KnuHnyeckas kapTMHa 6one3Hu:

Ileroynas runeptonus (JIFK) — Tspkenoe 3aboneBanue,
KoTopoe BCneacTBue CUMNBHOTO CYyXeHusi
NpekanunnspHblX feEeroyYHblX COCyAOB BedeT K
MpOrpeccupyoleMy  YBENUYEHUIO  Harpyskm Ha
npaBbIi Xenygoyek cepaua u KOTopoe MMeeT MHOro
pasnuyHbIX MNpuYMH. HekoTopble BapuaHTbl 3TOrO
3aboneBaHus obbeanHsATCA noa HasBaHvewm JIA
(nerouHas apTepuanbHas runepToHus). [MpuymHa
nogeonatnyeckon JIAI (paHee HasbiBaemow [T —
NepBUYHON NEroYHOW r’MnepToHWen) He M3BEeCTHa, O
YyeM roBopuT uU camo HasBaHume. K JIAIT oTHocaTtcs
Takke 3aboneBaHusl, BbI3BaHHbIE CPeACTBaMM,
CHWXalLWMMKU anneTuT, 3aboneBaHMsSMU MNEYEHH,
COeINHUTENbHON TKaHn, BUNY-nHdekumen 7]
BPOXXAEHHLIMM NOPOKaMn cepaua.

Kpome Toro, Ttsixenasa JIIL HaGniwopaetcsa npwu:
NPOSIBMEHNSIX XPOHUYECKOW Tpomboambonuu,
XpOHu4yeckunx 3abonesaHuax nerkux (Hanp., XO3J1 —
XPOHMYECKOrO OOCTPYKTMBHOIO 3ab0neBaHNs ferkux,
¢dunbposa), KOTOpbIM COMYTCTBYET OTpULATENbHBIN
KMCMOpoAHbIN BanaHc, a TakKke Mpu HEKOTOpbIX
OPYrMX O4eHb peaknx 3aboneBaHusXx.

Koro nopaxaeTt ngnonartunyeckas JIAIr?

JKeHWuH 31O 3aboneBaHue nopaxaeT MPUMEPHO B
OBa pasa valle, 4eM MyX4nuH. OHO MOXET HaCTyNUTb
B ntobom BO3pacTe, HO Yalle BCEro OHO HavMHaeTcs
B Bo3pacTe mexay 20 un 40 rogamu.

MpuynHa 6onesHu:

* Wpuonatnyeckasa JIAI moxeT ObITb NepegaHa no
HacneactBy. OTHocuTenbHO apyrux dopm JIATI
npegnonaratoT Hanmune reHeTU4ecKon
npeapacnonoXeHHOCTH.

e 3avyacTylo MOXHO [JoKa3aTb WMMMYHONOrMyeckue
ocobeHHoCTH 3aboneBaHus, oAHako nx
MeOMLMHCKOEe 3HaYeHNe He BbISICHEHO.

e CpepncTBa, CHWXaOLWME anneTuT, NoBbILAKT PUCK
3abonesanwus JIIM npumepHo B 10 pas.

MpoTekaHne 60ne3Hu:

Yawe Bcero 0onesHb MpoTeKaeT C XPOHUYECKUM
nporpeccupoBaHneM, CMOHTaHHbIN perpecc
HabniogaeTca peako. Hambonee 4vactonm npuyMHON
CMEpPTN  SBMSIETCS  HEeAoCTaTOYHOCTb  MpPaBOro
Xenyaodka cepgua.

Kanobbi:

* O[bllWKa Npwu Harpyskax

* MpexaeBpeMEHHOe yToMIleHMe/ycTanocTs npu
Harpyskax

* CTeCHeHHOCTb unu 6onu B rpyam Npu Harpyskax

e Konnanc
e OTEKM Hor
*  CMHIOLIHOCTL ry6

MpuunHa xano6:

M0 cyXeHHbIM neroyHbiM cocydaMm npoTekaeT
OOCTaTOMHO MHOTO KPOBM TONbKO MNPU  OY€Hb
BbICOKOM pfaBneHun. [paBbii xenygovek cepgua
MOXEeT co3gaTb Takoe fJaBneHve nulib B
orpaHn4yeHHon CTENEeHMN. MowHocTb HaKauvku
CHMXaeTCs, U3-3a Yero CHMXaeTcsl KpOBOCHabXeHne
opraHoB M obecrneyeHne Ux KUCIIoOPOAoM.

MocTaHOBKa AnMarHosa:

« Oxokapauvorpacdua kKak TeCcT Ha onpegeneHue
Oone3Hn M KOHTPONb 3a TedyeHueM 6onesHu, a
TaKkxXe KakK MeTon NCKJTIOYEeHundA nepBUYHbIX
3aboneBaHn MbILLL, MU KlanaHoB cepALua.

e OKI kak TecT Ha onpegeneHne 6onesHn U MeToq
MPOBEPKN Ha HanMune HapylweHus pPUTMOB
cepaua.

e PeHTreHorpamma Jnerkux C LUesfbl MWCKITHYEHUsI
MPOLIECCOB B JNETrKMX M AN TEKyLEero KOHTpons
pasmepoB cepaua.

e OyHKUMOHAaNbHasA OuarHOCTUKa TNErkMx C Lenbko
MCKNoYeHNs 3aboneBaHunin Nerkmx.

e AHanus rasoB KpoBW OS1 NPOBEPKM MOKa3aHUN K
NEYEHUI0 KNCNOPOAOoM.

* 3oHOMpoBaHWe cepaua «ManbiM KaTeTepom» Ansi
M3MepEeHUsl MoToKa U AaBMEHUs KPOBU B NETrOYHbIX
cocygax. [lpym 3TOM BO3MOXHA MpOBeEpKa
OEenCcTBUS COCYL0OPaCLUUPSAIOLLMX CPeacTB.

INeyeHne:

e [auya kucnopoga MOXeT ynyywntb CHabxeHne
OpraHoB KUCITOPOAOM.

* Kak n npexge, pekomeHgyeTtca obeperatb cebs
OT (PU3MYECKMX HArpy3oK C Lienbio nogaepaHusi
YHKUMI cepaua, T.K. MpU TsHKenbIX Harpyskax
cny4daroTcd OOMOPOKM uNnM HacTynaet CMepTb.
OpHako B oTaenbHbIX Cryvasx LenecoobpasHbl
dusnveckme YynpaxHeHUss nod KOHTpoONeM wu
PYKOBOACTBOM creuuanucTa.

* Mapkymap cnocobecTByeT yBENUYEHNIO
NpPoOAOIIKNTENTbHOCTH KU3HU n AO0J1KEH
NPUHUMATbCA BCeEMU nauneHTamu, Xopowio
nepeHoCcALUMN MapKymMap. .

e  AHTaroHucTbl KanbLuud OKa3blBakOT
OOMrOBPEMEHHOE  MONOXWUTENbHOE  OEeNCTBUue
TONMbKO MpumepHo Ha 5 % nauueHToB (Tak

Ha3blBaeMbIX  «PECrnoHAepoB»). WX  MOXHO
npvHUMaTh B BUAe TabneTok.

» [pocTauuknuH crnocobeTtByeT yBEJTUYEHNIO
NPOLOIMKUTENBHOCTU  XKM3HW, HO OH [JOOJKEH
HenpepbIBHO BBOAUTLCA BHYTPUBEHHO, U3-3a Yero
MOryT  BO3HMKHYTb MOBOYHbIE  SABMEHUS U
OCINOXHEHWS.

* Bpbixaemble npocTaHonabl ABNATCA
anbTepHaTMBOM  BHYTPMBEHHOW  Tepanuu C
MOMOLLBID  MPOCTaLUUKINHA. MpenapaTt Aans
WHransaumi SONyLweH K NPMMEHEHWIO B CeHTs0pe
2003 rogpa. HepmaBHO B xoQe uccrnegoBaHWUN,
UMELLMX BaXHOE 3HayeHuMe pfns gonycka kK
WHransumoHHoOW  Tepanuu, Obin  ycnewHo
NpoTecTUpoBaH [Apyron npenapat MeAneHHOro
OEeNCTBUS, yXKe paspelleHHbI K MCMOoMNb30BaHuo
ONS NOAKOXHbIX Y BHYTPUBEHHbBIX MHBEKLWIA.

e [lepBbIl OpanbHbIi @HTAarOHUCT 3HOOTENMHOBOIO
peuenTopa 6bin paspeLleH K MCNONb30BaHUIO Ans
neyenus JIAI B mae 2002 roga. C ceHTa6psa 2006
roga paspeLleH HOBbIN A-aHTaroHucT
3HAOTENNHOBOrO peLenTtopa, 3a Kotopbim B 2008
rogy nocrnenyet HoBbli npenapaT. B cBsaAsu c
BO3MOXHbIM ~ HaHECEHWEM Bpega  neyeHu
HeobxoaMMo perynspHo KOHTpOnMpoBaTb
nokasartenu paboTbl NeYeHu.

* WHmmbutopbl  cocdoanacTepasbl-5  ABNSATCS
3hPEeKTUBHLIM, HAOEXHBIM U HaLeneHHbIM
UMEHHO Ha JfevyeHue Inerkux TepaneBTUYECKUM
cpeacteoMm nedeHuss JIAI B cdopme Tabnetok.
OHu Obinn gonywieHbl K MPUMEHEHUIO B KOHLE
2005 roga. B 2007 rogy ycnewHo npowlen
KNMMHUYECKNE UCMbITaHUSA BTOPOW Npenapar 3Toro
Knacca MeAdMKamMeHTOB, Ha KOTOpbIN  eLle
npeacrount nonyynTb paspeLleHue Ha
nNpUMeHeHMe.

»  KnuHnyeckun onbIT cBuaeTenbcTByeT o]
L,enecoobpasHOCTU UCNONb30BaHUS KOMOUHaLNIA
N3 pasnunyHbIX JENCTBYHOLLNX BELLIECTB.

« [pyrve gencTByoLMe BELLECTBA, KakK, Hanpumep,
NHIMBUTOPLI TUPO3UHKMHA3bI, aKTMBaTopbl
pacTBOPUMON FyaHunaTumknasbl, aHTaroHWUCTHI
CEpPOTOHMHA W Ba3OWHTECTUHAmbHbIN MenTug B
HacTosilllee BpeMs  MpoOXogdAT  KIIMHUYECKMe
UCMbITaHWA B LIEHTPaXx, CNeunannampyroLmMxcs Ha
Jir.

UccnepoBaHue JII' B FTepmanun:
e JIl- 1spkenoe 3aboneBaHue, KOTOPOE 3ayacTyko
AnarHocTmumpyeTca CrnukomMm no3gHoO U KOTopoe



OYeHb CIOXHO OXBaTUTb CTATUCTUYECKUM YHETOM.
B r. 'ncceH Begetca depepanbHbii peectp. [o
HacTosLLero BpeMeHun B 'epmaHnm nmeetcsa mano
nHdopmaumm o 4YactoTe 3Toro 3aboneeaHus u o
nporHo3ax Ha Gyayuiee.

* LUeHTpanbHbln  peecTp nNpu3BaH PacLIMPUTb
Hay4Hble 3HaHMsA 0 BonesHn n cnocobcTeBoBaTh ee
LeneHanpaBneHHOMY U3YYEHUIO.

* B HacTosILEe BpeMs B YHMBEPCUTETCKON KITMHMKE
r. Xangenbbepr BeOyTCS paboThbl no
onpeaenexuto rEHETUYECKNX NPVYMH n
pacno3HaBaHWO BO3MOXHbIX PaHHUX pOpM 3TOro
3aboneBaHus.

« B Xavpenbbepre wun [ucceHe npegnararTcs

CKPUHWUHr-MccnegoBaHus cemen.
YHuBepcuteTckne KnuHUkM Xanmgenobepra u
Mccena SABMSAOTCSA MHULMaTopamm
obLeeBponenckoro MYNbTULEHTPUYECKOTO
uccnegoBaHMs MO paHHEMY  BbISIBMIEHUIO W
reHeTuke Jr. 3710 ncernegoBaHve

nogaepxusaetca  Komuccuenn  EBponeickoro
Coto3a.

C 2006 roga KpynHbIN MeQULUMHCKNA NpoekT «Pulmo-
tension», koopguHupyembinn [ucceHckum LleHTpom
nccrnegoBaHus nerkux, 3aHMMaeTcs
cucTeMaTUY4eckKMMyU  UCCreAoBaHMsSIMU  NIEFOYHON
rmneptoHun. Pabota B pamkax npoekta Begetcs oT
N3yyeHnss npuuMH GonesHn Ha MONeEKynsipHOM
YPOBHE [0 pa3paboTku cTpaTernm ee IevYeHus.
MpoekT 3annaHmpoBaH Ha 4 roda U Takke
nogaepxusaetcs EC.

« B cneunanuampoBaHHbIX UeHTpax [epmaHun
(Hanp., B bepnuHe, [ucceHe, Xawngenobepre,
[laHHOBepe, MioHxeHe, Xombypre (Caap),
Jlevnuure)  npoBoguTCca  psAg  KITUMHUYECKMX
nccrnefoBaHUn, HanpaereHHbIX Ha ANarHoCTUKY U
nevenue JI.

* WccnepoBanns ¢ uenblo pas3paboTkm  HOBbIX
METOAOB  NleyeHns  (T.H.  «TPaHCNSLMOHHbIE
nccriegoBaHusa») TpebytoT ob6beauHEHUA yCUun
yYeHblX, Bpayen, naumMeHToB, OOLLECTBEHHbIX
doHOoB copencteua (kak, Hanp., Hemeukoe
Hay4HO-UccnegoBaTenbckoe 00beauHeHne) u
Hay4HO-MCCNeaoBaTeNbCKMX CTPYKTYp
hapmaLeBTUYECKON NPOMBbILLFIEHHOCTH.

C popyrumu Bonpocamu npocum obpaluatbes K
Balemy Bpady nnv B npaeBrneHue Hallero
006beaNHEHUSI.

ph e.v.
O6uwecTtBeHHoe O6beAnHeHne caMmonomMoLLm

U3paTtenb

lNpaBneHne o6veanHeHuns «ph e.v.»
ABTOp - BpyHo Konn

Bopmcep WTp., 20

76287 PanHwTeTTeH

E-Mail: info@phev.de

www.phev.de

KoHTakTHOEe 6topo B Kapncpya
'paduk paboThbl:

H.—nT1.: 10 — 16 vac.
Ten.: ++49 (0)721 — 3528 381
dakc: ++49 (0)721 — 3528 880

CueT ANA NOXepTBOBaHMUN:

lMonyyatenb: «ph e.v.»,

BaHk «Spar- und Kreditbank Rheinstetten eG»
P/c Ne: 8024596

Kop 6aHka: 660 614 07

Monyyatens: «ph e.v.», 6aHk «VR-Bank Aalen eG»
P/c Ne: 128100 001
Kopa 6aHka: 614 901 50

Ap,peca KOOPAUHUNPYHOLWUX KIMTUHUK:

LleHTp nccnepoBaHua nerkux B r. F’nmccexHe
(UGLC)
¢ 00O «YHuBepcuTeTckas knnHuka 'mcceHa u
Map6ypra»
MeguunHckas knuHuka ll, npod., a-p mea. Hayk
B. 3eerep
AmbBynaTtopHoe oTaeneHne NeroYHon rmnepToHmMm
Mpod., A-p Mea. Hayk A. odpaHw,
Maynb-Manm6epr-LLTp., 5
35392 'ncceH
AMOyJ1aTOpHOE OT/IeJIeHne
en.: ++49 (0)641/9942535

CemenHas neroyHasa runepToHusi

KnuHwnka OpraHoB rpygHom KNeTKn npu

\rIIHMBepCMTeTCKoﬁ KnMHUKe B Xarngensbepre
puBaT-goLEHT, A-p Med. Hayk 3. [proHur

AmanueHwTp., 5

69126 Xangensbepr

Ten. 06221/396-8053

PeabunutaunoHHas KnuHMKa ans 60nbHbIX
nero4Hown runepToHuen

PeabunutaunoHHas knuHuka B Xanaenbbepr-
KéHurwtynb

KOHT. nnuo: npuBaT-aA0LEHT, A-p Mef. HaykK

. proHur

Opyrve cneuvannsvMpoBaHHble KIMHUKM HaxoOsaTcs B
crneayloLmx ropogdax:

AaxeH, yHnBepcuteTckas KnvHuka, npod. Kenbm
BepnuH, Hemeuknii KapamMonornyeckun LeHTp,
?ocb. XeTuep

epIIMH, TpaBmaronoruyeckasi bonsHuua, npod.
Knebep
®PropT, PropTckada knmMHuka, npod. BopT
FamGypr, yHnBepcuTeTckasi KnmHuka,
CT. Bpay a-p Knose . )
FaHHOBep, MeaANLIMHCKMUI MHCTUTYT, Npod. Xénep
Xaipenb6epr, yHMBEpCUTETCKasT KNMHWKA,
)I'IJ)O(*). Katyc

omﬁygr Caap), yHuBepcuteTckas KnuHuka,
npod. 3nbpext

eMnuur, yHMBepcuTeTcKas KrnmHuKa,
npod. BupTu

aunHu, yH-T um. U. T'ytenbepra, npod. MioHuenb
MroHXeH, knnHunka «IpoccxagepH», npod. bep
PereHcOypr, yH/BepcuTeTCKas KnMHUKa,
Mpodh. MNMdpandpep

. HFTCKMG KINMMHUKKN, cneunanm3npyrownmecs Ha

BepnuH, HemeLkuin kKapamonorndecknin LeHTP,
npoc. beprep
ncceH, yHMBepcuTeTCKasa KnmHuka,
Mpodb. LWpaHy,
Xanagenb6epr, yHuBepcuTeTCKasi KNuMHKKa,
;l(pod). Ynbmep
omOGypr (Caap), AeTckas KNUHUKa,
od. Mionnep
eNnuur, 4eTCKNA KapauoriorMyeckui LeHTp,
Jr_|lpo . AlHaysek . .
r0beK, KNHUKa OETCKOM U MOIOAEXHOM
MeauumHbl, o-p Kéctep
MroHXxeH, KnnHunka «I'poccxagepH», npod. Hetu

Appeca gpyrux Bpaden, MMetoLmx onbIiT neveHus JI,
MO>HO Nony4nTb B oduce obbveguHeHus «ph e.v.».

MokpoBuTtens:
[-p SpsuH PetTtep, BageH-BiopTrembepr,
coumanbHbIi MUHUCTP B OTCTaBKe

Hay4Ho-meguuUMHCKoe pefakTupoBaHue JaHHOM
GpOoLUtopbI BBINOSIHEHO -HOM Npodeccopom, A-poMm
mMeg. Hayk A. ModpaHn (OO0 «YHuBepcuTeTCKas
KnuHuka M'mcceHa n Mapbypra») 1 r-Hom npueat-
OOLEHTOM, A-pOM Mefd. HayK 3. [ poHUroM (KnunHuka



OpraHoB rpyAHON KNeTKN NP1 YHNBEPCUTETCKOWM
KnMHuKe B Xangensbepre).

BpoLutopa BbinyLeHa Npu Apy>KeCTBEHHOMN
noaaepKKe HaLluMX CNOHCOPOB:

Actelion Pharmaceuticals Deutschland GmbH
Bayer Vital GmbH

Encysive Germany GmbH

Pfizer Pharma GmbH

NHdopmauus ans naymeHToB
Ne 1

6-e obHOBMNEHHOEe n3gaHue, sHeapb 2008 r.
ABTOpCKOE NpaBo NPUHAANEXNUT 06beanHeHMIo «ph e.v.»

KapTnHa 6onesHu
[lnarHos
JleyeHne

pulmonale hypertonie e. v. —
3apermcTpupoBaHHoe oobeanHeHue «JleroyHas
rMNepToHUA»

OOLlecTBeHHOE 06 beAUHEeHUe cCaMONMoOMOLLM
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