Ha npaBax peknamu
MaTepian cTBopeHnin ans iHhopMyBaHHA crewuianicTiB OXOPOHM 340POB’s

LLIO TAKE CNTAOKOBUM
AHIFNOHEBPOTUYHUMA
HABPSIK (CAH)?

CAH — ue pigkicHe cnagkoBe 3aXBOPIOBAHHS,
Ke NPU3BOAUTb 00 HAOPSAKIB, LLLO NMOBTOPHOOTLCS,
3 YPAXKEHHAM PI3HMX YaCTUH Tina.

XapakTepHi nposiBu Ha6bpsakiB npu CAH:

e Habpsaku poO3BMBAOTbCA MNOCTYMOBO,
Big Kinbkox 0o 12-36 roguH i TpuMatotbea 2-5 gid

e HeMae edeKkTy Big MPUMNOMY aHTUMICTaMiHHKMX
npenapaTiB Ta MMIOKOPTUKOCTEPOIAHNX

rOPMOHIB
e HeMae YiTKoro 3B’A3KYy 3 aflepreHom

L
\ e Habpsakum 60n0Yi, HECUMETPUYHI, Hanpukiag,

Ha o6MYYi — ryobum abo NoBika, B KiHLiBKax —
pyka abo Hora

e Moxe HabpsakaTh byab-aKa YacTuHa Tina

e Moxe 6yTh BiNb y XXUBOTI Ha KLUTaNT
«rOCTPOTrO XKMBOTa»

e LlIKipHi nokpmBK BiNi Ta WinbHi

e HeMae cBepbexy Ta rinepemii

Y pasi nino3pu Ha CAH -
NPOKOHCYJIbTYMTE NauicHTa B iMyHoOnora



HizHaiTeca
npo CAH 6inbure —
ckaHy¥ QR-xox

CAH —

LLE PIAKICHE
FrEHETUYHE
3AXBOPIOBAHHA

3a pi3HMMUM ouiHKaMK, Bpaxkae Big 1 Ha 10 OO0
o 1Ha 50 000 nogen y BCbOMY CBITI.

CAH Big3HavaeTbca NepiognyHMMM enizogamm HabpsaKiB
LUKIPW PI3HUX YAaCTUH TiNa, a TAKOX HAabPAKOM ANXANbHUX
LUAAXIB Ta BHYTPILLHIX OpraHiB.

¢ CnapKoBWUM O3HAYaE, LLO yepe3 reHn 3axXxBOprOBaHHA MOXe nepenasa-
TUCS BiO OQHOroO MOKOAIHHA 4O HACTYMHOrO.

¢ AHrio o3Hayvae, Lo HAabPSAK NOB’A3aHUN i3 CYANHHUM KOMMOHEHTOM.

* HeBpPOTUUYHUM O3HAYAE, LLIO OOHIEIO i3 MYCKOBUX MPUYNH HaBPAKY
€ CcTpec.

* HabpsiKk 03HaYa€ HaKOMUUYEHHS PIOVNHM B TKAHMHAX OPraHi3My.

Y YOMY NMPUYUNHA?*
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Binbwictb ntogen 3 CAH Be3 pocTtaTHbOro [inepakTMBHA akKTUBHICTb
MatoTb aediunT 6inka - abo dyHLioHYytOUOro KanikpeiHy NnpusBoanTb
iHriéitopa C1 ectepasu C1-INH aKkTuBHIiCTb [0 HAAMIPHOrO BUBINTbHEHHSA
(C1-INH). KanikpeiHy B niasmi 6papUKiHiHy, LLIO 3MyLLYE
Moro a6o HefocTaTHbO, KPOBI HEKOHTPOIbOBaHa. KPOBOHOCTHI CyaAuHN
abo BiH He hyHKLIOHYE BUBINbHATY PiANHY.
HaNneXXHWM YMHOM, Lle npn3BoanTb 4O HABPSAKY,
LLIO XapaKTepulye Hanag
CAH.




KNMIHIMHA AIATHOCTUKA CAH ™

0o KniHiYHUX O3HaK BigHOCATbCA:

¢ [lepiognyHi HabPAKK, AKi He cBepONATb | HE CYMPOBOAXKYIOTbCA
KPOMUB’'AHKOO

e [loBTOpPHI Hanagn 6010 B XXMBOTI

e BUMHWKHEHHS YTPYOHEHOro AMXaHHSA BHACigOK HabpsaKY
BEPXHIX OMXaNbHUX LLUNAXIB

e Habpaku pe3ncTeHTHI 40 BBeOEeHHA aHTUrCTaMiHHUX MpenaparTis,
FIIOKOKOPTUKOIAIB Ta/abo agpeHaniHy

¢ Habpakn MOXXYTb MPOXOAUTU CaMOCTIMHO NpoTArom 2-5 aié

e [iarHocTtoBaHum CAH abo HasdBHI MOro CUMMTOMMU B iHLLMX YNeHIB POOMHMA

MopTaHb YepeBHa NOPOXKHUHA
o o
* MoXxe 6yTuU cMepTesIbHUM ¢ YacTo NoegHYETbLCS 3 MEHLU
yepes acdikcito MOMITHUM HaBPSAKOM, CUNTbHUM
+ 50% nalieHTiB MaloTb 6oneM, 6/110OBaHHAM Ta Oiapecto.

LloHanMeHLwe 1 napuHreans-
HUN HaNag NPOTArOM XUTTH

Bip 70% pno 80% nadlicHTiB
MatoTb MOBTOPHI aBaoMiHaNbHi
) Hanaau.

KiHuiBKK
O

* Moxxe nepewkoanTun
rnauieHTaM BUKOHYBaTu
NOBCAKOEHHI 3aBOaHHS,
TakKi K BUKOPUCTaHHS
KnaBsiaTtypu abo
KepyBaHHA aBTOMObGinemM

FeHiTanii

Ha6psK AuXanbHUX LWASAXIB — 3arpo3/IMBUIA XXKUTTIO CTaH °

Habpak BepxHiX OMXanbHUX LUAAXIB MOXE MepekpuBaTh ixX Ta NPU3BECTMU
00 3apyXxu.

KniHiuHi o3Hakm Hanagy CAH i3 3anyyeHHSIM gUXanbHUX LWASAXIB BK/IOUAIOTb:
e TpyOHOLLi 3 KOBTAHHAM e 3aTWCKaHHA B ropni

e OXpunnicTtb e Y KpamHix BUNagKax 3agyxa

e 3MiHM B rosioci
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@ \o BIAIFTPAE BAXKJIUBY POJ1b Y CAH ™

@
k CAH Ha3uBaloTb CNagkoBMM, OCKINIbKM  BiH
° . MOXe nepepaBaTnca Big 6aTbkie. Cimgecar
‘ M'aTb BiACOTKiB togen, xBopux Ha CAH, oT-
.. PUMYIOTb Lie 3axXBOPIOBAHHSA 4epe3 CiMenHUn
® 3B’A30K. OgHakK 25% He MatoTb CiMenHoi icTopil.
Y Y umx nogen CAH po3BMBAETbCA BHACNIAOK

CMNOHTAHHOT reHeTUYHOI MyTauil, WO BUKIINKAE
3axBoptoBaHHA. CAH BBa)aeTbCs ayTOCOMHO-AOMIHAHTHOK XBOPOHOIO,
O O3Hauae€, Wwo nogmHa Mae 50% waHciB ycnagkyBaTuM po3nag, aKkLWwo
MOro Ma€ oauH i3 6aTbkiB. binbLicte Atogen 3 CAH MaloTb NnepLlini Hanag y
ONTUHCTBI YK MigaiTKOBOMY Billi.

HaBiTb KoM NTtoan 3 OOHIET poanHM MatoTb CAH, KOXKEH i3 HUX MOXKe Mo-pPi3-
HOMY MepeHoOCUTn XxBopoby. Hanpwuknaa, ogHa nognHa 3 CAH Moxe Bia-
yyBaTKM HabaraTto BaXk4i CMMMOTOMW, HiIXK IHLWKWW YneH CiMT, GKUM TakoxX
Mae CAH. CMMNTOMM TaKOX 3MIHIOKTbCA 3 YAaCOM y OOHOro nauieHTa. Bio-
MOBIOHO OO MiXKHAPOOHMX pekoMeHaaLlin, uneHis ciM’i nogen 3 CAH cnif,
NepeBipUTU Ha Le 3axXBOPHOBAHHSA, BK/OUYatoUM 6abych i oigyciB, 6aTbKiB,
6paTiB i cecTep, AiTeEM Ta OHYKIB.

TPYAHOLI AIATHOCTUKWU CAH

Ockinbkn CAH € pigkiCHMM 3axXBOPIOBAHHAM, | MOro
CUMMTOMM YaCTO iIMITYIOTb CMMMATOMM HLKMX 3aXBO-
ptoBaHb, nogam 3 CAH 3a3BuYanm HenpaBWSIbHO
OiarHOCTYIOTh Lie 3aXBOPKOBaHHA. Y 65% nauieHTiB
6y MOMUMIKOBO [OiarHOCTOBAHI iHLUI 3axXBOpPOBaH-

8 - HizHaiTeca
HS [O TOro, siK iM 6ynio BCTaHoBNeHO giarHo3 CAH. 6inbuIe Ipo
3anexxHo Big Nnokanizauii Habpsky Hanagn CAH BigMIHHICTH CAH
MOXKHa MOMWIIKOBO MPUMHATL 3@ aflepriyHi peak- BIA alIepr4Horo

Ha6pAKy —
ckaHy¥ QR-xox

Lii, Hacnigoky TpaBM abo rocTpi 3amanbHi Npouecu
B YEPEBHIN MOPOMHMUHI.




B YKPAIHI
HASIBHA NNABOPATOPHA
OIAFrHOCTUKA CAH

NABOPATOPHI TECTU HA BU3HAYEHHA CAH ™

MauieHTam 3 nigo3poto Ha CAH aiarHo3 Mae 6yTu BepudikoBaHUm nado-
paTopHo. [NepeBary Mae 0BOPa30Be BU3HAUEHHSA PIBHIO cneundiyHmnx no-
Ka3HUKIB Mja3Mu KPOBI.

HacTtynHi TecTn MOX

ninTeepANTA Riarkos CAH: e

e PiBeHb C4 U U U

e PiBeHb CI1-INH

¢ CI1-INH, dyHKLUiOHanbHUM [ ]

Ona piarHocTukn CAH i BUABNEHHA FreHETUYHUX MyTalil, aKi BNIVMBAOTb Ha
cuHTEe3 abo dyHkKuUito Cl-INH, MO)XXHa BUKOPUCTOBYBATU FreHETUYHE TeCTy-
BaHHSA, 0OCOB/IMBO B CYMHIBHUX BUMaOKax Ta y AiTen 0o 1 poky.

Tunu CAH

IcHye 3 Tunmu CAH. Jltogn 3 TMNOM | MatoTb B KPOBI HU3bKUIM PIiBEHb BIiNKY
C1-INH. JTrogn 3 Tnom |l MatoTb HOpManbHUM abo HaBITb NiABULLIEHUM PIBEHb
C1-INH, akum He npautoe HaneXXHUM 4YmHoM. CAH 3 HOpMasibHMM pPiBHEM
C1-INH Hapg3BuyanHo pigkicHun. MpuunHa uboro tuny CAH nondarae B iHLLIMX
reHeTUYHMX nopylleHHax (haktop Xll, aHrionoeTuH-1, MNasmMiHOreH, KiHi-
HOreH Ta iH.).

KoHueHTpauina AKTUBHICTb
Tvn CAH C1-INH C1-INH
Tnn 1 85% Husbka | Husbka |
Tun 2 15% H.opMaana a6o Hunsbka |
nigsuileHa T
CAH 3 HopManbHUM piBHeM CI1-INH
HopManbHa HopManbHa

Oyxe pigko




TPUTEPU (NYCKOBI YNUHHUKWN) HANALY

Y NONOBUMHM NALLIEHTIB CUMNTOMU 3’ ABNAOTLCA B AMTAYOMY Billi i nporpecy-
IOTb B Mepion CTaTeBOro Ao3piBaHHA Ta B MiANITKOBOMY Bili.

OcHOBHi Tpurepu CAH:

* TpwuBora ( ,Bb

¢ CTtpec 4 }

¢ He3Ha4yHa TpaBMa |
)

e XipypriyHi BTpy4YaHHSA
¢ Taki 3aXBOpPIOBaHHA, 9K 3acTyaa abo rpun

¢ [OpPMOHasbHI 3MiHMU

EMoOUiWHi Tpurepm:

EMOLIMHIN CTPEC, BUKIMKAHUN K CUNTbBHUMW HEraTUBHUMMU,
TaK | MO3UTUBHMMU eMoLiaMUn, MoxKe ByTu Tpurepom Hanagy CAH.

P O & 8

LLno6 3MiHM Y BIAHOCUHAaX 3MiHa Micus 3MiHa Micusa
NPOXXNBAHHSA po60oTHn

CTOMATOJIOrIYHI NPOLEAYPU

TpaBMa NOPOXKHUHK POTa, CrPUYNHEHA CTOMATOJIONIYHN-
MU MpoueaypaMuy, MoXKe CNpoBOKYBaTM HAabpPsK POTOBOT
MOPOXHUHK Ta 36iNbLUNTU PU3MK AHTIOHEBPOTUYHOIO
HabpaAKy ropna Ta/abo OUXasabHUX LLIAXIB.




BNJiuB rOPMOHIB HA HANAOU CAH®

AK NOBIOOMNSAETLCS, Y XIHOK MeHCTpyaLlii Ta BariTHICTb
MaloTb BEIMKMIM BMJIMB Ha aKTUBHICTb 3aXBOPKOBAHHA.
Heski nauieHTKN BiA3HayatoTb NeBHe 30i/blUeHHS Kiflb-
KOCTiI HamagaiB Mmig yac MeHcTpyauin. LLlo yacTtoTa Hanagis
y nauieHTok 3 CAH Mo)ce gk CyTTEBO 30iNbLUyBaTUCA, Tak
i 3MeHLIYyBaTKCA Nig Yac BariTHOCTI.

3aCcTOCYBaHHSA JIiKiB, LLLO MICTATb €CTPOreHu, Taki AK opasbHi KOHTPaUenTu-
B/ Ta 3aMiCHAa ropMOHas/bHA Tepanis, TakoXX MOoB’A3aHe i3 30i/blLUEeHHAM
4aCTOTU Ta TAXKKOCTI Hanaais CAH.

Jlikapto, akmn cnocTtepirae XiHok i3 CAH, cnig 3BaXkaTu Ha Le Npu peKko-
MeHOaLIAX KOHTPOI0 HAPOAXYBAHOCTI Ta NpW HEOOXiAHOCTI NPMU3HAYEHHS
€CTPOreHHMX npenaparTiB 3a MeANYHUMMN NOKA3aHHAMM.

IHFIBITOPU AN®’

\

Lla rpyna npenapaTiB 4acTO BUKOPUCTOBYETLCA O
NiKYyBaHHA BMCOKOIo apTepiaslbHOro TUCKY Ta cepueBol
HegoCTaTHOCTI. IHriGiTopn AMN® 36iNbLUYOTb YAaCTOTY Ta
TaXKicTb Hanagie CAH, i ToMy ix Ta rpyny 6s0kaTopiB
aHrioteH3nHoBux peuentopie (BPA) He cnig BxuBath y
BMMAOKY CYNYTHIX CepLeBO-CYANHHMX 3aXBOPIOBaHb.

4YOMY CAH € NEPBUHHUM IMYHOAE®ILNTOM?

BN/

OcHoBHOW NMpuynHot CAH € nopyLlleHHS DYHKLIIOHYBaH-
HS CUCTEMU KOMIIJIEMEHTY, @ CaMe - aKTUBHICTb iHriBiTOpa
Cl-ectepasn. CucrteMa KOMIMIEMEHTY € YAaCTUHOK IMYH-
HoOi cuctemum ntognHu. Tomy CAH € nepBUHHUM (BROOXE-
HUM) iIMyHOOEedIUMTOM, a BCTaHoBMOBaTK giarHo3 CAH Ta
NiKyBaTU MaLEHTIB 3 L€ HeOQyrok Mae€ Jliikap-iMyHOJIOr.



CNAOKOBUU AHFNOHABPSAK (CAH) —

Le pigkicHe 3axBOPKOBAHHSA, WO CNPUYMHEHE HeOOCTaTHICTIO
Cl-iHri6iTopy B KpPOBI MauUi€eHTa. 3axXBOPIOBAHHSA BUABMNAETb-
Cca 'y BUMrNaOl HabpPKAKIB KIHUIBOK (PYKK, HOMM), 06MYYS, LW,
ropTaHi, @ TAKOXX BHYTPILLHIX opraHiB (6iflb y XXUBOTI).

[isHaTucs 6inblue iHhopMaLLi NPO CNagKOBUIN aHTOHEBPOTUYHUM HABPSK
MO>XHa Ha CaunTi

m] [

https.//www.knowhae.com.ua http://careforyou.com.ua/

Y PA3I NIiRO3PU HA CAH -

NMPOKOHCYJIbTYUTE NALIEHTA
B IMYHOIJIOTA
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