%ehde&ry uth ' d B |tarrﬁa)}nyhepl‘
some of you. The two grandchildren | have
Al though | had been diagnos'é@dPiNter Sa satnﬁjrpé)ewwegn Wi tfjgd hem
40 my alpha diagnosis wasn®?f rf'\‘iil?n Ywa's and | can
still remember the shock a esfea|r|f Pbeetsnghérod dadd h@éilﬁd‘l
unheard oefsoilllndacssunder_sta qmteQe feBar is difficul
concerns you are all going giriPdiddpl e to do things | use
| el t | a een given a t. en , ter i
fel had b i & “Cé‘ﬁ’éqb oOIfametrdydf
some research, | joined thi's 'snupeportt group ar o'umg of Qg @ tfp
best thing | ever did Herqeq 15 f|0 éjWo&qt mnpd e taﬁ’_é’”l&)dc&iﬂ PR
1 than any doctor could e‘b‘?ﬂer‘b‘e@ OSWQ|veP5H8’IU\P§.tAI iafs
importantly, I found undefsdawdingcom@dVhCraecaRdt to

Member St eoelrdesPater son

ar Cora Paterson wrot eg!’
i cl about t he challenge
spouse of someone d-|1ag 0 saamd
1 f &unkdon@osrtay i ncredibl
d for an wupdate on | ife
and &eeondition but their wo

e many of you know |
ter 8 false alarms, |
and recei ved a S

He was sitting

i S were so imp
hat they put &
hrowing down t

— N
—

—

A successful l ung transpl an|
Lee has gone from severe |
i mmobi |l ityl tfoeeslaydwwhgdlestf ust i
drains, cannul a, PIC Iines,
wish Lee a full and speedy r ¥
seeing him at future events.

———
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Member St eAncemsy mous

M family study is warranted] thooalgihngvesh @wslid eb e udtsri areg loyf
di scoud agesde were the worddKmyidigtear shSaor eld askeld ©lr
wi t h me after her -teatntirteSwyppomtorGratphan trying to sc
deficiency came back from weés pluab.i nt Sheowhaat t wistuhr ean
what it al | me ant but encofioangmd, mmy t daweht ere sa rethe g toeod d
We had both stopped smokindgnyeddstago, bulbbr deado tblkeeern f ami |

passive smokers for most of our youth as our father was
a heavy smoker . When t'he results arrived we f

ar e bot h Pi Mz but t he result

After searching the inter nme mbaenrds fwiemcéirmg)towhataswemuaurpe(
information as | coul d |1 asked my doctor o] est me and
my husband. I wondered |fo%"h|§°Eou|5dPbésaﬁ‘”gn§\)0’éxrh®tt316r
the asthma, bronchitis, che(smtyoeg%rf%cmlr‘%tnsh%ﬁ‘a %‘Pm"erc}gri%@ n
had been part of my life ®PIFVIRHE! Bfb&RN Jmifjog mey M@t
grandchildren. I asked the | ab f ofio giem® o ranmadt
Several weeks later we got '€R&ENEAsdh@ad 1t i ga& pRrREZL QKF
my husband was Pi MM. The ¥&hé w4MAigd RASs V&L - my However
resufStmoking should be strd®gltyedPs8®Bfaged, a
family study,cd)mbiwraedlaaaltnpthliat\yvé(p ier?e ieved o get
deficiency associated wbtlhcggt; Yi @4 Sﬁdeénﬂ?théflsieén@d to fi
then joined several online rsaufRffBQﬁE QHOHBF'famin.
Armed with information | a stkped trqeystthreesematdu'lérchi“ldggﬂ I
t hey woul d be tested. The3ﬁ_uq.|l ak sethreiyskWO‘i‘lfdprggéent
around to it next ti me theysﬁwag’eFE o (?nic,al judgemen
The only family member who ML RIEINEN boe tlefsqierg hyngpdis
time was my 17 year ol d grQﬁ&&élﬁ’&’ﬂ@%’ﬁmlﬁrnn‘?%“Wﬂ%eﬁ'& wekh
l ots of chest infections. Wh enh €asntn i el fs€ GrleisoyN Stos tehainfe 1pSa
she was a PiMZ and had t-he i <O er It

, A VAT |yg tud'&x wkehwak! rta amieldy
moking should be strongly (¢i,gcoyra 9,01 e htemdsttbyyl ek I cphecai

Annie's mother Kara decide@ahfo b@etC(hberOslequS|tYesmédeyandES
was confused when her resudmokcdamnge b&eak uane G@®menadti ons
Pi MM. Kara knew that beingdiae®s$ MMamwd si tnsotp optoesnstiiballe i mp :
as she would have inherited one faulty gene from me,
either an S or a Z (assuming that my test results had
been correct) .

She queried the doctors nurse, who had given her the
test resul t, dsnhde wsahso utl odl db et hhaatp py s he

didn't have gamedl pha

Kara asked her doctor to get the I ab to check her resul
again as she strongly suspected a mistake had been
made. The | ab was adamant this was the correct test
resul t. Kara was asked if there was a possibility she
may have been adopted. These suggestions and the

uncertainty of not knlows ngt ushe <correct al pha
caused distress to me and my daughter.
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Member | nteKeiehw Whi 4edrew wil/lis

I n July 2016, nine mont hswoafdwer k .hi sl ts uwwace sosnflwyl real |y
double lung transpl ant in Q88é4nt BEht zdbetoht Hosspticdgdaady | ob
Birmi ngham, Keith White (KWgamwsmsuntnitlertvhieeywendedhbhy al |y r e

And Wil lis AW)-lapoutnbiys al h a
y ( ) b y AW:p So when did you start

ge
A W: Keit h, start by tellin us a Jlittle Dbit about you
Where you grew up, your famiWy WEH!sol!lonphad always had

Jjodging in the 80s. | app
KW: I was born in DagenhamMiamaEbsaxa Siexwt hiomesaahdrgev
family. I was a poorly chmalrda,t hlpaviamg , asshhima. tr &i mdipregn
much of my early I|Iife in hospowvelipng beaydiwedgd s amddilma al
fact, I did not go t-ota waevawmdlls smétotbilngat elad d. S&®@ at w
boarding schools from the aNjoer tohfwi7c.k Pladvkavse rfydergseta dant asncdh ¢
in St C®&tHemenéen the Isle otheWsgme, spheomdeeyht ests and

[
e
t

in Surrey and my final oneg of caromB kaak si wa6 rhomtghd.el dI t
Hospital School in Surrey Benatoak, Matddi esernge |oft hliln,k 1
devel oped epileptic fits andi slc owaesr egde-iLIt ahnagd tarlgpphtae d deft i ¢
Anot her school | dwalso glo i aafgt ¢ ro me uwidtnh .

the epilepsy plus the ast hhmd S8oWHREQeWer § o Qth i pd g NeOpySsey
school whi ch was LingfieIdKIWc_)sgLigtgaJ-I_ School . I l eft t he
aged 16.

AW: And when did you have to |
Kw: 2004.

AW: So you managed to keep wol

KW: I was having a | ot of bre
l ot of time off work with inf
had wal ki ng. You mighit wal kKk:
| ot but there was the wal kin:
your bus. And | think it mi
career in bus drévitmd nlked des &
the garage helped a | ot. I W
of Victoria Garage and if you
and minibuses all starting uj
morning you could get a Bhot
much air getting in there.

AW: Wh a't about the rest of y
ot hers that had respiratory i ¢

AW: When you left school KMWu YRé6rkdy wheéter who was o
Dagenham or on the Isle of SWigghwagyr note actually diagnos
passed away in 1996 and she |
KW: Bar ki ng, near Dagenham.f orl gwa s ea acC athiin et; makeri t was
appresrthaé was the theory. al Bays It dduwghntoti tgeasoMATD af
with that very well . | di dheotcaluilkdenl k hev emonefyar . Munghwa
taking too much of it so | tlreafntsptilaerte.l i slt Wweuwtt @mf d 0Ot WrRe
other jobs: repairing tel esprheoneassaldl esway igret 8h ¢ adivden i ¢
making dustbins, al | arj owrsglott.he Barking area
Then | went to college in Leatherhead to do woodwor k. I

finished the course bwitsaiwi tnfot do much work
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Member I nteKeiehw White (continued)

AW: So when did you go on oixtygeaas? another surgery that w

Then, when it came to wanting
K W: 't was about 8 or 9 yearns guddfikyyt iddf t2e0r07we "hOeVyedre
hgre so say 9 years on o0XYdO&fdsons! WHaS %Wt‘é threes,up]%rr
mi nute at rest before the tbrea”ts@éa'atangerous. | we nt t o
AW: Now we are b]otLhK|$1upmcer9Apl'®r}Haﬂ|'b more in hope than an:
When did you join that? at that stage | jus

Wlth |t.
KW: I think | joined it the vyear after | was diagnosed
About 1996. AW: " Th Birmingham came al on¢
AW: So that was in the ve®W ¢dle a{?/ Waéf tOHé‘gV?td)upB'r
because it was f90usnded i n rhesenﬁrdc rial er doi

di scussed transplantatlon and
KW: The first meeting we wértent d uwanse dSwlionsdnonbhy Har evfaisel

near the station in the raidswaed mmaeuifm. I was aware that
team at Birminghamaamd Il staiod
AW: . ..and do you remember \WHhpP WasSecad hG&6®R?on there. So
KW: John Doyl e was there. ai\sFaave%‘aW%dW%' , Ray who
still comes with the two boys, , Linda
Cooke might have been there. A 4 Bristol

who died.

A W: Right so you have been invol
beginning. How did the patient

KW: Just gener al support. Tal k opl e with
the condition Because even yo ough th
are there foé@ yeallphektndaenwhat
gone through and what you ar e t t he
ti me with bréathimlg. anyo#iefnc an :
you & abrepodhe got to have it t of
what ilti ke tHi dikonmost peopl e un"?
is hard to explain. >
=
A W: Over the year s, did you have( )
KW: I have been pretty | uciky. vytr}hgl?swgg rnderehoneStntly
Even as a kid | had the same
remember Dr Brady and she IKW.veYles utshatupwatshez rocrad3, yerar s
her surgery was just wup theayoajduystantdo shhaev ewash ea lagasyes s m
very helpful. She would askegfiafommeagvema whatn I oweawsl d
away at boarding school . |t. I was wel | up for that.
’ tr ant or thing. .| want
AW: And when do you first trﬁe Ep tprtainosnp oapnetn gnfeo'r”gme.
mentioned as an option?
AW; So when he ti me ch was
K W: 2006 at the Royal Brogptapd yo'u wWentk h@(’i@ple £
assessment . I n fact, I had ung  reduction surgery in
2000 at Bromptdsonve/vrhycshucmaessKsW.uIMy sevest hncall was t he
some cases ®dutealkl washfectilweagbor mewasWhat various stag
annoyed me is that it was waost ienx phloassipnedalt avi mé & & il @t nfi 6 ¢
later on in |ife, | wanted At oc otuhpilnek oafb otuitmetsr aln shpad da nt e d rt

af fect ttatt.ol d tvhaastn at theabhd meheyl tplbephenedmadd said
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Member I nteKeiehw White (continued)

l ungs were @ngoittakl éar ks AWMAViISDg ia shhaswearaben yow @r mon
and cleaning up —-Wiutsh twhae t g ogwodonfortmhenow and this mornir

family. Then they came aloh$§ amd wemny ewdleld tioto.andSo |
diddngive a r d@dasloent. i tl gditd mheatsd dbwveren pretty successful pr
got on with my |if%. wa¥heéenl watfo

addl, the 7 )
ot her infefWioheshlipevmiion 14 RGsthi ahgtes

Gener al wi t h an

Coordinator said it was S UyGh 0 a . h. e c

talked with the surgeon, ACanaY%ge %t%avglebdgpwiottrlfeorthlessue"

anaesthetist, fl anndgot bfSopr, sidti dva s

ambul anced from Watford GekKWr ak¥Ved ol Bwaurid grhaatmh eQE be as

whi ch &l rceame mber anything bhbbut e. ITwoo uvede kbse puf fing an

before the odperrearhd mimerl armaynthéngl aying gol f. 't waandust
_ now it i s & rtehael icthya.nlgeT.hat

AW: And how | ong before you came round and started

to become aware that you coAaWw:d Arckayduaweoeée baviag?earli
_ 5 to your dono& faanirlayw.e thh atg
KW: About 2 weeks? have got your emotions and

AW: So you were out of it §m@¢tihovimst, ;made,y ofe d0s T hak g
then how I ong before you wedg oyd; °of piedy the help of CI

KW: There was al ways a probinem ot tWindg md € FN9dfl SHed . © P
ove my bed. Even-lwhese & €thlaidM&higs 1 amgssSti | t he-lsame

I I
hate the physios comi Agr t @vehUlgd "HET o ~Mf@otpp@gP@r can yo!
to sit on theisi dasofutabeo FeldhEiONg Wwho has given youw ano
3 weelgetting me to walk shoK€ Ghé&vad@de (RKERe @ Hunlalnekt
corrildodii dmeal ly enjoy it. EFDNe€RMa@NEdIhe CRdney. OV | hHIAY | W
fluids in my chest and | h¥8Yth G®Ulithto Tshu&igre rlyo SaSgaisSn Nt
have a dr_ain ipserted or t W@- Add hh‘?‘odpetf%ollq/raaitnssoamte fsi_traj
T_hat was in quite a Wh'le'asthuery_e pt'heerycev\Pilmy afp"i‘)trte%iﬁpbd
pipe/tube and thgt was I e akyigng y'orh_toar'@ydﬁhﬁ t'WwéPl MY Tha
l ungs Were_re_strlcted fromyoeuxrpasntdournyg_ P IR/l 1Yo u ggpe_gny
had to drain it out S0 my o'r“naQLSplm%outlhde epxapt@iEegnme géeod?lt'pegrmb
probl em. there is aitcelnlf eusenael ittll e a
AW: So how long were you i nP2losMitt af0 Naf|€ro€gNeCtehSer t hen ?
K W: Nearly 2 months. KW: Wé&l |a it_ti me we aJ-pecgpeltetwe_g
have met via Facebook or emai
A W: And when you came oit alwhuwtt ocuorulodwny @u obdbems. Hope
having had a |l ung tr aniswhlaat@enc Qu rmeoone mesn tb etffoorceet hers t o go
was the difference? the chance. Unfortunately fo

i but, for me, it is worth the |
Kw: The difference was no ©0xy9&@nt &fApiSdtdd Mfldrf tyoulr seqyl C
wal k upstairs unai ded Witrbqu"meo’ﬁ)ége@-oingl fobilik _Ravews
problems with myvaregas abloigyg pPraretys If the wibrgondappe
aching. onlly recently that qmhgtle@e WaY el S$QN PP I iakng whay i
aching from &allkilkgngndhe Hu”‘rsdenC.O.U.ptlheeyOfwouI—cbutteIerey(ymr
weeks. So it took a good Poypgntbsg Bebanha Imecoul@ywal&kp
without any aches or pains.where we-whattewe did when we

AW: So your transplant dat el WasWadtf!oiphgnt ed normal family

K W: 10th October 2015 AW: We l | K.eith tha_nk you ver:
been very interesting hearing
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I n Memory of ayamne Hislbbhnd David

Retail ers Associati on, wh o h €
and we first me t at the Winde.]

Roughly six weeks after we fi
the weekvehd | ust a Sunday act
worked Saturdayamredetlty aw&elk J
marry me! ShehankHfwe ygget of f i
engaged on her birthday that
foll owing year.

Jane moved Sout h and started

initially as a branch manage:
eventually back to Folkestone
buying duties for the whol e
the quality of mer chandi se w

We celebrate the remarkabl §°NPHECLT %r}aqw herin pu|a‘r|at ognal
brave, courageous, stoic, S§hre°n\ﬂash§8pysoflb'?%¥1’d Oafu

never compl aining, al ways m%?ns'camee’corﬂ It(.?tré:nl'ner‘ijatur y
embodi ment of fortitude, apn, ajbﬁé’éluéeclfelldgg re, V\I/(onrow’ar
beauti ful, independent , amaMzairnrgi,edkiqu,e %aornitrﬂ%'ue(ael/viigﬂtfhﬁ
a wonder ful exampl e, a Iove§CyOt aatnide, ad nj \%MﬁedF(gS\Ai/wgozkewﬁéaﬂ
unsel fish. The | ist couldhaer}d schooerstn%(g o%,f kﬂ)lr’tea?ﬂeawau“
be so embarrassed if westwelt on it f ong

was al wa yesf fsac isred .f

Jane came into the world a t

i mmedi ately, the doctors ha r,

even having her baptised in i1y
present . Things got a |itt t wi
usual childhood scrapes. S in
Yor k. School @Gpboveadftds hied avla

a bit of a rebel i n heractheie

what coul d beh dresfculilbealc ke

Foll owing college Jane went et er ,
who was running the indepen ai l

business, based in York. I i ntc
her own, hel ping him selec

merchandise with a flair f sty
t hat she mai nt ai ned t hrou

per sonal i fe. The wardrob t to
that! Father and daughter her

and enjoyeds eaacrhp artyh.er

It was shoe retailing that CHhroengst Fraheuandyndiromyetwas .
was also running our i ndelplelnndeesnste st b mi RY f lfioCott wiehae f ami

business startgdabygfaiyhegr é £2BdtYh Walge qui te poorly for

businesses were members of Yter@d S| nWieple n fenadloYot Wwahected
requiring surgery to remove t
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Il n Memory of Jane Hill (continued)

subsequent gal/l bl adder r enoevfatl hweerm @s ippeobd bd¢ gunthlee sn®@shou
di stressing as she was i ncrsosstsimuach, psauvicnh wi tthal €éhtat and
condition. It was after tshuechgablelaubdliddiderpi ecregemwhi that
was discovered that-l sArt ihtdndypsh ee Adipvhead t hem.
Deficiency t hat Il ed eventually t o t he doubl e l ung
transplant in 2011. We were both so proud of all
Joshua, have achieved wunder
Mo s t of you are aware of thaet i gninem sa& ssetrriuogugsl ei Itl maets s i
Jane had foll owing that i nSchree dwabsl es oo fhhearmpaptyi dm e e e Plad tmh
Sunday 2011. She sufferedi niuimekrastnides anleEl i 38 ulkave bece
foll owing the transplant; ibutsuweower eg wWMatnte d& Gtllmath atl r
wadin a cur e. She spent monwérsweme hpamptitaulul, amindeb wesndsed
further procedures andburt eabhemewittsh, ufselaov edrr e@Ghdrfiust m-ayso.u T
is where that original | i sthaovfe cbheaerna cftaenrtiassttiiccs. I recited
start really <lenre wiol It hteo fgpete better and
get home was stronger thafhevikad gmanywiftrHendst hhat she
surgery we would have | ost Hoespigfuaclh Rakeiey. during and
among fellow patients but al ¢
Jane very quietly and gent |Isyaindansalgee df ¢lot i sBaper eatusHaalelf ii
the family, but al so many Sloé hat so haHder mabnrya vferriye nai§d ma
courage in dealing with theaKnuSwuerpoouwust hGrrodupest hatat gavee eh
pl aced in front of her, w@ &y sa sbteofuonrdei,n gd.ur i rB5dn ea nnde vaefrt er
compl ained and was grateful, truly and deeply grateful,
for every extra day she hadVomeWa ' grapite@ynate to have hac
things we needed to say to e
Life became increasingly ditfhfeirceul ar evi nb trledairmedbby|tistayne twhea
and eventually bredaotweivreg , de@atnédhciont heesor tell everyone t
true Jane fashion, she -boak wonhdeadfluli nChhrerst masi day anc
perhaps | shoul d s-asyh ewhjeuesltcahgadi trs@m earce&lsy on her own term
with things and coped as owarnyt eschet cc odid .d. Sibhewad wag sv et
said she was lucky to be hasphpey niene dheedr tohwen rceosmp aonfy eatnredr n a |
when | was at work swbdowoevercuddle Tilly




Il n memory of Paayl nibkodisrencLy:

I first me t Paul at Secondgr yboScshoahd wmgn gwandeoers t h
11 We were in the same c¢cl| asPRaulHet wdisdi noel Isihgemrt tehred ki n
same bunch of friends and weorontiNneetrs.ad kvea yisn hppgpspsilnyg. he ¢«
someti mes, but He mseéeveérdyosaidd
A few years | ater, t wo mardHialchrSen“/ngdd)E?artnd(B&siI?D&lﬁrxbm;f"é‘d 3
children, my boys decided to put me on Facebook.
i ) Paul would struggle quite a
One of the firsiHotmeomed ewads, $af¥hing and could spend cot
(BrumpsSae) was in the year below meraf SEMNPPd of antibio
but I remembered her well B@duﬁ"eaﬁ&aéﬁ@lﬁjt Cei‘gaa{itri.ng and
meeting up when she was back in Lincolnshire.
) To .say he was a hoarder Iwas
One day s he said she was Ge%hith g rtoOm gaetclpeadjr{'amdartidy
brother, onYoua credbmerkber hdr’%oﬁ‘n‘é‘i'htin}jour?esembling Steptoe
she said. of coufvsees , | geitdgohamd; gl S aivk.d t o spend his t
here, I'1d. chat to him mending Dysons, washing mach
stri mnYeorus .name it I had it i
housRut he wanted Heo hfaeteeld utshee
that he couldn't work, it aff

he hated anyone thinking he w:

One of my mai n bugbears was
smokilHg.insisted it opened wup
felt t hat he didn''t have any
counted of course!) and so he

Last year in 2015, around ab
anniversary, Paul Wegamst a fa
thought, " Oh, hede hwed got algemd
|l ots of antibiotics and stero
and he never seemed to pick wu
rallied himself round -AndKwe
Support Groups annual meeting
far from us. We spent the da

family and chatted forlguithe
evening we went to a fake mus
absolutely Heveds maswbizz at

On the Sunday, heOmrst Mpaday nh
stayed iGn bleudeesday he sOmlyed

coulBUTs agi d wa@binijng o4R . for drinks and toi

The rest, you X

that Paul-lha&adtAkplyapsin Def iN@irdP®Pdy TuLsHday i ng | aske
what the effects were bichli®&8 kPH aRBUL@NGe pend he insi:
have any doubts wWhecnanl tmwtt\ﬂlg_w\;vlb'lyesaéf'on Wednesday morni

at the ti me,l Iwahsadsonohnaep.pytv&l tpmoFﬁ%“If’orh‘?he

ambul ance.
guickly became my worl d.

fmfmow they can.sort him out

We went on our‘hjmlr)stzmihﬂ)earmlah W wer e ork because it is
engaged ofOctthoebeX0 t he same iyr?tad'-hogﬁ‘i“ aWaSnd come out a
insistent that we should bg gmanrhgd &xXaGllephd n@P 8ckakl 19 nalrl
day of ou ui
t o}

first Maott ehadvhg cihp greef gbeo’'@® -t o say Paul wasl g
man t ha

r i
had avoided marr i angeea duegpd tfoort htethe hospi t BhewndolP
me they were monitoring him
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I n memory of Paul Hodson (continued

poorly but he had i mproved We Ifiadune owtrthhe Pasit daudplle

hours. and just -meeptasiehd without s
advice or sputum testing,

We were chatting and fillipingeuimbnhbasard®rdnepftorcawindta hag

meals would be thetbbdbl dwimngabday. my
day and he said he wasHestwakhengdays aee| weoekdsdedfetlar larke :
on his nebuliser and t Hwveays bk eogkte n taankdi nngo t H¥iynsg owaed lyd b
bl oo®ssddenly, he became qukeépt dintorgeintatedhane came L
sai d he-hfealdte dl iagnfith eve alkkai d irgaddowred and so8tevde elvievegdhi
took some blood and he noddaemdd olfg  kept me ¢lgyi youeagebtday
and hi s hubby Chri s C ame
A few minutes | ater the docgcoa{rbcoarrﬁﬁ”gam_q, hhahdd & rWoerndg swirtah |
me.They were really sorry byds td@r ¢ge Wi@sheh toBfs0 0 . wihteny t ea

couldldaas so shockednogndPglglyhhotungehity, faces, wer@opsallb
always rallies round and | &mPivddhEn dahend® MeebPhsaseEPEBM
of days orange flower on his "Gramp's'

How am | Meew? ng mi [Tdet ofnierss.t
. . . i i s Meaxntargei nmegl bheacradu.s
Life i s shook,6 aflter eaq.np foa e);,tol QH|nkg ai?oyut, Yo

each other and never,yoeV|earughgw|ttho pebeleep and it

withoutidsadyiweg,you and they are tolm cealiatyn tehke:
hol e i n Mmy hleiafr¢. iIMy ©Bmaken. bes

friend, confidante anld dorc'kt ic
al |l the time now, b utMywhgerni elf
The hospital stdrfhfeywebrreousgmtplecﬂvsdﬁ’lé‘)@.lirﬁ_nd it keeps me sane
so that | could lie next tBeq‘-’%u‘] R rhiefyd paun ¥ %ende ten eS ec (ArotWy
3;022(rjnean?eif\r2;2el thoer eWdenhtIm Ss? t%he %wéoerllkys%\tlradtelnods R flo'et s
Iove()g{n)thBI amys.o pl eased hSeh %t ’nggsafsgerth%ﬁ%ch other,
were the | ast wonrddd afyeweu&rnms\/pcnﬂaellvng’ go ‘tof’sl ewp wbuh
man and told him al/l the things that I needed to tell
him."m not ashamed to say | begged him to fight and
not I et ga@, tbhutnkl hadonmoul d hear me . At 10
o' clock that evening he gave a big sigh and that was it

my da& |l li agt breath.

é and a tribute tospPaud sHotd8 0OKI m Brumpt

Paul was the head of our fammeyto Hepaetiag eawmpmpiegtel
his siblings of how to be waspacpfob) emowoltoetramad padp
fairly, he encouraged you ttoo tsheaieegt amtd hehipgwegrgsesed
goals and he never demoral Maedganydme,a hehaoretvett i mestwhi |
his temper even when | ife @&@dtthumd, oecszeama drnd neay fgevert.
hi m, he was a Heuwagemyl e maphuezcztl cers,, myeadi ng, musi c and

mentor , my best friend andyameet ®betsity barnoytthheirn ga myand i k e
coul d Wi s h for. He was adiderp hiovi hgenage i ngarasnd H e
intelligent man and al wayst sits ofvamitloy heolgpetddreyoraend!| e s a|
fortunate than himself. He had a natur al ability when
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Il n memory of LiaydeaerCo/wke friend Bev Bur

But for all this the centre o
daughter, AndreweandvoHEHen.e\
around them and | know that
knowl edge that when the ti me
i fe, they woul d have Loui se
support them as well as famil:

As her daughter Helen said at

iShe always said to us how | uc
her kids but, in actual fact,
ones to have her. In the | as
said she had been blessed to
and such caringinfnoendsreSamdh
really realised how special S
surprised and humbl ed by t h
messages o f |l ove she receive
30th Octob2tstl19b®nuary queg =" 4 yas poorly,A but
ngregatlon, at how slaed rmpce o
R.1.P. Linda Cooke ....YodOdWeQrﬁrnoV\WtbhreUaSth”éU"é,asW hope yo
di fference you made to all of
Linda peacefully passed awaydied wdsgiht $i e@urrtrh@u"‘rﬂdjedaﬂfye”
her family and friend on n ry fter and
courageously fougfit alnaltlslu@swqﬂudlsanﬂfl%p no\”}v a?m F;ag;a:j 6‘ up atnhde
rejection following a dOUbltehe ung, én W?Pﬁarban'e I—ﬁ 09
Linda was always there, inar‘pderas|oI then A pdagnbh aff htahVee |
phone, by email and Facebook, ff yppo and
friendship to all wh o camel‘\'/wnfcjﬁ1 rf fl%redspsnere prlno umra Oté)frn
what walk of life they wer g2G6H 420 heatl SersefOW
she hersel f.was feeling ﬁnéélén.' samgéa\mtotfn&orﬁ t'he past:.
’ I and some girls from work he
Linda was always one of theWolhiksticohkleageecomeThniesw was
members, who often had just9BeenBB8Vagihodsed, haanvee nhgen f
found t hle UK pShuapport Group Whans t-fefs%%‘ﬂ'éhb’ﬁg Bev Burrou
Al pphaon the internet. Shandyofuriige ngshém. woryau gfre the
comfort, support and encouragement and somehow she
al ways knew what to say to i '
l'ittl e knoMneni lal nrkeesmsher wa
transplant, she would offe
when they were | uftkhyg 08hélw
also there to support t hei
ti me.
But i & Wwasn wit-hi commaniAt yp
was | i kTeo tailils.her family a
tower of strength, and was
probl em was her problem, s
with you, celebrate your s

ti mes of need.
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Poetry Pbyase Lyons

HOPE

Hops word of four |l etters that can
Especi al&l yalidfe ytghod t

Fate al ways changing day by day
Surmounting difficulties come what

| f |l ucks behind Wwoutame why shoul dn

Tomorrow will bring happiness for a

UNTI L THE SUN APPEARS

Standing on a rock watching bel ow
Waves crashing, breaking as they
A bird swoops so fast only to see
& breakfast escaping in the sea

Boats buffeted waves so rough

With hulls of steel or fibreglass
The wind it howls into the night
Until the sun @pmaéan ghto show it
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Al phla Qui z

The answers to the following questions are al/l words in
main words used by the medics can help our understandi n
for us and for clinicians. The answers can be found on p
1. The East Anglian hosptilt acll iwhiecr ei st hbea sNeHIS (all2p)h
2. The part of the |l ung where oxygen and car bon
3. An American medi cal research company particu
4. Anot her word for replacement therapy (12)

5. Inhaling this opens up the airways; salbutanm
6. Scarring of the I|Iiver due to continuous | ong
7. The initials for a generic name for many | un
8. Dr Parr i-8 tbesal paat at -1 hNHS spleicniad i &) al p
9. They produceaResmhadzal repl atlkement therapy.
10t makes us what we are and backwards (3)
11 . AATD |l eads to the destruction of |l ung tissue
12.The European Medicines Agency (3)

13.Forced Expiratory Vol ume ( 3)

14.A medical technology for fixing a condition
15.A plasma pr odubcetgsi ncnoirBdga nwe ¥ hpr oduce Prol astir
16 When cells contain two different alleles of
17.AATD principally affects these two organs (t
18.They approve medicines in the UK (4)

19.Ply morea(haagge molecule formed by Ilinking n
20.The replacement therapy provided by Grifols
21.The hospital at which HdhelBini mi nghédmsHAS (2 p
22.The condition where acid from the stomach | e
23.The north London hospi-I adl iwhiec &i)d hlera NeH&E @3 ph
24 Prednisolone is one of these types of medi ci
2501 nitials for (t)ransfer factor for the (Il )un
26. The invaders afltes wbomtampbBaknown (6)
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the answers to the questions of the quiz on page 29




Fundraising and Awareness

A Big Thanko edryone involved in fundraising activi

supporters have b-gampadt iowd af everpl anes, zi pwired at 1
events, organized sales and auctions and taken part in s
Through your activities we are able to continue funding
patients, families, carers and friends MhoAnarnerwpnpdiect &
We aim to do this by

growing a soci al net work for patients

providing discussion groups focusing on how better to

of 1ife

advancing education, understanding and awareness of th

including information relating to genetic implicatio

supporting research and campaigningl fpat ibenttser access

We know there is so much moprreo mbet ed eemr a&md wil ead) et a ndlo-lutnal e
Antitrypsin Deficiency but we are | imited by the funds
appreciated.

T
\

Hel en Brackley from Sussex did thi@tVwadod eZir

but worth every moment, knowing the money |
speci al woman | know suffers with. I " m going
raise more by doing something else terrifyir
Terrified, but I know it al | goes to a fanta
>' hel ping solve this disease, |1'I|lIl do whatever

Wendy Howl ett wr ot e

fundraising Observat.i

at a caravan rally in

fiMy husband Johnc aanadv aj

rally i n a pri mary ;

Wil tshire, t o cCoi n& i

Observation competitif®

are set out by our Cop

have to walk round t hg

and try to decipher

been set.

We ran the wusual raffle on the rally and a | ottery-lbonu

Antitrypsin Deficiency | thought that it would be a good

I chose #lhehAFrphg as my sister was diagnosed January/ Feb

a liver tradndhplugmt she was sent to Kings College Hospit

decided that her heart wdlhled erveetntsutadnddy tphaes s@felraamaiyo n)n. N

Al my family have now been tested and at | east one si st

and my self has the PiZ gene.
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Fundraising and Awareness (continue

06/ 06/-Madporie Hayw§5606/3@ﬂ6y Brown

(grandmother of Je nAlééf nop Tea 13/07/2016 , Sandy
a Jamaican Reggaé’l PaePp nd amily in mesnostenf
Fundraiser a#HuBaoleton EE e|ster Ber yl FhaemdeCarni val Soft
gthhampton Sout hampt on

Rot ary

18/ 09/-R@né&n Skal vo
o - Oslo Marathon_ 3k a
11/07/-E@)15Whittaker16d810/19'15ney Sporl_neyAIpha Warriors
. Sntinuous Crafting
Boot Sale Fife

THANK YOU FOR THE
MUSIC
A MUSICAL REVUE AND BUFFET
SUPPER AT 7.30PM
DUNSCAR GOLF CLUB
BL7 9QY

In aid of Alphal, Diabetes and
Rotary charities

3RD JUNE 2016 7.30PM

Chri s Underwood

TICKETS:- £12.50p

I n membiy af pha stepdad Paul Hods onsHINE EHILDREN'SCHOIR ARTY | vV |
away on the 16t h Sept 2015 SURESHANDMAINBASE

15/ 05/-830¢éi ving from 13, 000ft in % l;
10/ 04/-20paKl nei |l e, 500ft high, 100m 6v?r€ Kay
16/ 04/-Bb46iling down the Spinnaker 8\;vé‘|ry r e AWy




Fundraising and Awareness (continue

/& Auctions For Alpha-1 - Internet Explorer oy [=[ 3}

@A, = [@ ntios: . facehook.com/auctionsforaipha1/?fref=nfapnref-story.unseen-section
OB Home - BBC News | ¥ Google Maps | (2 Auctions For Alpha-1 X
| Fle Edt View Favortes Tooks Help

Like Message More v Send Message

# status [8 Pnoto/ video [ B Ccommunity
Auctions For REERA 543 people like this
Alpha-1 IE] Auctions For Alpha-1 A
Invite friends to like this Page
We will be holding a leng overdue auction on Sunday 4th sept, as usual
| Home starting at 7pm. Please join me as we raise money for this amazing charity
About we have some insanely cool auction lots for you and as always, they start at ABOUT >
Rock bottom prices. Please join us and show your support, ALL proceeds go
Photos directly to the Alpha-1 UK support group charity.
13/ 03/-7a8and ﬁ a Jones Likes Like W Comment Share
Videos ~ I e—— . .
Surre y Ha | f Mar at h @O John Mugford, Karen O'Hara and 14 others Top Comments ) s o .
Posts
1 share
. f .
we | | tthat "Gried from i | >
. . . ’
B0 Auctions For Alpha-1 Another TOP auction ot that | can't reveal yet but you T =
as I was t h In kll mg-‘ da ma WO wantto miss I, | promise you. PIuS Some toys... DV bundie... Be here,
1 1 got loads of goodies xox ®
crap it is ...any wa SEG

Al p-haat 2 hours 10 Mo —crme——roar—
mar at hon. . . Pl us my c oMmeplanByr owillyl cnoafittchhd u #msiedbg@okn page. C
al | I raised .." out at Auctilons for Al pha

Donati ons

Di ane & Mick SMoonbtahrilty donati ons

Donations in Memory

Rut h ChampionIn memory of husband I
Sally Wat't l n memory of Paul Ho d
Lyt Hodson |l n memory of Paul Ho d
Ken Macfarl aneln memory of June MacHf
Karen Adams/ Anldr enae nkd rlyi sof mum Ber vyl

Brian Saundersln memory of Beryl Sal
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Rai sing FHaowisYou Can Hel p

Perhaps you could help raise funWhksetherrnfabh!|l er u85Q2®, calnlt i
to good use, providing informati-bnpatigentpsment and suppor
I n addition we aim to prwmbdresthendierrg aovMarteme sso mcidt i on t
sion, support research and campaign -fopatbieentslismrsteheedK
Website for more information: www.alphal.org. uk
- - [ ]
JustGiving easyfundraising easysearch
.org.uk -org.uk
Ya wildl ralselmore I
asci/fu'%d'?%"f‘snsnga_ ogrgeéugks ear chi.sor @. ufkr e

UK Support Grou\wl

: o raise money fscéra reﬁ@pﬁétyhat
Just Gi.vi®dtasy (atpast y Shopping onlgqpe i ' :
completely free) 0 sebt up t Talse unds o
fundraising page 1fo0StayoU4t easyfundcraaliss‘?n‘gf your choi
favourite charity. It only takes you sedarch the Wetl
60 seconds to getetyps &Ry Yyou want thothuygaapnusearndh
running. shoes from John Lewigaompletely free.

g
You can write out kBdskep@r obnagioing toHGWwhhdesyiist. cvonT k ?
fundraising story,di &8t lphotyeu first go to easyfund:

) oS ysear'ch S
and even V|d($eBo Italndifab%llllfﬂrQrt% uk. search engine for
your page. e 9 5 d 1%, ch A searedsysearch will
incredibly simple q% g p|ng half a pennyl tWK th
you the bea;make_omit$r(§m the easyfundraiSuipperiweGsoup, for
easy to ask friends itk $RPBEBHh to JohhouemaketoThiakel s
you. your purchase. This tGINa&l I&hHODRY- SO

i ou came from eaS8@PURBRAFBINg.
| f you are a UK trixﬁ }Sa}/er ou .

. PG & of the shoes is exactlyv
charity can al so thems bmaec Vi a O L I
Gift Aid the basi r7a%t et ax Bpedacouk  TESCO d é?
already paid on dg_nagépng dP¥Yn at i on - bt
the donor . This means we <can .
claim back fromMftetrnheyou buy your .
government on yourLﬂ)VéthaIWI |2|5pQIIVe you LU\'EFILHS amazoncouk
for every £1 donat LAKELAND
the value of the d(?ﬁ(va?tr ntshl?)g SR ©ROUPON hnLe )
quarter. [ your goo John Lewis T sﬂs

fundra|S| ng collect Vlkll'lq Boden T !
You can also use @@uﬁtmb@ieétra C 0,5 188 - -
t o

send a donatign. ext S
MLPH1O0 £amoumtototﬂonGat thedeasyfundra|5|ng Dona-
70070 to donhtEKto 'Aqnthaem'n L

Support Group. You can skip steps 1 and 2 with
J ¢ T t Gi : . djn%ra|5|ng Donatlo_n Re -
VgZafg)r:e g g ! I?nder ust C|ICk t he Remi nder

. when you shop to receive any eligi -
ENISRIE bl e donatd onseverwofuorget a
‘;Q"n}‘\'_!”ig%jl‘/“lj.cmu free donation again!

34


http://www.easyfundraising.org.uk/raise-more/donation-reminder/
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Al phla UK Support

Group Merchandi se

website we

hadtemarsbhadi senavhi Apheae f or
, wristbands, trolley key rings, badges
Al p-baf ormati on packs, booklets and posters
Pl easn@aiéd us with your full

ar e
name and addr ess

at
I nfo@al phal. org. uk

supply our

We are happy to

materials to healthdoc

Conid Your SRR
COPD b Hunedl

JaH
AT 1D
5 oA st

JARPR.
aseasid 4
ad0d SpLUasy

b@““
st O

CHRI for 2016
our 2016 sel ectliears eofor@terri sstimeahserCarmnd so.ur
al phal.oar do.yuikenniaoi @a:l phdah.eorcep.suk i s £3.75
square).

STMAS CARDS
Here i s

onl i
for a pack of

Snow Sant &Gol d

Tr elewel ve DaSyasn&oafRei ndStear Chri st mas
Christmas Wi shes
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Answers to Quiz on page 29

1. Addenbrookes
2. Airsac

3 Arrowhead

4. Augmentati on
5. Bronchodil ator
6. Cirrhosis

7. COPD

8. Coventry

9. CSL Behring
10. DNA
11.El ast ase

12. EMA

13.FEV

14.Gene Therapy
15.Gri fol s

16. Heterozygote
17.Liver & Lung
18. NI CE

19.Pol ymer
20.Pr ol astin

2 Junw@E

22. Ref | ux
23.Royal Free
24.Steroi d

25. TLCO

26.Vi king
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Trustees & Committee

Kare#aalJohn MugBew dBurr degnma Coaldr SandrlJeane Purves
Chairmawi ce Chai rTmauns,t ee, Trust eeNes tHaerrr Trust ee,
Trustee, Trusteddmin SupFuonrdir ai siThrgustee, Lead for
Treasurer AwarenesSstrategy Saatl and

Ceordinat &xt er nal

Parent Rel ati ons

Support

Me | Br cGlrlaynam D81 bpnpad LFeawi sWwhi tt aker
Fundrai siScgptti admin Supp@peottish

AwareneRespresentative Representative
Ceordinator

Patrons

Professor Robert A Stockl ey

Professor of Medicine at University Hospital Birmi
Research Laboratory
. Professor Wi lliam MacNee
m";-! . . . .
Yiy. Professor of Respiratory and Environment al Medi ci n
‘i*'~!‘Physician at Lothian Heal th

Supporters

AMH§

A

BERITISH
] LIVER

@ Almirall e TRUST & Chiesi KAMADA

FHTIRACTIONS

CSL Behrin
g eNet Biotherapies for Life™ g
ackory

*

ADAPT

British
ung
Foundation

=™ Boehringer
I|||I Ingelheim
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Il n
Al

t

For the

pée ® pd e favchroe

Memori um

Al pha friends that w e

was a privilege to have
Ref |l eckhy olnsse Lyons

have I

Kk nown

Outhougihpgs ayerres ywou ,h weot eyaosy@a i n
e bravbedgthynotuh eboeu | d
Anédvetnh ¢ms mootepeadt hs d ma g rudsit ke

Wek n o w weorteh

I n

Yoarealcll asasmang e m,

| outrhougqglds

| i fnee ende r a B bwowH ad gmtd e
t dv\vo ey & egyoonue

strong

a ltwhaeyrsé@lt hw ewkh aptéaid o
Ev ewh elniifasst r ug oslterti twean sy 0 oadsy o u

Lifaksemanlyer oes wee bgeiati ght

us wawoiimaifnght

Outr hough&lsway st heimt t hr oughouif ghhe day
Sopaupaflstarmo menty olueitnfdr ee tsdloe k
Bet hanikt ndendo ment r emembe &ignagt what you
o N . D
© © ©
Paul Hodsioi Beryl Saund Geof f Squjr
16 Sept 2|01 27 Nov 20|1 18 Dec 20|15
oD o D
(0 (9 (0 -
Patricia Moljlorkim Hosl ey UusA)yane Hill
25 Dec 20|15b 25 Dec 20]|1/5 26 Dec 2015
Linda Coolk Rob Saund Toni Langl ey
21 Jan 20|1 24 May 201 1 Jul 2016
Phil Orchjar d
21 Jun 20|16

3

8
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Who are we?

The AlpW& Support Group is a not f
registered charitlyy ftohose d di ag nlods9e7

W alphat oS genetic condi tAinan tr xppgha Deficienc)
to help, advise and support fellow
uk SUPPGr: group
Supporting alphas, thelMfi Ssi on Statement
families, carers and friends
since 1997 T To provide support and education f
Al pHla UK Support Group friends who are affected-1diAnéctiyry
50 Wenning Lane Deficiency.
Emerson Valley f To grow a soci al network for pat
Milton Keynes f ] h bett i
A 20 E groups ocusing on ow e er 0
towards improving quality of Iife.
w i st d Ch i . .
g alE B el oE BIE aﬁ'fg advance educati on, understandi
Engl and and Wales (1146338)ndition, in particular among mi
Scotland (SC043177) information relating to genetic ir

choices.

www. al phal. org. 4%, support research and campaign

. for Al pha i ents.
info@al phal. org. uk

What i s-1AAphiatrypsin Def.i
Al p-ha Antitrypsin Deficienky AlAD

AATD i s an inherited, genetic co
frogeeneration to generation. As l
deficiencly art iAtl pyh@s ibnl o(ocAlAsT)r eiamm.t h eA
enzyme produced in the | i voer tthoe Hbeol
during infections. The | ow | evel C
the AAT is adbammotal beandel eased fro
nor mal rate. This |l eads to athaitl d
can cause | iver disease and a decre

Bloha1.0rg.uk to lung disease.

Find us on

Facebook Yaroo! u

al phaluksupportgroup alphailuk Al phalUKSupport
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