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depmeHTa.
2. FeHeTnyeckmit mapkep Alu Ins [ Del
3. leHeTHYecku nommopdusm [32-6pagMKMHUHOBLIX peLenToOpoB.
4. Moammopdusm b1 agpeHopeLenTopos.
5. Moanumopduam b2 agpeHopeLenTopoB.



KaTanm3ampysa paclwienneHme HeakTUBHOro aHrmoteHsunHa | ao
aKTUBHOIO aHrmoteH3uHa ll.



BcTaBKe (MHcepuuu, ) unn notepe (aeneuun, D) Alu-noBTOopa,
pa3mepom B 289 nap HykneotunaoB. [leneuna Alu-noBTopa
NnpUBOAUT K NOBbILWEeHUI0 akcnpeccuu reHa ACE.

Bo3amMoxHble reHotunsbl: /I, /D, DI/D






cepae4yHou hyHKUMN, DanaHca XXUOAKOCTU U MHOTUX APYrux
npoLueccos.



JIUINC VIVULLIT 1 U 1 D K VUUNMNUVUDUY Olulw

1M 1CS5ccA O nVALO _.._d

Kopbl HAANOYe4YHMUKOB, eAMHCTBEHHOIro NocTynarLero B KpoOBb
MUHeparnoKopTukouaa YyenoBeka.

KoHe4HbIM pe3ynsTaToM Takoro AeNCTBUA ABNAETCH
yBernimyeHme obbemMa LMpPKYnMpyroLen KpoBM U NOBbILLEHNEe
CUCTEMHOro apTepnanbHOro AaBrieHUs.



npeBpawarowmnmn cpepmeHT (AlNDP) — unpkynmpyrowmm Bo
BHEKIIeTOYHOM NpocCTpaHCcTBe b0enok (kapbokcunentupasa).

Bropasa BaxHasa chyHkuma AMN® — geaktnBaumusa dpagukuHuHa.



Kpome perynauunm KkpoBsaHoro gasneHus, AlN® yyacTtByeT B
pa3nuU4YHbIX npoLueccax, npoucxoasawmx B opraHmame. Ero
CUHTE3UPYHOT KINeTKU MHOIMMX TKaHEeU, TaKUX KaKk BaCKynsipHble
3HOoTenuanbHble KINeTKU, NoYeYyHble anuTennanbHble KIeTKM!,
TeCTUKYISIpHbIe KneTku Jlemgura m T. 4.

B Hopme y pa3HbIx nrogen yposeHb All® B nrnasme KpoBuU
MOXEeT pa3fnim4yaTtbCa 00 5 pa3. Y KOHKpPeTHOro Xxe 4yenoBeka
ypoBeHb All® gocTtaTo4yHO CcTabuneH.

Takue konedaHusa ypoBHs All® mexay noabMU Bbi3BaHbI
nonumopdpumnsmom reHa ACE.



UccnepoBaHuA TakKe NoKasbIBaloT, YTO Y BbICOKOKMACCHbIX
CNopTCMEHOB-CTaepoB yBenun4yeHa yactoTta annens |,
accouumpoBaHHasA ¢ BbIHOCNMBOCTLIO.

UHTepnpeTauusa pe3ynbTaToB
OueHkKa reHoTUNa No MapkKepy:

I/l — HopmanbHbIN ypoBeHb AllP B KpoBU

I/D — noBbIWEeHHbIN ypoBeHb All® B KpoBH

D/D — 3HaunTeNnbHO NOBbIWEHHbIN YpoBeHb All® B KpoBU
Pe3ynbraTbl nccrneaoBaHus AOMKHbI UHTEPNpPeTUpPoOBaTbLCA
Bpa4yoM B KOMMJIEKCEe C APYrMMU reHeTUYEeCKUMM,
aHaAMHeCTUYEeCKUMMU, KITMHUYECKMMUN U NnadopaTOpPHbLIMU
AOAHHBIMMWN. nttps:imelix.ruikblitem/18-011



Hanbonbwasa aktmBHocTb AlN® B nna3sme KpoBM oTMeYaeTcsl y
nuvy, ¢ DD-reHoTUNomM, HaMmMmeHbLWwasn - y nuy c ll-reHoTunom.
Jlnya c ID-reHoTNOM 3aHUMaAKOT NPOMEXYTOYHOE NOJIoXKEeHMUe.




EcTb AaHHbIE O TOM, YTO UHIIMOUTOpPLI AlNM®D He OoKa3bIBaKOT
NMOJIOXKNTENbHOro BIUAHUA Ha (PYHKLMIO NMOYeK
(HecbponpoTeKkTUBHLIN 3 peKT) Npu HegnadbeTUYeCKUX
3aboneBaHUsAX No4vek y 6onbHbIX ¢ DD-reHoTMNOM, HO
apdeKkTnBHbI Yy 60nbHbIX C lI-reHoTMNOM U ID-reHoTUNOM.



eHeT4yecKnn nonmMmopdPunmM aHrMOTeH3UHNpPeBpaLlaroLero
depMeHTA.

Takxe nony4eHbl AaHHble 0 BnNusaHum I/D nonnmopdpunima Ha
adpdekTuBHOCTL JIC U3 gpyrmnx rpynn.

OOHapyXeHO, YTO AOCTOBEpHOE yBenuyeHne hpakumm Boldopoca
NeBoro Xenyaoudka, a Takkke CHUXXKeHue KOHe4YHOro CUCToNmM4Yeckoro
n guacronunyeckoro ooremoB y 6onbHbiXx XCH Ha doHe
ANUTENbHOU Tepanuu C¢ BKIKOYeHUMeM CNUPOHOSTaKTOHa
Habnaanacbk TonbKo y naumeHToB ¢ XCH ¢ reHotnnamum Il n ID, HO

He DD.

B opyrom nccrnegoBaHmn ObISIO MOKa3aHoO, YTO B rpynne 00rbHbIX
XCH, He npuHnmaowumx B-agpeHobroKaTopbl, CMEPTHOCTL Obina
Bbilwle y nuy ¢ reHotunom DD.



Cyxon Kawenb cBA3aH C HaKonrieHnem OpaguKMHUHa B
CIIN3NCTOMN OOOSIOUKe Tpaxeu U KPYrnHbIX OPOHXOB, KOTOPbLIN, B
CBOIO o4yepeab, CNOCOOCTBYET aKTUBaUMU NpoBoOCHariuTesNibHbIX
nentnpoB (cyoctaHuum P, hocchonunasel C nnm A2,
npocTtarnaHaguHoB, HenponenTtuaa Y), a Takxke MeCTHOMY
BbICBOOOXAEHUIO TMCTaMUHA.



»ls o JINC -'.'.'. J 1 C A lOA R A V

nauueHTOB C apTepuaribHON rMNepPTeH3nemn.

B 10 XXe Bpemsa reHotun TT v T annenb BCTpevyanuchb
AOCTOBEpPHO Yalle Yy NauueHToB, Y KOTOPbIX BO3HUK CYXOWU
Kawlenb npyv NpMMeHeHUn UHFIMOUTOPOB.



I/D nonnmopdunsm AlN®D, nonnmopdpunim xmmasbl, a Takxe
CTPYKTYpPHbIe nonumopdpunsmbl 2-6pagnkKMHUHOBLIX
peuenTopoB He BNUAIOT HA YaCTOTY BO3HUKHOBEHUA CyXOro
Kawna npyv npumeHeHun uHrmnoutopos AllP.



[Moyemy cyliecTBYyeT pa3fiuyHasa TAXecTb 3aboneBaHNN?

YTOo npuBOAUT K NporpeccupoBaHnio OONe3HN y ogHUX, ay
ApPYyrux HeTt?

Ha yem ocHOBbLIBaeTCcA pa3HuLa B OTBETE OpraHU3Ma Ha
npoBoAMMYIO Tepanuko?



AoMeHe u kogupyeTt nnbo cepuH (Cep), nno6o rmuuuH ('nu).

Manbin nonnmopdusm Mmnd9 sBosuunkaet B 15% cnyyaeB y 6enon
pacbl, 15% y kutanueB, 13% acppoamepunkaHueB, B TO BpeMs Kak
Cep49 otnuyaeTcsa 3Ha4YnTENIbHbIM NONMMOPPU3MOM.



49 Ser/Gly

bl §§§§§W§§
I

289
Arg/Gly

(Fnn).

Manbin nonumopdusm NMmn3s9
Habnrogaetca B 27% cny4vaeB y
benbix, 29% y Kkutanues, B 42%
crniy4yaeB Yy ajppoamepUuKaHUeB.




16
Glylhrg

164
2 Thrllle

S
L

Gly/Gl

myTamuH27 nyTamMmmHoBas KUcnora
(TNH27Tny), Banni34MeTUOHUH
(Ban34MeT) n TpeoHuH164N30nenumH
(Tpe164Une).



NMonnmopdusm b2 agpeHopeuenTopoB

Pe3ynbraTbl reHETUYECKUX CBSI3eN 3aBUCAT OT YUCIIEHHOCTU U
roMoreHHoCTH nonynsuum, nonumopchnsmMm saBuCUMbIe
3aboneBaHuAa MOryT HabnraaTbCA B O4HOM pPermoHe m
OTCYTCTBOBaTb B A PYyrom.

Oco06eHHO 3TO KacaeTcH TaKOW NaTosIorMm Kak runepTeH3us,
KOTOpas BO3HUKaEeT BcneacTtBue MHoXecTBa npuiunH. Npumepom
MOXeT nocnyxutb nccneaosaHue NOH n rannotunos b2 AP aoByx
Hebonbwux nonynaumn B Kutae. O6a NOH no amuHokncnortam 16
U 27 ObINN CBA3aHbI C TMNEePTEeH3Ueun.

OaHako paHHasa 3aBUCUMOCTbL Habnwaganachb nyuilb B OAHOU U3

ABYyX rpynn.
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