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TuoTAoElC yia T Sidyvwon Kat tn Oepameia
TOU KAnPOVOHIKOU ayyEL0010paToC
EAAnvikn Eraipeia Mehétng Ayyeiooidrjparoc*

To KAnPOVOMIKO ayyelooidnpa gival éva omdvio véonpa mou ekdnAwvetal
pe umotpomddovta emeicdSia o1drpaTog, Ta omoia emnpedalouv GNUAVTIKA
v motétnta {wng Twv acdevwy, evw, SuvnTikd, evdéxetal va odnyriocouvv
Kat oTov Bdavarto. Q¢ ek ToUTOU, N éyKaipn S1Ayvwaon Kat i amOTEAEGHATIKN
QVTILETWITION TNG VOOOU gival 181aitepa onpavTikEG. Ot mpoo@ateg e€eNigelg
Katl N avantuén véwv BepamEUTIKWV MAPAyOVTWY £XOUV eMPEPEL TTOANEG
al\ayég otn Sidyvwon Kat 6TV avTIHETWION TG vooou. Mpokeipévou va
S1eukoAuvBei n mpotUMWoN Kat N eviaia e@appoyn autwv Twv e€eliewy, n
EAnvikn Etaipgia Melétng Ayyelooidripatog mpoéfn otn Stapdppwon ou-
VAIVETIKWY CUCTACEWV Yla Tn didyvwon, Tn Bepameia Kal TV aVTILETWITION
TOU KANPOVOUIKOU aYYEIOOIONHATOG YEVIKA Kal O€ €181KOUG MAnBuopoug. I’
autd, ouoTAONKE opdda 11 EI8IKWV EUMEIPOYVWHOVWY KAl EQAPUOCTNKE
Tpomomolnuévn néBodog Delphi. Metd amdé cuotnuatikn BiBAoypagiki
avaoKOTNON TNG OXETIKNG apOpoypagiag TnG TEAEVTAIAG TTEVTAETIAG TTOU ava-
KTRONnkKe and 1o Medline, S1apop@wONKe To APXIKO KEIHUEVO TWV CUCTAGEWY,
€mi Tou omoiou {NTHONKE N CLVAIVEDT) TWV EPTTEIPOYVWUOVWV. ITN GUVAIVEDN
oUMTEPIARPONKAV ot SNAWGCELG IOV £TUXAV CUMPWVIAG O TTOGOGTO >80%
TWV EUTTEIPOYVWOVWV. ZTO MapOV ApOpo mapouctdlovTal ot 24 GUVAIVETIKEG
OULOTAOCELC TTOV Slapop@wONKav TeENKA.
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AIATNQXH KAl ©OEPATIEIA ATTEIOOIAHMATOX

1. EIZArQrH

O 6pog «ayyetooibnua» TEPLYPAPEL Evav KAIVIKO Qalvo-
TUTTO TTOU XAPOAKTNEICeETAL ATTO EVTOTIIOMEVO KAl AP’ EUTOU
VQPIEUEVO 0idNua Twv LTTOSOPIWV KAl TWV UTTOBAEVVOYOVIWY
IOTWVY, TO OTTo{0 TIPOKAAE(TAL ammd TNV TTPOoKalPN £€KAuon
AyYeI00pACTIKWY HECOAABNTWY Kal TN cuvakdAoubn av-
€non Tn¢ ayyelakng SlamepatdTNTAC. XTNV MAEIOVOTNTA
TWV TTEPITTTWOEWV N EUPAVION TOU AYYEIOOISHUATOC CU-
vodeveTal amod TTOUPOUC EITE OTO TTAAICIO AVAQUAAKTIKWY
avtidpdoswv ite og aoBeveig pe oegia rj xpodvia kvidwon.
ITMavIOTEPQ, O PAIVOTUTIOC AUTOG ep@avileTal amouoia
Kvidwong, und tTn Hop®@n umotpomalévtwy enelcodiwv
odnpuatog mou Slapkouv €wG 5 NUEPES, OTIOTE O OPOC Ay-
Yelooidnpa avagpépetal oe SIAKPITH VOOO, N oTtoia Umopei
va gival KAnpovouIkn i emiktnTn.

H ouvnBéoTtepn artia Tou KAnPovouIkoU ayyeglooldripa-
T0¢ (HAE) givat PA&Bec Tou yovidiou SERPINGT mmou Kwdi-
KOTIOIE( TNV TTapaywyr Tou avactoAléa Tng C1 eotepdong
(C1-INH). O C1-INH gival puBuIOTIKN TTPWTEIVN TOU CUCTH-
HATOC TOU CUMTTANPWHATOC, TOU CUCTAMATOC EMAPNC, TNG
mNENG Kkat TnG vwddAuong. H avendpketla tou C1-INH mmou
mpokaAgital ano BAABeg Tou SERPINGT éxel wg ATTOTEAECUA
TNV untepmapaywyn Bpadukivivng, n omoia cuvendyetat Tnv
avénon Tng ayyelakng dtamepatdTnTag Kat tn dSnuiovpyia
odnuarog.’

Oroxeti{opueveg pe To HAE-C1INH BAdBeg Tou yovibiou
SERPING1 éX0UV WG ATTOTEAECHA TNV TTAPAYWYH TIPWTEIVNG
TTOU 8€V EKKPIVETAL ATTOTEAEOUATIKA, UE CUVETTELA TN MEIW-
pévn ouykévipwon C1-INH oto mAdopa. H ouykekpipévn
Statapayxn xapaktnpiel To 80-85% TwV MEPIMTTWOEWYV TNG
vooou 1ou gépovtal wg HAE-CTINH tUmou 1. 1o urtdAourno
15-20% TWV TEPITTTWOEWV Ol UETANNAEELG evToTTiCovTal Ku-
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piwg oTnV meployn mou KwOIKOToLEl TO eVOUUIKO KEVTPO TOU
C1-INH kat odnyouv otnv mapaywyn Htag SUCAEITOUPYIKNAG
mPwTeivnNg CT-INH. ZT1¢ eV AOYW TTEPITTTWOELG TA AVTIYOVIKA
enimeda tou C1-INH oto mAdopa gival pUCIOAOYIKA OANA Ta
emimeda TN¢ MPWTEIvVNG, N pé€Tpnon Twv omoiwv otnpiletal
oTN AEITOUPYIKOTNTA TNG, aveupiokovTtal eattwpéva. O
TUTTOG TNG VOOOU TTOU TIPOKAAEITAL ATTO AUTEG TIG LETANNAEELG
pépetal wg HAE-CTINH tumov 1123

H nAwia epgpaviong tov HAE-CTINH, n ouxvotnta, n
evtomion Kat n Baputnta twy emelcodiwy eival ampOBAenTeg
KAl TTOIKIANOUV EUPEWG TOOO HETASY TwV Slapdpwyv acOevwy,
akoUn Kl av avhKouv oThV iS1a olKoY£EVELQ, 000 Kal Katd
n Sidpketa NG (wNg KABe pepovwpévou aoBevouc. Q¢
amoTéAeoua, n vOoog eMNPeAlel CNUAVTIKA TNV ToldtnTa
(wN¢ Twv aocBevwV Kal TwWV OIKOYEVEIWV TouG. ISlaitepa
emkivbuvn gival n mpoofoAr TOU AVWTEPOU AVATIVEUCTIKOU
TIoU unopei va odnynoel og Bavato amd ac@uéia, KaBwg Kal
n evOOKOIAIOKK EVTOTIION, KUPIWG N TTPOGBOA TOU EVTEPIKOU
TOIXWHATOC, TTOU TTOAD CUXVA CUVETTAYETAL AAVOACEVEG
SlayVWOELG 1} KAL TIEPITTEG XELPOUPYIKEG e AoElG.?

Extoc amd to HAE mou ogeiletal og avenmdpkela tng C1-
INH, untdpyouv pop@£g TnG vOooU ol omoieg xapaktnpilovtal
Ao PUOIOAOYIKA AVTIYOVIKA Kal AEITOUPYIKA €TTITESA TNG
TIPWTEIVNC Kal €povTal ws HAE ue puatoroyiké C1-INH (HAE-
nC1INH).>¢ H umevBuvn yevetikr BAAPN €xel avayvwploTei o
HIKPO TTOCOOTO TWV €V AOYW TIEPIMTTWOEWV. Ta cuvnBEéoTepa
anod 1a avayvwplopéva aitia HAE-nC1INH sival BA&Beg
TwV YoviSiwv F12 kal PLG, evw €xouv emiong avayvwpLloTel
TIEPITTTWOEIG MEPOVWHEVWV OLKOYEVELWY, UENN TWV OTTO{WV
naoyouv and HAE mou amodidetal og BAGPeG Twv yovidiwv
ANGPT1, KNG 1, MYOF ka1 HS305T6. Q0t000, OTO HEYAAUTEPO
1000016 MePIMTwogwv HAE-nCTINH (mBavov oto 75%) n
UTTOKEipEVN YeVveTIKr BAARN Sev éxel mpoodioploTei akoun.

Juvtopoypa@ieg**
AAE: EmiktnTo ayyelooidnua (acquired angioedema)
AAE-C1INH: Ayyglo0idnua amo emiktntn avemdpkela Tou C1-INH

ACEI: AvaoToAéag TOU PETATPEMTIKOU VU0V NG ayyelotacivng (an-
giotensin-converting enzyme inhibitor)

AE-UNK: Ayyelooidnua dyvwotng arttoloyiag (unknown HAE)
ANGPT1: Ayyelonointivn-1 (angiopoietin-1)

C1-INH: Avaotoléag tng C1 eotepaonc (C1-esterase inhibitor)
FFP: NMpdogato kateyuypévo mhaopa (fresh frozen plasma)
FXII: NMapayovtag FXII

HAE: KAnpovopiké ayyelooidnpa (hereditary angioedema)
HAE-C1INH: HAE ané avendpketa tng C1-INH

HAE-nC1INH: HAE pe gpuotohoyikr ouykévtpwon C1-INH
HS3ST6: Heparan sulfate-glucosamine 3-O-sulfotransferase 6

1IV: Evéo@AeBiwg

KNG-1: Kivivoyovo-1 (kininogen-1)

LTP: Makpoxpovia mpo@uAakTikr aywyn (long-term prophylaxis)
MYOF: MuogepAivn (myoferlin)

pdC1-INH: Zupmnukvwpévog C1-INH (plasma derived C1-INH)
PLG: M\aopvoyévo (plasminogen)

SC: Yrmodopiwg

STP: Bpayxuxpovia mpo@UAAKTIKN Bepareia (short-term prophylaxis)
AAS: Angioedema Activity Score

AECT: Angioedema Control Test

AE-QoL: Angioedema Quiality of Life Questionnaire

HAE-CQ: Clinical questionnaire for hereditary angioedema

**%  XpnoipomotiBnkav ot (und Snoacieuon) CUVTOHOYPAPIES TWV HOPPWV TOU AYYELOOISNATOC TTOU TTpoTEivovTal and To mpdypappa DANCE - a global
consensus on the definition, acronyms, nomenclature, and classification of angioedema Tou ACARE (Angioedema Centers of Reference and Excellence)



Ol CUYKEKPIUEVEG TTEPIMTTWOELG XapaKTnpifovtal CUAAR RSNV
W ayyelooidripara dyvwotng aitiodoyiag (AE-UNK).”#

loxupég evéeifeig umootnpifouv OTI OTOV MABOYEVETIKO
UNXaviopod oplopevwy anod Tig pop@eg HAE-nC1INH (rm.x.
HAE-FXII) epmAéketal dueca o petafoAllopog tng Bpadu-
Kivivng. AvtiBeta, oe dA\eg pop@ég (mx. HAE-ANGPTT,
HAE-MYOF, HAE-HS30ST6) aivetal mwg Sev UTTAPXEL AeoN
€UTAOKN TNG Bpadukivivng aAAd OTL ot YeVveTIKEG BAAPEG
ouvemndyovtal kKamota Sucheitoupyia Tou evéoOnAiou.

Map’ 611 oe MAnBuouiakod emimedo ot acBeveic pe HAE-
nCTINH, cuykpivouevol pe eKeiVOug TTOU TTACXOUV aTtd
HAE-C1INH, mapouctdlouv oplopéveg S1a@opég we PO
TNV KAWVIKH) EkGAAWON TNG VOOOU, OE ATOUIKO emMimeSo oL
SV0 AUTEG HOPYEG TNG ival TTPAKTIKA Suodidkpiteg.?

Alagoplkd SlayvwoTikd TpofARata avaguovTal, E7i-
ong, ava@oplkd pe tn Sidkpion tou HAE amd emiktnteg
HopP@EC ayyelooldriuaToc. H ouvnBéoTtepn Hop@r EMIKTNTOU
ayyeloodnuatog (AAE) ival ekeivn mou oxetiCetal pe ™
AUN @OPHUAKWY Kal KUPIWG AVACTOAEWY TOU UETATPE-
nTikoV ev{Uuou TNG ayyelotacivng (ACEI) (AE-ACEI). To
AE-ACEI bev e€aptdtal and tn §Gon Tou papUAKoU, UTTOPE(
VA EYPAVIOTE] AKOMN KAl XPOVIA HETA aTto TNV évapén Tng
Oeparneiag, xapaktnpiletal and @uaololoyikd emnineda C4
KAl avTyovikoU Kat AertoupytkoU C1-INH, ev n epgpavion
emnelcodiwv evOEXETAL VA CUVEXIOTEL ETTI UAVEG LETA TN
Stakorn Tou apudkou.’?

Imaviétepa, To AAE o@eiletal o emikTnTn avendp-
Kela tou C1-INH Aoyw auvénuévng KatavaAwong Tou, TTou
ouvriBw¢ cuVoSeVEL AeHPOUTTEPTIAACTIKEG SLATAPAXEG, 1
Aoyw adpavonoinong Tou and auToavTiIowpaTa €vavTl
Tou CT-INH. X& moA\ég mepimtwoelg AAE n gpgdavion tou
AYYEL0OISUATOG TIPONYEITAL, AKOUN KAl ETT{ OEIPA ETWV, TNG
ekdnAwong Tou MpwTtomaboug voorjpatog.’’ 2

H SduokoAia eppnveiag Twv ekdnAwoewv tou HAE 1y
kat Tou AAE, mepihapBavopévou tou oldriaTog Kal Tou
UTTOTPOTIALOVTOC KOIAIOKOU AANYOUC, UTTOPEL va odnyroel
oe kaBuoTtepnuévn Sidyvwon Kal, KaTd CUVETIEL, O€ N
amoteAeocpaTiky Slaxegipion Tng vooou. Q¢ ek TOUTOU, N
éykaipn S1ayvwon, n armoTEAECHATIKY) AVTIMETWTTION TWV
o&éwv emelcodbiwv kal n BpaxunmpodBeoun, KaBWG Kal n
pakpoxpovia mpo@UAA&N cuUVIOTOUV Kpiolua Bripata otn
Saxeipion Tou HAE.

2. MEOOAOANOTIA

Ot ouotdoelg yia tn dtdyvwon kal tn Ogparneia Tou
KANPOVOUIKOU ayyelooldripatog Stapoppwbnkav and
TNV EAAnVIKA Etaipsia Merétng Ayyelooldruatog HeTd

A.E.TEPMENHZX kat ouv

amd pa dtadikacia Tecodpwv Bnudtwy, epapudlovtag
Hia tpomormotnpévn péBodo Delphi. Mo cuykekpipéva, yia
N Siekmepaiwon TNG eV AOyw S1adikaciag cuykpoTHONKe
M opdada 11 eunmelpoyvwpovwy (aAepyLoAdyol Kal avo-
OOAOYOL UE ONUAVTIKA gPmelpia otn Slaxeipion aocBevwv
HE KANPOVOULKO ayyelooidnua), £évag amd Toug omoioug
A€ITOVPYNOE WG OLVTOVIOTHG. Eyive cuotnuatik BipAto-
ypPA®IKn avackomnon tng apbpoypagiag mou avakthOnke
ané 1o Medline oxeTikd pe tn Sidyvwon, tn Bepareia kat
T1¢ S1ebveic katevbuvTrpleg 0dnyieg TNG TEAEVTAIAC TTEVTA-
£TiAC Ava@opIKd e TO KANPOVOUIKO ayyelooidnua. Baoel
NG avaoKoTNong SIapopPwWONKE TO APXIKO KEIUEVO TwV
OUOTACEWV, TO omoio Slaveundnke PeTAY TWV EUTTEIPO-
YVWHOVWYV (Héow e-mail | cuvévteuéng) kat {ntNOnke n
ouvaiveor] Toug. Ot SNAWOELG IOV €TuXAV CUUPWVIAG OF
TT0000TO >80% TWV EUTTEIPOYVWHOVWY CUUTTEPIARPONKaAV
OTN OUVAIVEDH, EPAPHOCTNKAV Ol AVTIOTOIXEG AANAYEG KAl
avadlatunmwOnKav Ta OXETIKA KEIUEVA.

3. ZYZTAZEIZTIATH AIATNQZH
TOY KAHPONOMIKOY AITEIOOIAHMATOX

3.1. Note mpémel va yiveTtal EpyacTnpIakdg EAEYXOC
Yl KANPOVOUIKO ayyelooidnua;

Yuotaon 1: Ot evdeielg epyaoTnplakol EAEyXoU yia
HAE eivau:

(a) OEeTIKO OIKOYEVEIOKO IOTOPIKO

(B) Ymotpomidlovta emelc6dia oldrpatog mou Sev agn-
VOULV eVTUTIWMATA, eV cuvoSevovTal Ao KVNOUO Kal
evtomi{ovTtal O€ KATTola aTTO TIG TPELG KUPLEG TIEPLOXEG:
oTov umodoPIo 10TO (MPOoWTTO, Avw 1 KATW AKPA,
YEVVNTIKA Opyava), OTOV UTTOBAEVVOYOVIO I0TO KOIAL-
aKWV opydvwv (oTopdyl, EVTEPo, oupoSdXoG KUOTN)
KOl OTOV QVWTEPO AgPAYwYO (Adpuyyag, YAWooa)

(y) Ave€rpynto umrotpomidlov KOIANAKO ANYOG

(6) Amouocia kvidwong (onueiwon: Ot acBeveic pe HAE
€XOUV ouXVA TTAPLPWSECG EpUBNUa [erythema mar-
ginatum])

() Mnavtamokplon o€ AVTUOTAUIVIKA, YAUKOKOPTIKOELSN
 emveppivn | ouaAlloUUAUTIN

(o) Emelcodia oidnuatog mou mpokalouvTal anmd eNa-
@PU QUOIKO TPAUUA 1} aTd 1ATPIKEG/OSOVTIATPIKEG
napeUPAcelg, mapateTapévo kKabiopa n opbootacia,
PApUOKA K.A.

() AuockoAia otnv avarmnvor] Adyw oldruaTog TwV ae-
paywywy, e181kA gdv MpokaAeital anmd Tpavua, ..
StaocwAnvwon

(n) Epeuvntikn, un S1ayvwoTiky AamapoTtoun

(8) Evap&n cupntwpdtwyv otnv madikrn/e@nPikr nAkia
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3.2. Nw¢ a&looyeital n BapuTtnTa TNG VOoOU;

Yuotaon 2: Kpitripta aloAdéynong tTng Baputntag tng

voéoou givat:

(a) Zuxvotnta emelcodiwv

(B) Emidpaon twv emelcodiwv 0T UGCIONOYIKN AEITOVP-
yia kai otig ouvnBelg SpaoTnNPIOTNTEG (T1.X. GXOAEIO,
£pyaocia, IKavoTNTa EKTEAEONG OLKIOKWY EPYACLWY,
aBAAuaTa K.ATT.)

(y) Avaykn voonAeiag

(6) Baputnta twv enelcodiwv (avAaykn MOKEYNG OE TUN-
Ma ETTEYOVTWV TIEPIOTATIKWY N Bepamneiag emelcodiwv)

3.3. Mwc¢ yivetal n epyaotnplakn didyvwon
TOU KANPOVOUIKOU ayy€el00l8AaTOG;

Tuotaon 3: Emi KAVIKwV evOEifewy, N EpyOOTNPLAKN
Sigpevvnon yia HAE mpémel va apyilel pe tov mpoodi-
OPIOMS TNG CUYKEVTPWONG 0TO TTAACMA Tou C4 Kal TwV
QAVTLYOVIKWV Kal AEITOLPYIKWV emmédwv tou C1-INH

To HAE-C1INH givai onpavtikd cuxvotepo and 1o HAE-
nC1INH. Qg ek ToUTOU, €Mi KAIVIKWV evOeifewv o gpya-
OTNPLAKOG ENEYXOG TIPETTEL KAT' apXAG va eoTiddeTal otnv
avadlritnon tng Stdyvwong tov HAE-CTINH.

O mpood1opIopdE TNG CUYKEVTPWONG Tou C4 gival xpn-
olpo¢g otav Sev gival dpeoca Siabéoipn n pétpnon NG
ouykévtpwong tou C1-INH. XuviBwg to C4 aveupioketal
ENATTWHEVO OKOUN KAl KATA Ta HETAEY TwV enelcobiwv
SlaoTtriipata, av kal avagépovtal mepimtwoelg HAE-CTINH
LE GUOIONOYIKO C4.73 TTIG TEPIMTWOELG OTTOU N CUYKEVTPWON
Tou C4 mpoodiopifetal evTOg TWV PUOIOAOYIKWV Opiwy, N
HETpNnoN TPETEL va emavalapBavetal Katd tn SidpKela
evog emeloodiov. H aflohdynon, maviwg, Twv TIHWV TNG
OULYKEVTPpWONG Tou C4 mpérmel va yivetal pe em@UAAgn,
Sedopévng TNC APKETA CUXVNG AVETTAPKELAG KAL TNG UYNANG
Oepposualobnaoiag Tou mapdyovTa, Kat £XovTag uT OYIv OTL
ehattwpéva emimeda C4 aveupiokovtal o TIOANEG AANEG
KOTOOTAOEIC.

MNa v empPePaiwon tng dtdyvwong tov HAE-CTINH
amaITeiTal 0 TPOOSI0PIOUOC TNG AEITOUPYIKNG CUYKEVTPW-
ongtou C1-INH oto m\dopua kat n avelpeon TNG o€ emineda
<50% TwV QUOCIOAOYIKWV.”* Mg Tov poodloplopd Twv
emmnédwv tou CT-INH emtuyxdvetay, emiong, n didkpion
peta&L tumou | kat tumou I HAE-C1INH, agot oto tumnou |,
TAPAAMNAA LE TN AEITOUPYLKN, AVEUPIOKETAL EAATTWHEVN
Kal N AVTLYOVIKH) CUYKEVTPWON TNG TTPWTEIVNG, n omfoia oto
TUOToU |l gival puololoyiki i Kat avénpuévn.

Katd tnv a&loAdéynon Twv AEITOUPYIKWV EMITESWV TOU
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C1-INH npénel va AapBdvetal urt’ oYiv n uébodog mpoo-
Stopilopou, Sedopévou 6TL N Xpwpoyovog SoKipaoia €xel
BeTikr MpoyvwoTikr a&ia 98% kat apvntikr 100%, evw ol
avtiotoixeg aieg Tng ELISA ival 100% kat 62%."*

Yuvotaon 4: a1 diayvwon tou HAE-C1INH amartteitat n
avelPeon ENATTWHEVWY EMITESWV TOL C4 KAl AVTIYOVIKWV
1} Kat Aertoupytlkwyv emmédwv kat Tou C1-INH oto mAdopa
o€ SV0 S1080XIKEG LETPNOELG TTOL ATTEXOUV UETAEU TOUG
1-3 pnveg

Tuotaon 5: O\a ta maidid TwV OIKOYEVEIWV LIE IOTOPIKO
QAYYELOOIOAATOG TIPETTIEL VA ENEYXOVTAL Y10 TOV OTTOKAEIOHUO
1 Tnv emPBePaiwon Tng véoou

‘Otav évag amno toug yoveig maoyel and HAE-C1INH, n
mOavoTnTa TWV MASIWV TOUG VA €XOLV TN VOGO gival 50%.
311G TEPLOOOTEPEG TEPIMTWOELG To HAE-CTINH ekdnAwveTtal
Katd TNV maidikn nAkia rj katd tnv epneia. YImapxouy, v
TOUTOLG, TTIEPIMTTWOELG TIPWTNG ELPAVIONG TNG VOOOU OE TTOAU
HeyaAuTtepn nAkia. H éykaipn Sidyvwon tng avemdpKelag
Tou C1-INH pmmopei va mpo@uAdel Ta matdid Twv OIKOYEVEIWV
UE IOTOPIKO AYYEIOOISHATOG ATTO TOV EVOEXOUEVO KivOuvo
aouéiag rj AoKOTIWV XEIPOUPYIKWV EMEUPACEWY KATA TNV
TPWTN EUPAVION TNG VOOOU.

S1a matdld nAkkiag <1 €toug MapATNEOUVTAL CUYKE-
VTpWoelg Tou C4 kat Tou C1-INH @uotoloyikd HIKpOTEPEG
EKEIVWV TTOU aveupioKovTal 0TouC eVAAIKES. Emouévwg, ot
avtioTolxol MPooSloplopoi TIPETTEL va yivovTal JHETA TNV
nAia Tou evog £Toud.

ZUotaon 6: Ta ATopa PE OIKOYEVELAKO 1oTOPIKO HAE Kal
ENATTWHEVEG OUYKEVTPWOELG C4 Kal avTiyovIKoU 1) Kal
A&eitoupyikou C1-INH mmou Sev £xouv KAIVIKH) CUPTITTWHOTO-
Aoyia TG vooou TIpETel va XapaKTnpi{ovTal WG TAGXOVTES
ané avemrdpketa tou CT1-INH kat oxt amé HAE-CTINH

YUotaon 7: € acOeVEiC UeE apVNTIKO OIKOYEVEIOKO LIOTO-
PLKO, UE eMeldSIa OWIUNG évapéng Kal xapnAd emimeda
C4 kal AelToupylkoU A Kat avtiyovikoL C1-INH cuviotdtal
€\eyX0G TNG ouykévipwong tou C1q yia tn dtdyvwon
eMKTNTOUL ayyeloodnuartoc. Emi avelpeong eAattwé-
vwv emmédwv C1q ouvioTaTal EAeyX0G Yid auToAvoon 1
HUENOUTTEPTTAQOTIKN Slatapaxn

3 & aoBeveig mou umtdpyel S1aopikd S1ayvwoTIKO TTPo-
BANpA peETAEY KANPOVOUIKAG KAL ETTIKTNTNG AVETTAPKELACG TOU
C1-INH eivai xprioipog o mpoodioplopog tou C1qg, agou n
OUYKEVTPWOT) TOU AVEVUPIOKETAL ENATTWHEVN OTO 75% Twv
TIEPIMTWOEWVY AYYELOOIONUATOC ATTO EMIKTNTN AVETTAPKELA
Tou C1-INH (AAE-C1INH).’"” Ev ToUTOlC, £X0UV avagepBei
kat mepinmtwoelg HAE-CTINH oémmou to C1q aveupioketal



HEIWPEVO, eV TTapoSikr eAdttwon Tou C1q mapatnpeitat,
emiong, AOyw TNG KUKAOQOPIag auToavTIOCWPATWY évavTl
Tou apdyovta aAAd Kal katd Tn Siadpopr 1oyevwy Aol-
HWEewv.'8-20

3.4. MNdte amarteital YeVETIKOC ENEYXOG;

Tuotaon 8: Ek16¢ eAaxiotwv mepmtwoewy, yia tn Si1d-
yvwon tou HAE-C1INH Sev amarteital YEVETIKOG EAEYXOG

H avevpeon ehattwuévwy emmédwv tou C4 Kal Tou
AertoupyikoU C1-INH Siaytyvwokel tnv avemdpkela tov C1-
INH pe eid1kotnTa 98-100%2" KAl APVNTIK TIPOYVWOTIKN
a&ia 96%.2 Até TNV AAAN TAELPAd, O TIPOGSIOPIOUOG TNG
maBoyeveTIKAG BAABNG, HeTA amd Tov ENeyxo Tou yovidiou
SERPINGT, &gv gival eplktodg o€ moocooto 3,8-17,9%. To
TTOCOOTO AToTUXiag MPOoSIoPIoHOU TNG TTABOYEVETIKAG
BAABNGTOU SERPING T e€apTdTal HEPIKWG KAl ATTO TN XPrion
peB6dwv avaluong 1dikd oxedlaopévwy wote va e€e-
TACOUV TO CUYKEKPIUEVO YOViISIo 0 OAOKANPO TO URKOG
Tou.Z Katomiv autwy, n Slevépyela YEVETIKOU eAEyxou Sev
TIPOCPEPEL KAVEVA TTAEOVEKTN A AVAPOPIKA HE TN Stdyvwon
Tou HAE-CTINH.

Ev ToUTO0IG, O YEVETIKOG éAeyXOG ToU yovidiou SERPING T
UmopEei va @avei XpriolHoG OTIG aKOAOUBEG TTEPIMTWOELG:?
(a) Otav ta anmoteAéopata TwV UETPrioewV Tou C4 1 Kal
TOU avTlyoviKoU Kal AertoupytkoU C1-INH gival acaen. (B)
e maidld nAikiag <1 €toud. (y) Na tnv emPBePaiwon Tng
Stdyvwong tng avemdpkelag tou C1-INH og acupmtwuatika
dartopa. (8) Na tnv emPePaiwon g dStayvwong HAE-CTINH
o€ A00EVEIG UE APVNTIKO OIKOYEVELIAKO IOTOPIKO. (€) Na Tov
ATTOKAEIOMO TNE S1AyVWOoNE TOU ETTIKTNTOU AYYEIOOISAUATOC,
€101kd o€ a0Beveic pe puaololoyikn cuykévipwon C1q. (0T)
Mpogu@uteupaTikOG ENEYXOC.

Tuotaon 9: O1 acBeveig pe 1oxupr KAWVIKE utopia HAE
Kal @uololoyikd emimeda Asitoupytkol C1-INH mpémel
va utoBAANOVTAL OE YEVETIKO EAEYXO Yla TNV avalitnon
petaAAa&ewv mou cuoyetiCovrtal pe to HAE-nC1INH

H Stdyvwon twv popewv HAE-nC1INH mmou ogeilovtal
o€ BAAPegTwV yovidiwv F12, PLG, ANGPT1, KNG1, MYOF kau
HS30ST6 pmopei va yivel HOVO UE YEVETIKO €leyyxo. Aedo-
Hévou oTt BAAReC Twv yovidiwv ANGPT1, KNG 1, MYOF kai
HS30ST6 €xouv avayvwploTel HOVo o€ ATOUA LEUOVWUEVWV
OLKOYEVELIWY, 0 YEVETIKOG ENeyXOc emi urtoiag HAE-nC1INH
apkeivamneplopiletal otnv avalritnon PAaBwv Twv yovidiwv
F12 kat PLG. MeTtd amo yeveTiko €Aeyxo €xel emPBeRaiwOei
n Stdyvwon HAE-FXII kat HAE-PLG o€ TOA\EG TEPITTTWOELG
OV €iXAV XAPAKTNPLIOTEl apXIKA WG emikTNTA 1610TTadn 1N
IOTAMIVEPYIKA ayyelootdnuata rj wg AE-UNK.25-27

A.E.TEPMENHZX kat ouv

3.5. Mw¢ mapakolouBeital n mopeia ¢ vooou;

Y0otaon 10: H mopeia Tng voéoou Kal n avtanokplon
OTNV MPOPUAAKTIKN Bgparmeia mapakoAouBouvTal e TTe-
plodikn e€€Taon TWV ACOEVWV KAl PE TN XPrion NUEPOAO-
yiou. ISlaitepa mapakoAouBeital N avAykn O€pATTEVTIKNAG
QAVTIMETWTTIONG EMEICOSIWV TNG VOOOUL KAl N EUPAVION
AVEMOUUNTWV EVEPYEIWV TWV QAPUAKWY

4. TYXITAZEIZTIATH ©OEPANEIA
TOY KAHPONOMIKOY AITEIOOIAHMATOX

Emeidn n Baputnta tng voéoou mapouctdlel CNUAVTIKA
HETABANTOTNTA OTNV TTOPEIQ TOU XPOVOU, N KATAAANAOTEPN
Oeparneia yla kABe acBevn pémel va kabopiletal TNV €kA-
OTOTE XPOVIKN OTyur}. H emAoyn Tng KatdAAnAng Oparmeiag
gival TOAUTTAPAYOVTIKN Kal e€apTATal amo Tn BapuTtnTa TNG
vOoou, TNV NAIKIa, To @UAO, TIC CUVVOONPOTNTES, AANA Kal
amno TG MPOTIMACELG TOU acBevoud.

Eivat onuavTikn n evnuépwon yia oAeg TiG S1aBéoipeg
OePATTEVTIKEG ETTIAOYEC, TNV ATTOTEAECUATIKOTNTA KAl TNV
AC@ANELA TOUG. 2TOoV TTivaKka 1 avagépovTal OAeC ol S1a0é-
olpeg otnv EANNASa Bepareiec.

4.1. Néte amaiteital Kal we yivetat n Kat' ermikAnon
Bepamneia Twv enelcodiwv ayyelooldruatoc;

Tuvotaon 11: O\a ta emelcodia ayyelooldripatog gival
emAE€Ipa yia Kat’ emikAnon Beparneia

316X0C TNG Bepaneiag Twv emelcodiwv gival n ehayl-
oTtormoinon TNG voonedTnNTag, N amo@uyn ameiAnNTIKWV
KOTAOTACEWV Yia TN (wry Katl N BeATiwon tTng moldTNTaG
(wnG. H amoégaon avagopikd pe ta emelcddia mou xpn-
Couv aVvTIHETWTTIONG TTPETIEL va AauBdveTal pe Bdaon Toug
TAPATIAVW OTOXOUG Kal OXl UE ATTOKAEIOTIKO KPITAPLO TNV
evtomion tou enelcodiov.

Tuotaon 12: Ta enelocodia mou MPooBANOUV TOUG AVW-
TEPOUG AEPAYWYOUG TIPETEL VA AVTIMETWTICOVTAl APETQ.
S TIG TIEPUTTWOELG TIPOOSEUTIKA EMMOEIVOUUEVOU OIS LATOG
Tou Adpuyya, akoun Kal Tapd tnv APECN AVTIUETWTTION
TOU emelcodiov pe @ApuaKa, cuvioTatal SlacwArivwon
1} KplkoBupeoTour)/TpaxelooTopia

To 0idNua TWV AVWTEPWVY AEPAYWYWV Eival LA ETTEIYOU-
oa KatdoTtaon, Kabwg urmopei va mpokaAéoel ao@uéia.30-32
>tnv EANASq, eival katayeypapupéva Touldylotov 15 mept-
otatikd Oavatwy amd oidnua Adpuyya os aoBeveic ue HAE.>
H dueon xopnynon Bepaneiag eival amoAUTwg avaykaia,
evw pmopel va amaitnBei emeiyovoa ameAevuBépwon Twv
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Mivakag 1. Ta xapaktnploTika Twv Stabéotpwv otnv EANada Bepameiwv tou HAE.

dappako ‘Evéeifn Adon Mnxaviopog MOavég mapevépyeieg

pdC1-INH IV*  Eneiod6io  EviAikeg kat maidid 20 units/kg MoAU omavia:
Avtidpdoelg umepeualodnaiag-avagulagia

STP 1.000 units } 20 units/kg o K 510 £ osi A
£’ Aag 1-6 GPEC TPV Avam\ipwon, pouﬁgsuﬁo lK?{lBEﬂElOO 10 €xouv avapePBEi pe TOAD
, vPnAég §o0¢lg
LTP 1.000 U k&Be 3-4 nuépeC EVEQYETIKN OeWPNTIKS:

Adoeig >2.500 U IV propei enidpaon o€ Sha KivBuvog HETAS00onE AOIHOYOVWY TIAPayOVTWY

va G"GITT]GOUIV avéhoya ;%Sléoznsg(leH EmmAokég amé Tig oUXVEG PAEPOKEVTHOELG OTAV
HE TNV avtamokplon P xpnowornoleitat IV yia LTP
Emtpénetat n xopriynor Tou Katd tnv Kunon Kot tn

pdCI1-INH SC** LTP 60 IU/kg SC 2 popéc/epSopada yahouia
Ikatifdvin***  Emeicddio  Evilikeg kat maidid >65 kg EKAEKTIKOG MoAv ouyva:
30 mg/3 mL SC (n §60n pmopei AVTAYWVIOTAG AvTISpAOEIG 0TO ONUEio TNG éveong
va emavaingBei o 6 Wpeg— €wg  TOL TUTTOU 2 Mpoooxn o aoBeveig pe o&eia Ioxatpkn kapdlomdbela,
3 xopNYNOELG T0 24wP0) urodoxéa aoTa6r 0TNOAYXN KAl TTOAU TTPOCPATO AYYEIAKO
MNaudid >2 etwv kat >12 kg amd ™G BPaduKIVivNG  EYKEQANIKO ETTEIOOBI0
10-25 mg, avdhoya pe Agv gvdeikvuTal og KUNon Kat yahouyia

TO OWHATIKO TOUG BAPOg

Lanadelumab* LTP Evnhikeg kat épnpol >12 etwy, MovokA\wVIKO MoAU ouyva:
300 mg SC kd&Be 2 eBSopdadeg. avtiowpa AvTISpAOEIG 0TO ONUEio TNG éveong
Evdexdpevn avénon tou AvaoTtoléag Tmavia:
UeCOBI00TANATOC OF 4 NG KAANIKPEivNG AvTidpaoelg umepeualobnoiag, avoooyovikotnTta,
eBSopadec epooov o acbevig TOU TTAACHATOC avantuén e€oudeTEPWTIKWV avtiowpdtwy (ADA), abénon
eival eENeVBepoC emelcobiwv yia Tpavoauvacwy, avénon aPTT xwpig apoppayikd
6 prjveg avemOupunta cuppavta
Yndpxel mpdoatn Eykpion amnd Agv gvdeikvutal og KUnon Kat yahouyia

FDA (2023) yia maidid >2 etwv®

Berotralstat* LTP EvAAikeg Kat épnPol >12 eTwv He  AvaoToléag MoAU ouyva:
Bdpog =40 kg, 150 mg per os NG KAANIKPEIvNG AvemOUUNTEC EVEPYELEC ATTO YOO TPEVTEPIKO, KEQAAAAYia
KaBnuepva TOU MAAOUATOC Tmavia:

AvUEnon Tpavoapivacwy, mapdtacn QT kat
aMnAemidpaon pe kukhoomopivn, avaotoAeic BCRP kat
@appaka mou petaBoliCovtal oto CYP3A4

Agv gvdeikvutal og KUnon Kat yahouyia

Aavaloin” AeUtepng  EvAhikeg: AyvwoTog MoAU ouyva:
YPauung Mpoteivetal n HKpOTEPN Appevoroinon, at&non cwpatikol BApouc, akun,
LTP Suvatr §6on 200 mg/nuépa per Slatapayég epprivou puoEWS

os (amd 100 mg KABe 3 nuépeg Juxva:

£w¢ 600 mg/nuépa) Kepahalyia, puadyieg, Statapaxég libido, avénon
Tpavoauvacwy, umephimdatyia, uméptaon

Imavia:

Hmatitida, XoAooTATIKOG (KTEPOG, NTTATOKUTTAPIKO
adévwpa

Aev gvdeikvutal og KUNon Kat yahouyia

Tpaveéauiké  Aevtepng  EviAikeg: AvaoTohn Suyva:
oy’ ypauung  1g peros 2 popéc/nuépa gvepyormoinong Nautio, yaotpevTepikég Statapayég, pualyieg, avgnon
LTP (am6 500-4.000 mg cuVOAIKA mAdopIvoyovou CPK
nUEPNCIWG) Ko OswpnTIKA:

MNadid: 20 mg/kg 2 popéc/nuépa gvepyomoinong Kivéuvog Bpopfwoswv
(amd 20 mg/kg péxpt 75 mg/kg mAAoivng
OUVOAIKA NUEPNCIWG)

* Berinert-500-1.500-spc-gr-cy-5.0 — MepiAnPn Twv XapaKTNEIOTIKWY TOu TTPOI6VTOoC (2022). to: Joint SMPC manuscript. AlaBéoipo oto: https://www.ema.europa.eu/
** Berinert-2.000-3.000-spc-gr-cy-6.0 — MepiAnyn Twv XapakTNPIoTIKWV TOU TTPOidvTog (2022). X1o: Joint SmPC manuscript. AlaBéotpo oto: https://www.ema.europa.eu/
*** Firazyr, 30 mg inj. sol_el-SmPC - MepiAnyn Twv xapakTnpioTIKwy Tou mpoidvtog (2022). Xto: Joint SmPC manuscript. AlaBéoipo oto: https://www.ema.europa.eu/
1 Takhzyro, 300 mg, solution for injection_el-SmPC - Mapdptnua I: MepiAnpn Twv xapakTnEIoTIKWY Tou Poidvtog (2022). Xto: Joint SmPC manuscript. AlaBéoipo oto:
https://www.ema.europa.eu/

F CHMP (2021) orladeyo-epar-product-information_el- Mapdptnua I: MepiAnyn Twv XapakTnpIoTIKWV Tou TPoiovTog. X1o: Joint SmPC manuscript.

AwBéoipo oto: https://www.ema.europa.eu/

C1-INH: AvactoAéag tng C1-eotepdong (C1-esterase inhibitor), HAE: KAnpovopiké ayyetooidnpa (hereditary angioedema), STP: Bpaxuxpovia mpo@uAaKTIK Beparmeia
(short-term prophylaxis), LTP: Makpoxpdvia mpo@uAakTIKr aywyr (long-term prophylaxis), SC: Ymodopia (subcutaneous), IV: Evbo@A£Bia (intravenous), AvaotoAeic BCRP:
AVaOTOAE(G TNG TPWTEIVNE AVTOXNG TOU KapPKivou Tou paoTou (breast cancer resistance protein), aPTT: Xpdvog evepyomoinpévng HepIKnG BpoppomiacTtivng (activated
partial thromboplastin time), FDA: Opyavioudg Tpogipwv kat Dappdakwv Twv HIA (United States Food and Drug Administration)
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AEPAYWYWV UE SIacWAVWOoN 1 XELPOUPYIKA AVTIMETWTTION.*

Tuotaon 13: Ta emelcddia mpémel va BOepamevovtal oo
To SuvaTov TayxuTepa. H autoxopriynon twv @apudkwv
ENATTWVEL CNUAVTIKA TOV XPOVO avTIHETWTTIONG. OAol ol
aoBeveig mpémel va €xouv mavta padi Toug pdpuaka yia
TNV AVTIHETWTTION SVO TOUAAXIOTOV ETTEICOSIWV

Me tnv éykaipn Bepaneia Twv enmelcodiwv emruyxdave-
TAl ATTOTEAECHATIKOTEPN AVTIHMETWTIION OE OXEON ME TNV
kaBuotepnuévn xopriynon.*-3”Kabwg n éykaipn Beparmeia
SleukoAUvETaL Amd TNV auTtoxopriynon, evbappuvetal n
ekmaidevon Twv acBevwv og autry. ONeg ot S1aBéoipeg
Oepareieg avtipetwmong enelcodiwv otnv EANASa éxouv
HENETEG Kat Adegla yia autoxopriynon.®3?

Eneidr n ocuxvétnta tTwv enelcodiwv Pmopei va pe-
TaBANETAL OTNV TTOPEia TOL XPOVou, gival onNUAVTIKS ol
aoBeveic va pépouv Tavtote padi Toug OAa Ta amapaitnTa
PAPUOKA. ZUVIOTATAL VA €XOUV TTAVTOTE AmOBepa yia TNV
AVTIPETWTTION SUO TOUAAXIOTOV ETTEICOSIWV.*

Yvotaon 14: MNa tn Beparneia Twv emelcodiwv HAE givail

Sla0éo1pa otnv EAAGSa ta akoAovba pdpuaka:

(a) Zupmukvwpévog C1-INH (pdC1-INH)

(B) IkaTiBavtn (icatibant), EKAEKTIKOC AVTAYWVIOTAC TOU
unodoxéa Bpadukivivng Tumou 2

(y) Mpoopato katePpuyuévo mAdopua (FFP) o mepinmtwon
TIOU Kavéva armo Ta mapanmdavw Sev givat Stabéoipo

MNa v avtipetwmon Twv o&wv enelcodiwy, o pdC1-INH
xopnyeitat evbo@AERia (V) kat n ikatiBavtn umodopia (SC).
Mpokeital yia oAU armoTEAECUATIKA QAPUAKA OTNV AVTIME-
TWTTON TwV eMeloodiwy, Ue Taxeia évapén dpdaonc (cuvribwg
€VTOG 30 min) Kal e KAAA XAPAKTNPIOTIKA AOPANELAG.#2
1oV mivaka 1 avagépovtal Ta Bacikd XapaKTnEIoTIKA
Touc. Xtnv EAAGSa, n cuvtayoypdenor Toug yivetal péow
TOU CUCTAMATOG NAEKTPOVIKNG ouvTayoypd®nong, padi pe
TNV amapaitntn ek BeBaiwon. Aappdvovtal Swpedv
amno e181kd apuakeia Tou EBvikou Opyaviopou Mapoxng
Yrnnpeowwv Yyeiag (EOMYY) | VOOOKOUEIOKA QapPaKEia.
3 & mepimTwon mou Kavéva amod Ta SUo Maparmdvw ApUa-
ka Sev gival SlaBéaotpo, mpoteivetal n xopriynon FFP.* Ta
avdpoyova kat ot avtivwdolutikoi mapdayovteg AEN éxouv
Kaptd 6éon otn Bepaneia Twv oéwv emelcodiwv.*

Av Kal Oev €X0UV YiVEL EAEYXOUEVEG TUXALOTTOINUEVEG
peAéteg yia tn Ogpamneia twv HAE-nC1INH, untdpxouv ava-
POPEC, aTTo TIG oTtoieg SlaaiveTal N AMOTEAECHATIKOTNTA
Twv Bepamnelwv mou xpnotpomnolovvtal oto HAE-C1INH.##6
EidikéTepQ, N IKATIBAVTN @aiveTal va €ival AMTOTEAECUATIKN
ota Bpadukivivepylkd ayyelooldrjpata.?’

A.E.TEPMENHZX kat ouv

4.2. MNote amaiteital kal Twc yivetal n Bpaxuxpovia
TIPOPUAAKTIKN Bepareia;

TVvotaon 15: To eviexOpeVO Ppaxuxpoviag TPOo@UAa-

KTIKAG Oepameiag e€stdleTal:

(a) e aocBeveic mou mpodKeltal va umoBAnBolV ot 1aTpL-
KéG emepBdoeig/mpdadelg i avtipetwmiouv avénuévo
Kivduvo TTpOKANoNG emelcodiou ayyel0oIONUATOG

(B) ~e k&Be MepimTWON TTOL YivovTal XEIPIOUOI OTIG AVW-
TEPEC AEPOPOPES 060UG

To Tpavpa Kal To stress gival yvwoTtoi eKAUTIKOL TTa-
PAYOVTEG Kpioewv ayyelooldripatoc. Eidikd ot xeipoup-
YIKEG OSOVTIOTPIKEG EPYACIEG OTN OTOMATIKY) KOINOTNTA
umopei va mpokaAéoouv anmdé@paén Twv agpaywywv.” H
TIPOPUAAKTIKI) aywyr €AATTWVEL ToV Kivduvo avanmtuéng
ayyetooldnuATwy. 20

Bpaxuxpovia mpo@ulaktikr Oepareia (STP) amatteital
TPV Ao MAPEUPATIKEG LATPIKEG ) oSovTIaTPIKEG TTPpAgelc. H
€KTOON TOU TOTIIKOU TPAUMATIONOU TOavoV va emnpeddel
TNV amdé@aon yla Tn xopriynon mpo@uAAKTIKAG Beparei-
ag. STP umopei va amaitnBei kat ptv and otpecoyodva
ouupavta.

Yvotaon 16: Na Bpaxuxpovia mPo@UAAKTIKH Bepareia

gival Sl1aB€oipa ta akéAovBa edappaka:

(a) pdC1-INH og 66on 1.000 units rj 20 units/kg

(B) FFP katavbpoydva umopouv va xpnotpornolinfouv wg
SelTEPNC YPAUMAC STP Kal povo o€ TepImTwaon mou
Sev gival dtaBéoipoc o pdC1-INH

Av Kal Ta dedopéva yla TNV AmOTEAECUATIKOTNTA TOU
Sev givat emapkn, n IV xopriynon pdC1-INH mpoTteivetal wg
TPWTNG YPAUURG Ogpareia yia STP. MAavtwg, ol TEPIOCOTEPEG
ano TIg avagopég empPePalwvouy o6t n xprion STP pe pdC1-
INH givat amoteAeopatikni.#-52 H xopriynon mpémel va yivetat
600 1o SuvaTdv To KOVTA oTNnV eMéUPaocn, ISavIKA 1-6 WPEG
nipwv. H akprig d6on Sev ival mMARpwc kaboplopévn aANd
ol eplocoTepol e1dIkoi Bewpouv 611 1.000 units ) 20 units/
kg mapéxouv kavormoinTikn mpo@UAa&n.”

E€acBevnuéva avdpoyodva €xouv xpnoipomnolnbei oto
mapeNOov yia STP. Xpnowpomnoleital n Savaldin oe Sdon
Twv 400-600 mg/nuépa pe évapén xopriynong 5-7 nué-
PEG TIPIV KAL, OTN CUVEXELD, YIa AANEG 2—5 NUEPEG UETA TNV
enéuPaon f} To oTpecoyodvo péBiopa.’> Tuxvd, Bepa-
TIEVTIKA OXNUATA TIPO®UAAENG pe avOpoyova evEéxeTal va
TIPOKAAECOUV ONUAVTIKEG AVEMOUUNTEG EVEPYEIEG LE TNV
mdpodo Tou xpodvou.

FFP umopei va xpnotpomoinBei otav Sev untdpxel mpo-
ofaon og pdC1-INH oUte xpdvog yla xpnotpormoinon av-
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Spoydévwv. To tpave€auiko oL mou gixe xpnotpomolinOei
OoTO TAPENOOV eV TTPOTEIVETAL TTAEOV ATIO TIG TTEPIOCOTEPES
odnyieg.s***

lNa to HAE-nC1INH &gv undpyouv kaBoou dedopéva
OXETIKA pE TNV STP.

4.3. Note amatteital Kal WG yiveTal n pakpoxpovia
TTPOPUACKTIKN Bepareia;

Tuotaon 17: X10x0¢ TnG Ogparneiag ivatl o mMApng €Aey-
XOG TNG VOoou Kal N e§opdAuvon tng (WG Twv aoBevwv

H amouocia emelcodiwv kat o MR png EAeyXog TNG vOoou
TIPETIEL VA €ival O AMWTEPOG 0TOXOG TNG Bepameiag.” H
BeAtiwon tng motdTNTag TNG {WNCG, O PEPIKOUC a0BEVEIC,
ETMITUYXAVETAL HOVO UE TN HOKPOXPOVIA TIPOPUAAKTIKH ayw-
yn (LTP), SnAadn pe tn Xopriynon otabepnG @apUOKEUTIKAG
AYWYNAG TTOU EAATTWVEL TN CUXVOTNTA TWV ETTEICOSIWV Kal
UEIWVEL TO PopPTiO TNG VOoOoUL.””

Tuotaon 18: [a tnv avaykn xopriynong LTP a§loAoyou-

vtat

(a) H ouxvotnta twv emelcodiwv

(B) H Baputnta Twv emelcodiwv

(y) Henidpaon otnv moiotnta {wng

(8) H dtabeoipotnta kat’ emikAnon Bgpamelwy Kat n
SuvatoTtnTa OEPATTEVTIKIAC AVTIMETWITIONG TWV ETTEL-
ocodiwv

(g) O ekAuTIKO[ TTAPAYOVTEG (TT.X. OTNV €pyacia r} oTo
OXOA€gi0)

(oT) OL TTEPLOYEG TOU CWHATOG TTOU TIPOSBAANovTal KATA
TNV nepiodo Twv enelcodiwv

() Havtamékplon oTn BEPATTEUTIKI AVTIUETWITION TWV
enmelcodiwv

(n) Ol MPOTIUACELS TOU acBevoUC

(0) Ta ouvodd voonpata/cuvvoonPOTNTEG

H amépaon évapéng LTP mpémnel va sival e§aTtopikev-
uHévn, va avtamokpivetal SnAadr| oTig avAayKeg Tou KAOe
aoBevoug EexwploTd Kal va un otnpifetal og amdoluta
Kpttiipla. H cuxvotnta twv emetcodiwy, n faputntd toug,
n mpéoPacn os Bepareieg emeiyovoag AVTIMETWITIONC KAl
Ol CLUVVOONPOTNTEG Eival BACIKOl TTAPAYOVTEC TTOU TIPETIEL
va a&lohoyouvTtal. To gopTio TNG vOoOoU Kal O AVTIKTUTIOq
otnVv moloTNTa {wN¢ Twv acBevwv mpémnel va a&lohoyouvtal
ocuotnuatikd. EvBappuvetal n xprion moTomoinpévwy
gpyaleiwv mapakoAovONoNG TNG evepydTNTAG TNG VOCOU
Kaltng molotntag (wng (Angioedema Activity Score [AAS],
Angioedema Control Test [AECT], Angioedema Quality of

411

Life Questionnaire [AE-Qol], Clinical Questionnaire for
Hereditary Angioedema [HAE-CQ)]), Ta omoia €ival peta-
PPACPEVA Kal EMKUPWHEVA Kal 0Ta EAANVIKA.S7-¢7

H emtuxric LTP amaitei upnAov Babuol cuppdppwon
KAl EMOUEVWC TIPETTEL VA AdBavovTal UTT YLV OL TIPOTIUN-
OEIG TWV aoBevwv.2 Aedopévou 6Tin Baputnta TG VOoOoU
petaBaretal otn SIAPKELA TOU XPOVOU, N AVAYKN Yid Evapén
aAAa kat Slakom TG LTP mpémet va emava&lohoyeital katd
TAKTA XPOVIKA SlaoTtApata.

YUotaon 19: Na LTP gival Siabéotpa ta akohouvBa @dp-

paka:

(a) pdC1-INH

(B) Navadelovpdumn (lanadelumab)

(y) Mnepotpalotdarn (berotralstat)

(6) E€acBevnuéva avdpoyodva, eav Sev gival Slab€oipeg
ol TTAPATTAVW OEPATTEVTIKEG ETTINOYEC

() Tpaveauiko o€y, edv dev gival SlabO€oiueg ol mapa-
MAvw OEPATTEVTIKEG ETMIAOYEG (0-Y)

Ta @dpuaka yia tn LTP Stakpivovtal og U0 Katnyopiec:
(a) Npwtng ypaupnig, mou mepthaufdavouy tov pdC1-INH, T
AAVASENOUUAUTTN KAl TNV IITEPOTPANCTATN, Kat (B) SeUtepng
YPOMUNG, Ta OTToia XPNOIUOTIoloUVTal OTAV TA TTAPATIAVW
Sev gival Stabéoipa kat mepihapBdavouy ta e€acOevnuéva
avSpoyodva kal To Tpavefapiko o&L. Ta Bacikd XapakTnpt-
OTIKA TWV €V AOYW PAPUAKWY avagépovTal oTov mivaka 1.

O pdC1-INH xpnoipomoleital site evOopAEPia gite uTTO-
Sopla. MpodKerTal yia armoTEAECUATIKN KAl ACQAANA TTPOPU-
AQKTIKN Aywyr] TTOU EAATTWVEL TA EMEICOSIA Kal BEATIWVEL
TNV mootnta (wric.%*%* H umoddpla xopriynon umneptepsi
WG TIPOG TIG AVEMMIOUUNTEG EVEPYELEG TTOU OXETI(OVTAL UE TIG
OUXVEC PAEPOKEVTAOELG KAl CUVIOTATAL YIA HAKPOXPOVIA
xopriynon.*

H Aavadehovpdurn givat avlOpwmivo HOVOKAWVIKO
AVTIOWHA TTOU AVAOTEANEL TNV KAAAIKPEiIVN Tou TAAOHATOC,
xopnyeitatumoddpla Kal €xel amodelXOei AMOTEAECUATIKO, e
KAAQ XOPAKTNPIOTIKA ao@Alelac. Ta emeloddia ayyelooldn-
HaTog Kal N Kat' emikAnon xprion Ogpaneiwyv eAattwvovtal
ONUAVTIKA.%67

H pmepotpalotdatn givat évag avaoToAéag TNG KOANIKPE-
fvng Tou MA\dopatog mou cuvdéeTal o autn Kat epmmodidel
TNV TPWTEOAUTIKN TNG SpaoctnpidtnTa. Xopnyeital anod to
oToua Kal evdeikvutal yia LTP. Mpokeltal yia anmoTeAeoUa-
TIKO KOl AOQANEC PAPAKO LE CUVNOECTEPEC AVETIOUUNTEG
EVEPYELEC ATTO TO YAOTPEVTEPIKO OLOTNMA.5?

Ztnv ENGSa, n mpounBeia twv Bepameiwy mpwtng ypap-
HMNG ya LTP yivetar and ta pappakeia tov EOMYY kat twv
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VOOOKOMEIWYV, HECW TOU CUCTHHUATOG NAEKTPOVIKNG TIPOE-
YKPIONG, OTTOU [ia 0pASa EISIKWYV EYKPIVEL TNV AvAYKAIOTNTA
XOPryNONG Toug HETA amod aitnon Tou BgpdmovTa 1aTpou.

Ta e€aoBevnuéva avépoydva anmotehovoav mapadooia-
KA Tov akpoywviaio AiBo g LTP, xwpig Opwc va givat apolpa
ocoBapwv §000eEaPTWHEVWY AVEMIOUUNTWY EVEPYELWV.”?7?
2€ pla HEAETN armd Tov eEAANVIKO Xwpo TrapatnpriOnkav
aAvemBuUNTEG evépyeleg 0To 70% TePITTOU TWV aoBevWwV
pue HAE mou Adupavav avépoyova yia LTP3 'Otav xpnotuo-
TolouVTal, TIPETTEL VA XOPNYyoUvTal 0TN UIKpdTEPN duvath
&don. H xprion og maidid Kat YuVaikeg MPETEL va ATTO@EL-
yetal>”*TMpokertal mAéov yia Bepareia SeUTEPNG YPAUMNG
Kadl n xopriynon toug neptopifetal uévo OTIG TEPITTTWOELG
mou Sev gival Slabéoipeg ol Ogpameiec mMPwWTNG YPOAUMAG.

O1 avTUVWSOAUTIKOI TTAPAYOVTEC, OTIWG TO TPAVEEAMIKO
o8V, xpnotpomolriOnkav oto mapeA\OOV e OXETIKN EMITUYXIA
otnv LTP, e181kd eKeivwv TwV aoOEVWV GTOUG OTTOIOUG AVTEV-
Seikvuvtav Ta avépoydva r urrpxav avemOUUNTES EVEPYEL-
€G A0 TN XPHON TOUG.”>7¢ Agv gival TTOAU ATTOTEAECUATIKOI,
€XOUV OUWG KAAA XOPAKTNPLOTIKA ACPAAELQG. ATTOTEAOVV
mAéov @dppaka SeUTEPNG YPAUUAG KAl XpnOloTTolouvTal
otav Kautd AAAn emAoyn LTP Sev givat Stabéotun.

H LTP yia aoBeveic ue HAE-nC1INH Sev éxel pehetnOsi pe
TUXQLOTTOINMEVEG EAEYXOUEVEG HENETEG. Mapd TNV ENen
EUTELPIOG, N AVAYKN Yl HAKpoxpovia TIPo@UAAEN 0Toug
aoBeveic autolg mpémel va a&lohoyeital BACEL TwV EKACTOTE
ouvONnKWwv TNG ovotaong 18. Oeparieia Ye TIPOYECTIVES OE
yuvaikeg, avtivwdoluTikd, pdC1-INH kat Aavade ouud-
U1t €XoUV SOKIUAOTEL, HE AVTIKPOUOUEVA ATTOTEAECUATA.
MBavotata, ta HAE-nC1INH ta omoia ogpeilovtal og Sia-
(POPETIKEG UETANNAEEIG VO ammalTtoVV EeXwPLOTH TTIPOCEYYIoN
AOYW TV SIAPOPETIKWY UNXAVICUWVY TTOU TIPOKAAOUV TO
ayyeglooidnua.””-7?

5. ZYITAZEIZ ANTIMETQMIZHZTOY KAHPONOMIKOY
ATTEIOOIAHMATOZX ZE EIAIKOYZ MAHOYZMOYZX

Tt Siagopomolei Tig yuvaikeg ue HAE katd tn Sidpkeia
TNG EYKUMOOUVNG, TNG AOXEIOC, KATA TNV avarTapaywyLtkn
nAIKia Kal TNV EUpNvonmavon;

Tuotaon 20: O pdC1-INH gival n Bepamneia emAoyng, Toco
oT1a enmelo6d1a, 600 Kal yla Bpayxuxpovia Kal HaKpoxpovia
TPo@UAAEN o€ eyKUOUG Kal ONAALoOUOEG YyuVaiKeg

2TIG YUVAIKEG, N €UUNVOC pUCH UTTOPEL VA ATTOTENEDEL
EKAUTIKO TTapdyovTa emelcodiou ayyelooldNUaATOG, EVW TO
1/3 mePITMOU TWV YUVAIKWYV TTAPOUCIALEL AuEnUEV CUXVO-
TNTa €Melcodiwv KaTtd TNV Eupnvonavon.®

A.E.TEPMENHZX kat ouv

YUotaon 21: Ta avTiICUAANTITIKA Kal N Beparmneia opuo-
VIKNG UTTOKATAOTAONG UE OlOTPOYOVa avievSeikvuvTal
OTIG Yuvaikeg pe HAE

Too0 Ta AVTICUAANTITIKA 600 Kal N Ogparneia OpUOVIKNAG
UTTOKATAOTAONG ME OloTpoyova avtevOeikvuvTal OTIG Yu-
vaikeg pue HAE, emeldry umopei va emdelvioouv Tn voco.?

luvaikeg pe eppdvion KpioEwV ayyELOOIBUATOG OE Ve-
apn NAkia mapouctdlouv cuxvda auénpévn cuXVOTNTA Kal
Baputnta enelcodiwv katd Tn SIAPKELA TNG EYKUPOOUVNG
ToUuc.8 Emi mAéov, éxel mapatnpenOei oT1 ot yuvaikeg pe HAE
TTOU AVAPEPOLV CUXVA ETIEICOSIA PETA ATIO NXAVIKO TPAUA
TapouctdlouV TTEPIOCOTEPEG KPIOELG KATA TN SIAPKELD TNG
KUNnongG. Ta ayyelooldApata otnVv KOIALAKH XWPEa gival cuxvd,
mBavétata Aoyw TIiEONG TNG UATPAC KATA TIG LETAKIVIOELG
TOU gUPpuou.838

Ta enimeda tou C1-INH ehattwvovtal otn StdpKela TNG
KUNONG KAl ETTAVEPXOVTAL OTA PUOIONOYIKA JETA TOV TOKETO.
H Sidyvwon véwv neplotatikwv HAE katd tn Sidpkela tng
EYKUHOOUVNG TTPETTEL VA YIVETAL HE UEYANN TTPOCOXI] KAl Ol
SlayvwoTIkEG e€€TACEIG va emavalapfavovTal HETA ToV
TOKETO.5%7

O evboAéPiog pdC1-INH ival To @dapuako ekKAoyng
1600 yla TNV Kat' emikAnon Bgpaneia Twv enelcodiwy, 6co
KAl yla TN Bpaxuxpovia f tTn HaKpoxpovia Tpo@UAAén otn
Sidpkela NG KUNoNG. Map’ 6T1 Sev untdpyouv emapkr dedo-
Héva, n ouvéxion TN LTP pe urmtodopio pdC1-INH Ba mpémel
va yivetal otn pkpotepn duvatr anmoteAecpatikry S6on 8488

Ta avbépoydva Ba mpérmel va SI0KOTITOVTAL APECWE UETA
N Samiotwon NG KUNONG, EVW TO TPAVEEAUIKO 0&U pTTo-
pei va ouveyilel va XpNOIHOTIOLEITAL OTIG TIEPITITWOELG TTOU
Xopnyéeitat yia LTP kat givat armoteAeopaTIKO.®

H xpnon lanadelumab kat berotralstat otnv eykupoolvn
sival ekto¢ evdeifewv (off label) kat Sev cuviotatail.

Map’ 611 Sev evdeikvutal Katd TN SIAPKELA TNG EYKUMO-
ouvng (BA. mivaka 1), n IkatiBavtn éxel xpnoipomnolnOei o
MUEMOVWHEVEC TIEPITITWOELS XWPIG avapePOUEVEC avemBOU-
unteg avtidpdoelg oto €uPpuo.” Mmopei va xpnoipormol-
nOsi o€ emeiyovoeg mepimtwoelg mou o pdC1-INH Sev gival
SlaBéoipoc.

X e mepimtwon mou anaitnBei BpaxunpoBeopun mpo@L-
Aaén kat Sev untdpyel pdC1INH, umopei va xpnotpomoinO«i
FFR91,92

H @povtida tng eykvou pe HAE amartei SIEMOTNUOVIKA
ouvepyaoia TTOAWV I8IKOTATWYV (Bepdmnwy 10TPOC, HalEV-
TAPAG KAl avaloOnoloAdyoK), TTOU TIPETTEL VA KATACTPWOOUV
OUYKEKPIEVO OXESLO UE CAPEIG 0BONYIES YIA TIG TIEPITTTWOELG



AIATNQXH KAl ©OEPATIEIA ATTEIOOIAHMATOX

OToU amalteital emMeiyovoa QVTIPMETWTTION eMelcobiou 1
STP mipv ammd Tov TOKETO. Av Kal KAOe TepimTwon TpEmel
va e€ATOUIKEVETAL, TIPOPUACKTIKN Beparmeia cuvnBwg Sev
anaiteital oe @UOLOAOYIKO TOKeTO.53 pdC1-INH mpémel va
gival mavta S1a0€o1pog Katd Tn SIAPKELd TOU TOKETOU Kal
Y10 TOUAAXLIOTOV 48 WPEG UETA.

TUotaon 22: X TEPIMTWON KAIOAPIKNAG TOUNG, TTPETTEL
va xopnyeitat pdC1-INH mpo@UAAKTIKA

3 € MEPIMTWON KAIOAPIKAG TOMNG, TTIPETIEL VA XOpNYEiTal
pdC1-INH mpo@uAakTikd. MpoTtipdtal n emokAnpidlog and
TN YEVIKA avalodnoia, WwoTe va anmogelyovTal ol TMOavEg
KOKWOELG TWV agpaywywyv amod tn dtacwAnvwon.

O OnAaopdg ouvodeveTal cuxvda amod avénon TG ou-
XVOTNTAG TWV EMEICOSIWV TNG UNTEPAG, N AVTIUETWTTION TWV
omoiwv PETmel va e€ATOUIKEVETAL KAl VA AABAvVeL uTT oYLV
TNV enmidpaon tng Oepareiag kalt oTo veoyvo.*?

lMNa 1ig aoBeveic pue HAE-nC1INH Sev undpyouv Beparmeu-
Tikd Sedopéva. Emtuxng LTP pe pdC1-INH katd tn Sidpkela
NG KUNONG éxel avagpepOei o 3 aoBeveiq (2 ue HAE-FXII kat
1 ne AE-UNK).*? Yrtdipxouv emiong avag@opé£g yla emtuxn LTP
Ue Tpavedapikd ofu og aoBeveic ue HAE-FXIL.

5.2. AVTILETWTTION TOU KANPOVOUIKOU
ayyeloodripatog ota maidid

Map’ 6t1 n yevetikn BAABN umdpyet amod Tn yévvnon, N
KAVIKN TNG €KPPAon ival TTOAU OTTAVIA O0TA VEOYEVVNTA KAl
ota Bpépn. Ta emelcodia Pmopei va epgaviotouv omoladn-
TIOTE OTIYUr), AANG cuxvoTepa apxifouv katd Tnv mMaldIkA N
TNV €enPikn nAikia.*** H ocuxvotnta Kat n Baputnta Twv
enelcobiwv ouvnBw¢ avdavetal Katd Tnv eenpeia.”®

Ta dedopéva amd 1o ENANVIKO UNTpwo acBevwy £6e1&av
OTL Ol JLooi Trepimou aoBevei eppavicav KpIioelg ayyel-
ooldNuatog o€ nAikia <8 eTtwv.** To yeyovog pdAlota oTl
o€ TTEPLOCOTEPA aTTd TA Iod TTadIld TO TIPWTO ETELCOSI0
evtom{otav otnv Kolkld kabiotd 18laitepa Suoxepn TNV
vrropia S1dyvwong, e101KA OTIG TTEPIMTTWOELG XWPIG KAnpo-
VOUIKO LIOTOPIKO.

To MapuPWSEC £pUBNUA, éva PEVYANEO SAKTUNOEISEG
£pLONUA TTOL AVANTITUCCETAL WG TTPOSPOO ONUEIO, EUPaVi-
Cetaimmo ouxvd ota matdtd Kat TTOANEG POpPEG EKAABAveTaL
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AavBaopéva wg kVISwTIKO e€AvOnua.*>?”

H Bepameutikn avtipetwmion ota maidid, Omwc Kal
OTOUC EVNAIKEG TTEPIAAUPAVEL TNV KAT' eTTiKANON Ogparmeia
Twv emelcodiwy, Tn Bpaxunmpobeoun kal Tn pakpoxpovia
TTPOPUAAEN HE TA POAPHUAKEVUTIKA TTPOIOVTA TTOU £XOULV EVOEL-
&n yia v maidikn nAkia. Ta Socoloyikd oxripuaTa Twv v
AOYW (PAPHUAKEUTIKWY TIPOIOVTWYV AvVaYPAPOVTAL AVOAUTIKA
oTov mivaka 1. ZNUEIWVETAL OTL EKTTOVOUVTAL CUVEXWG VEEG
KAVIKEG UENETEG, Ol OTIOIEC TPOTTOTTOIOUV TTPOG TA KATW TA
NAIKIOKA OpLa TWV OXETIKWVY QOAPUAKWV.%

To HAE-nC1INH omavia epgavifetal Katd tnv maidikn
nAkia. EvtouTtolg, to 10% mepimou twv acBbsvwv pue HAE-
FXIl mapouctdlouv CUPTTTWPATA TIPWV ATTO TNV NALKIA TWV
12 eTWv.”

Yuotaon 23: H 6gpansia twv enelcodiwv ota madid mpé-
netva yivetat pe pdC1-INH ry ikatiBavtn (nAikia >2 eTwv)

S UYKEKPIUEVO YPATTITO BEPATIEVTIKO TTAAVO OE CUVEPYO-
oia pe Toug yoveicg eivat amapaitnto. Téco o pdC1-INH 6co
Kal N KATIBAVTN gival armoTEAECUATIKA KAl Ao@ANr @ApUaKa
yla ta maidid. Yoo TnpIKTIKA aywyn HE avamAipwaon Lypwv
OTA AYYELOOISAMATA TOU TIEMTIKOU Kal ArmeAeVBépwon
TWV 0EPAYWYWV OTA ayyelooidnuata Adpuyya Umopei va
amairtnBouyv.’0707

H ekmaidguon TnG OIKOYEVELAG OXETIKA PE TOUG EKAUTI-
KoUG TapdyovTeG Kal Tn Bgpareia Twv oféwv emelcodiwv
€ival TTOAU onpavTikn. Z1dx0G TG Ogparneiag ival n MArpng
e€opdAuvon ™G {wrg Twv MASIWV KAl N CUPETOXH TOUG OE
OAEG TIC SPaAOcTNPIOTNTEG TNG NAIKIOG TOUG. TNV EMAOYH TWV
aBAnudTwyv npémnetl va cuvumohoyiovtal TOoo ol eMOUieg
Twv matdiwy, 600 Kal ol I8lAITEPOTNTEG TOU Voorpuatog. Ot
EKTTAISEVTIKOI KAl TO UYEIOVOUIKO TIPOCWTTIKO TWV OXOAE(-
WV TIPETIEL VA €VAL EVNUEPWMEVOL VIO TO VOO A Kal va
S1abétouv ypantd oxédlo avtipetwrmiong. pdC1-INH kat
IKaTIBAvtn mpémnel va eivatl mavta Siabéoipa oto oTity, 010
OXOAEio, 0TIC ekOpoEC Kal ota tadidia.

Tuvotaon 24: Olol ot acBeveic pe HAE mpérmel va gival
euBoAiacpévol yia nmatitida A kat B

Emeidry 6\ot o1 acBeveic pe HAE eival ummoyrigiol yia
Oepareia pe mpoldvta MAAdcopatog, Ba mpémel va gival u-
BoAtacpévol yla nratitida A kai B.% 192
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Hereditary angioedema is a rare disease manifesting with recurrent attacks of disabling and potentially life-threat-

ening angioedema, for which early diagnosis and effective therapy are critical. Recent scientific progress and the de-

velopment of novel therapeutic options has engendered multiple important changes in the diagnosis and manage-

ment of the disease. In an attempt to encourage and facilitate the use of this progress for all patients, the Hellenic

Society of Angioedema has undertaken the effort to develop consensus recommendations for the diagnosis, treat-

ment, and management of hereditary angioedema in special patients’groups. To this aim, a panel of 11 experts was

assembled and a modified Delphi method was used. After a comprehensive review of relevant literature from the

last five years retrieved from Medline, the initial text of the recommendations was formulated and consensus was

sought among the experts. The consensus included statements that were agreed by more than 80% of the experts.

This article presents the 24 consensus recommendations that were finally formulated.
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