AMUITONOO3 INMOYEK:
OUWATHOCTUKA, NPUHLUMUINDBI
JIEHEHUA

BoinonHuna: PoroxknHa Ennsaseta
[pynna 1.4.14



AMMJIOHUI03 — rpyIina 3a00JIEBAHHH,
OTIINYUTENLHEIM — [IPU3HAKOM  KOTOPBIX  SBIISETCS

OTJIO)KEHHE B TKaHSAX M oOpra”Hax (pUOPHUILISIPHOIO
IJIUKOIIPOTEN/ 1A — aMUJIOUAA.
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Amuonnio3 cenezeHku. OTioxxeHue aMmuiiona o nepudepun doukyna. Puc. 2.
OTioKeHe aMUJIONJa B MO3TOBOM BemlecTBe MOoYKu. Puc. 3. OTiiokeHne aMuiionga B
KaIMMUISIPHBIX NeTIAX Kiyoouka mouku. (Puc. 1 — 3 — okpacka KpacHBIM KOHTO).



TepMmun aMHUJIOUI03 ObLI
npeqioxkeH B 1853 romy P.
BupxobiM. OH MoOKa3ajl 4To IIpH
3TOM 3a00JICBaHUM B OpraHax
MOSIBISETCS BEIIECTBO, KOTOPOE
KpacuTCs  WOJOM  IOJIOOHO
Kpaxmairy. J1o Bupxosa
3a00JI€BaHUE OBLIIO OMHCAHO 10T
Ha3BaHUEM CcallbHasi OOJIC3Hb 3a

Pyoansdgp /Tioosuz Kapi Bupxoe

(1821-1902) — Hemeyxuii epa, MUKPOCKOIINYC CKHUU ITPU3HAK
NAMONOZOAHAMOM, 2UCINATIOZ,
Pu310N02. OCHOBONONIONCHUK dAMHJION 1034 = Opra”H

meopuu KAemouHOoU Namaoio2iuii

G DB IpHOOpeTaeT CajJbHBIN OJIECK.



Knaccuunkaums

benox benok- Kianaungeckan dpopma amuiionaosa
AMMHJION | NPEAINECTBEHHHK
AA SAA-Genok Bropuunbiii aMuI0oMn103 npu XPOHHYECKHX
BOCNAIMTE/NbHBIX  3aloseBaHuMsax, B TOM  4uCiae
nepuoanyeckoii onesnu u cuuapome Makna-Yamica
AL A. K-JIerkve uenH | AMHIOHI03 NpH  IUIa3MOKJICTOYHBIX JIMCKpa3sHsix -—
HMMVHOIIIOOV/IMHO | HAMONATHYECKHIl, npu  MHEIOMHONH Oosne3Hun |
B Mmakporsodyanuemun Bansaencrpema
ATTR TpaucTuperus Cemeiinbie dhopmei NOJIMHEHPONATHYECKOT O,
KapJAHONaru4ecKoro M JIp. aMWIOWI03a, CHCTEMHBbIH
CTAp4YeCKHii aMHIIOH 103
AB2M B2- Jlmanu3uelii aMuiI0M103
AGel ['enconuu Dunckas ceMeiinag AMUIOUNHAY NoNUHelnonaTus
AApoA | Anoaunonporens | Amunouanas noauneiiponarus (I Tun, no van Allen,
1 A-l 1956)
AFib DOubpuHorex AmunonaHas Hedponarus
AP B-6enok bonesus Ansureiimepa, CHHJIPOM Jayhna,
HAC/Ie/ACTBCHHBIC KPOBOM3IUAHHUSA B MO3I c
amunonao3oMm, Noanauaus
APrpP Ilpuonossiit 6enok | bonesns Kpeiitudennaa-sxkodba, 6onesns I'epcrmanna-
Scr IIrpayccaepa-llleiinkepa
AANF Ilpencepansiii H3onuposaHHblii aMHIION03 npeacepanii
HATPHHYPETHYECKH
i pakTop
AIAPP | AMunuH H3onuposanHblii aMmuiou103 B ocrposkax Jlanreprauca
npu caxapuom auabere Il Tuna, Uucyannome
ACal [pokanbuuronun |Illpu MeayianspHOM pake LIMTOBHIHOIM )XKejle3bl
ACys ILlucraruu C HacaeacrseHusbie KPOBOM3IUAHHA B MO3TI Cc

amunonaozom, Mcnauaus




KnuHnyeckasa knaccudpukauma amunomnaosa

1. MepBUYHbLIN amunounaos (AL)

° BO3HMUKaKOLWUKN 6e3 ABHOU NPUYMHDI

°* aCCOLUUMPOBAHHBLIN C MHOXXECTBEHHON MUESTOMON

* MakpornooynuHemuen BonbageHcTpema

2. BropuuHbin amunoungos (AA)

° MPU XPOHUYECKUX MHPEKLUAX

 npu PA, IOPA, AC, bBLU, Yapr-Ctpocc, CCL, cmews3CT

° MPU OHKONOrnM4YecKkux saboneBaHUNAX

3. CemenHbIN (HacneacTBeHHbIN) aMUIOoNao03

. n&mnepuonuqecxoﬁ oone3Hu (cedapabl, eBpeun, Kypabl, apMsaHe)

 cuHgpom Makna — Yannca Muckle-Wells) — HedoponaTus,
KpanuBHUUa, rinyxoTta (AA)
°* ayTOCOMHO-AOMMHaHTHbIe POPMbI NPU KOTOPbIX B TpaHCTUpPETUHE

U3MeHeHbl aMUHOKUCIOTbI (METUOHMH Ha BannH B 30 NonoxeHuwu
TTR Met30 v ap)



ITnonorna AA -ammnongos

Tvoepkyies

Ocmeomuenum




OcHOBHBbIE Munbli
Amusiouoo3a

AL-
amusiouoos

(nepeuUY4HbIU)




KnnHuyeckasa kapTnHa onpegenseTcs nopaxeHuem
OpraHoB-MULLEHEN

OCHOBHbIe OpraHbIl-MULLEHN
AL-amunongos: cepaue, XKT, no4ku.

AA-amunnonao3s: mnovYKu, neyeHb, cesie3eHkKa,
KUWEeYHUK.

CemenHbin ammnonaos3 (ATTR): nepudepunyeckas
HepBHas cncTtema (CeHCOPHO-MOTOPHast HeBpoNaTus u
HapyLUeHne BeretatmBHbIX OYHKLMN) cepaue,
XKenyao4YHO-KMLUEeYHbIW TPAKT, MO4KM.

CucremHbin ctapyeckum (ATTR) cxogeH ¢ AL-
aMunriongo3omM OCHOBHbIE OpraHbl-MULLIEHN cepAaue,
cocyAbl, COYETAETCA C aTepPOCKepo30M OTNInYaeTCs
MEHbLUEN TAXKECTbI NopaXXeHus.

OanunsHbIn ammnonaos: KOCTU, NepnapTUKynapHbie
TKaHu (nepenomel), CAHAPOM KapnanbHOro KaHana.




Cxema 6. IIaToresesz AA-aMHEIOHJ03a

MAKPO®AI
UHTEPNEMKUH-1| ;n i | |
(Megmatop) |3 CTMMYNAUM KPOBb MAKPO®AS
cuHTe3a SAA
Pe3Koe Ll YCMNEHHOE
‘ YBENUHEHNE paspyweHue
coAepXaHun SAA
NEYEHb: ™ SAA
YCHNEHHbIA CuHTes SAA ' = 1
T TKAHW MAKPO®AT -
(cenesenxa, AMUNOMAOBNACT
neYeHs) 8 cbopka
NPESAMMNOUAHON > PuGpunn
CTAQVMW: amunonaa w3
cuxrTes ACO Aerpaavpyiowero
SAA




AMMIONI03 MMOUYEK

- JTO HapylICHHE OCJIKOBO-YIIICBOJAHOIO OOMCHA,
OPUBOMAINICE K OTIOXKEHHIO BO BCEX CTPYKTYPHBIX
3JIEMEHTAaX MOYEYHOM TKaHM (KJIIyOOUKax, KaHaJIbllaX,
MHTCPCTULINH, coCyJax) HEPACTBOPUMOTIO
GUOPHILISIPHOTO O€nKa aMUJIONJa, YTO IPUBOAUT K
HApYIICHUIO PYHKIIUU NOoYeK U pa3BuTuio XITH.




Knunuka Amunouooza nouex

[./[oknuHuueckas 2. 1Ipomeunypuueckas

3. Hechpomuueckas 4. Vpemuueckas



Jlamenmuas (beccumnmommnas) cmaous

Amunouo npucymcemeyem 6 uHmepmeouapHou 30He U no
X00Y NPAMbBIX COCYO08 NUPAMUOIOK PA38UBAENMCS OMEK U
ouazu ckaeposa. B amom nepuoo npu All
npeob1adarom KiuHUYecKue nposiéileHus 0CHOBHO20
3abonesanusi. Cmaous oarumces 3-5 u 6onee nem.

DyHKYUS NOYEK 8 IMOU CMaouu ’
ne cmpaoaem. Jluww T&v -/’I
uccieoo8anue Mouu no360Jsem

8bLABUMb HEOONbULYIO 0ObIYHO | 3= |
Npexo0auyIo, HeCmOUKYIO
npomeunyputo (0o 10— 15 2\n),
nepuooUYeCcKyIo
APUMPOUUTNYDUIO.




I Ipomeunypuueckas (arboOymunypuyecxkas)
cmaous

*  AMUIOUO NOABALEMCS Npexscoe 8ce20 8
Me3aH2UlU, 8 NemJisX Kanuiisapos, 6
nUPAMUOax u KOpKoOBOM 8euLecmee
anomepyi, 6 cocyoax. Pazsusaromcs
CKepo3 u ampous HeihpoHos,
eunepemus u aumgpocmas. Ilouku
yeenuyenvl u niomHbl, Mamoseo- cepo-
P0308020 ysema.

* [Ipomeunypus 6 Hauane 8blpatCceHa
VYMEPEHHO, MOIHCEM KAKOU-MO Nepuoo
ObImMb Oadice npexoosuieil, YMeHbULAMbCS
U YBeIUdU8amsCs, HO 3amem
CMAHOBUMCSL CIOUKOU.

* [Ipooonsxcumenvnocmo cmaouu om 10
0o 13 nem.




Hegdpomuueckas (omeunas) cmaous

*— AMUTOUOHO- TUNOUOHBLU HePPO3 — AMULOUO
80 ecex omoenax Hegporna. Ckriepos u
AMUTOUO03 MO3208020 CJIOSl, HO KOPKOBbLU CAOU
0e3 BbIPAJNCEHHBIX CKAEPOMUUECKUX
usmeHeHuu.. bonvwas canvhas nouxa.

* Kunuuecku —KaaccuuecKuu
HedhpomuuecKkuii CUHOpPOM: ¢ nomepeu Oenxa ¢
moueu bonee 3-5 e/c, 2unoanbboymunemuell,
aunepxoniecmepunemMuu, IUNUOYpPUU ¢ OMmeKamu
anacapxu.

*B mouesom ocadxe Haxooam cuaiuHosvle, a no
mepe Hapacmauus NpomeuHypuu — 3epHUCmble
YUTUHODPBL. BO3MOJICHBI MUKDO-U
MaKpozemamypusi, ieuxoyumypus 6e3
NPU3HAKOB NUelOHedpuma.

*[Ipodonxcumenvrocms cmaouu 00 6 iem




Vpemuueckas (mepmunanvuas,
azomemuuecKkas) cmaous

* — AMUTOUOHASI CMOPUIEHHASL NOYKA — YMEHbUICHHAS 8
paszmepax, niomHas, ¢ pyouamu nouxa.

XIIH mano omauuaemcs om makogou npu Opyaux
3abonesanusix novex. Cuumaemcsi, ymo 6 omaudue om I 'H,
npu komopom Hacmynienue XIIH, npomexaoweu c
NoUYpUelt, MOXcem npusooUumsb K Xoms 0bl YACMUYHOMY
CXOJHCOEHUIO OMEKOS8, NPU AMUI0UO03e a30memMus

pazeugaemcsa HA DOHE HU3KO20 apMePUaIbHo20 0A81eHUA
U Hehpomuuecko20 cunHopoma.
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Kazo0s

C1a00CTB, TIOBBIIEHHAS YTOMIIMOCTE;
TOJIOBHAS 007IB;

AnamHE3

* TIOTEpA Beca,
* HaTH4He MOHOKIOHATHHOH raMManaTuy

OTeKH Ha HOTax, pyKax H JHIe, HEACHOTO TeHesa;

TOBBIIIEHHOE apTepHATBHOE JaBIeHNE,; *  XpOHHYeCKHe BOCIATHTETbHbIE (THOHHEIE)

TOIIHOTA, THapes (TIOHOC); v 3a0071eBaHNL,

§0HH B 001IACTH Cep/ua; ®usnkazpHOE 00CTIEI0BaAHHE *  XPOHHYECKHe HH(eKIIHH;

0OmH B MBIIIIAX. *  HaCIe/CTBEHHOCTh

v Y Y

)OIt OCMOTp: Aycxym,rau}m: [Tatpmanmg:

TepHOpOHTATbHAS Iy PITYPa; *  BO3MOKHO HATHUHE *  OTeKH HIDKHHX KOHeYHOCTeH,

MaKpOITIOCCHS XapaKTepHO [ IIepBHYHOIO HApYIICHHA CepISTHOTO PHIMA, + yBelHYeHHe IIeYeHH H Celle3eHKH,
MHIIOH034; * TIapecTesHy;

OZIBIIIKA TIPH DH3MYECKOH HArpy3Ke; + cmacTryeckue 6o B JKKT;

TPH3HAK HAIUIETHHKA. * BO3MOKHO HATHYHE YBeTH4eHHS NOT4eTOCTHBIX

CTEOHHBIX JKelle3.
i
Y
JlabopatopHBIe HeCTeZOBAHHA
- )

oG aHATHS KpOBH (aHEMHA, TSHKOWHTOS, l V31 opraHoB OpIOIHOH MOTOCTH H MoK —
oBsmexme COD); Bnayauu;snpymrca YBETHUCHHBIE  YIUIOTHEHHBIE

odmmit  aHamM3s  MouH  (POTEHHYpHA, HHCTpyMeHTAbHBIe HCCIIeI0BAHHA »| TOKH (Gombie KUPOBHIE NOTKH).

(HKPOTEMATYPHA, aCCITHYECKAA TCHKOLHTYPHA):
OHOXHMHYECKHH

aHaIH3 KpOBH
CHITOIIPOTCHHEMHA, I'HI]CPI'HO6YJIHHCMH}L
HITOHATPHEMH, I‘HIIOI'I]JOTPOM6HI’ICIVIIM,

HITOKA/TBITHEMHA, TPIHCPXOJICCTCPHHCMHH).
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IIpenBapHTEIBbHBIH AHATHO3

\

4

Koncyasranusa Hepomora




JlnarnocTuyeckui Tect

Pesyabrar

buoncus Tkaueii:

JI1s  MAarHOCTUKM  aMMIION03a  HEOOXOAMMO, 4YTO  Obl
OTJIOKEHUS B TKAHAX B OMONCHITHOM MATEpUAIE MOIOKUTEIIBHO
okpaiiBaiuch 10 Kouro kpacwomy (11). MoxHo yBuaers
APKO-3€JIEHOE  JIBYJIYYENPEIOMICHHE  TPH  OKpALUMBAHUH
marepuaia KoHro KkpacHeIM B MOJAPU30BAHHOM  CBETE.
buorncuitplii Marepuan MOeT ObITh IOJYYEH U3 CIU3KCTOM
ry0, KOXKH, JECEH, MOAKOKHON KUPOBOH KJIETYATKH, KOCTHOIO
MO3ra, HEpBOB, NpPAMOM KHUIUKH, MOYEK, MEYEHH WM CepLa.
OTioxKeHus BCerja pacrosiaratoTcs BHEKIETOYHO M ABIAIOTCS
aMOpP(DHBIMH.

MOJI0KHTEIbHOE -
3eJIEH0E
JIBYJTy4ENpeIOMIICHHE
NpM  OKpalUMBAHMHK
KoHro kpachbim

"MM)’HOI’HCTOJIOI‘H‘!CCKHC HCC/ICA0OBAHHA  AMHJIOH/IHBIX

AHTUCBIBOPOTKA K

OTJIOKCHHH:
OHH NO3BOJISAIOT PACMO3HABATH Pa3IM4Hble (POPMbI CHCTEMHOIO
aMUJIOU103a.

HUMMYHOTJIO0YJIHHY
nerkoit uenu, AA u
TPAHCTUPETHHY




AMUNONA03 NOYKMN.
Amunouna B knydouyke. Cnesa — oKkpacka KOHro-por,
cnpasa — reHunaHBUoner.



AMUNONO03 NEYEHN - YBENNYEHME N YININIOTHEHUE MEYEHMN,

Kpai poBHbIN, 0€300ME3HHbIN.

Hepenko noptanbHas rurnepTeH3nst, acLuT.

Penko 6onb B npaBoM noapebepbe, Ancnencus, cnrieHomeranms,
XenTyxa, remopparm4eckmmn CUHOPOM.
JTabopaTopHble nccriegoBaHus: AUCNPOTEUHEMUS,
rmnepounmpyonHemms,

rakTnsHocTb LUP, TpaHcamuHas

[narHocTumka - NnyHKUMOHHasa DNoncust NeYeHu.
OcCrnoXxHeHus: ne4yeHo4YHaa HegoCcTaTouHOCTb (B 7 %)

Nokanuzayms: \ A

Naeacn
Xenyaon

TAMMITONO03 TOHROW KWLKW Yalle NPy BTOPWYGHOM (AA),
Npu CUHOPOME SHTEpPANIbHOW HEOOCTATOYHOCTU Y NN,
cTpagaroLmX OCTEOMUENNTOM, DPOHXOIKTaATUYECKOU
oonesHblo, PA.

AMNNIONO03 KULLKM YacTo cCoYeTaeTcsl C Npu3Hakamm
aMmunonao3a noYek, Ne4YeHn, Cerne3eHku,
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JleueHne AA-amunnongo3sa

OcCHOBHas crparternd — siedeHune rNnpmiyinHbl
BOCMNanMTeNbHOro 3abofieBaHuns

Y 6onbHbIX ¢ PA, cepoHeratMBHbIMU
nonuapTputamm d6asncHas Tepanus
MeToTpekcaTtom 7,5 Mmr/Heq

[Tlepmnognyeckasa 6onesHb u TaXenas
peunanBupyollas nogarpa — KOnxmuuH 2 mr/cyT

[MTpn XPOHNYECKMUX HArHOEHUAX — MO
BO3MO>XHOCTU XUPYPrn4eckoe nccevyeHune



