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bone3Hb Takasicy
(Hecnneuuguyeckuu
aopmoapmepuum)



CoodepixkaHue:

® Ucmopusi omkpbimusi 60s1e3HU
® OnpederneHue

® Arnudemuosioaus

® Knaccugukauyus

® Idmuorsioaus

® [lamozeHe3

® KnuHu4yeckasi kapmuHa

® KnuHuyeckuu cnyyau

® [JuacHoCcmuka

® JleyeHue



Acmopusi omkpbimusi 6osie3Hu
Takasicy dokmopom Mukumo
Takasicy




® B ampene 1908 r., npodeccop odranbmonoruu
KananzaBa YuuBepcutera goktop Mikito

Takasicy coobmiaeT o cinydae cnerupuuecKkux

V3MEHEHUN B LICHTPAJIBHOM CETYATKU COCYIOB

ma3a y 22-neTHul xeHmuHbl. Ee 3pauku Obuin
CJIeTKa paclMPEHbI U CBETOBBIE PE(IICKCHI
NOBPEXKICHBI, 0OHAPYKEHBI AHOMAJIUI B
cOoCy/ax CEeTUaTKH Iiasa.




Hoktop MuHopy Hakamxkuma B 1921 .
oxapakTtepusoBarn 3Ty 60s1e3Hb Mo cneayrowmm
YeTbIPpEM KPUTEPUAM:

(1), 3aTparnearoLLmX ABYCTOPOHHUE Ila3a MonoabIX
YXEHLUWH;

() apTepnoBeHO3HbIE aHACTOMO3bl BOKPYI AUCKA
3pUTENBHOIO HEpBa U HOPMNPOBaAHNE MUKPOAHEBPU3M
COCYLOB CETHATKU;

(I1l) cHWKeHMe 3peHns OCNOXHEHHbIWN KaTapaKkToun; U
(IV) He nanbnnpyemsble ny4yesble apTepun. OH
npeanoXmn HaseaTb 3Ty OONE3Hb «Bbosie3Hb
Takasicy»




[TaMATHUK
Mukuto
Takasacy B
Kanazawa
YHuBepcuTeTe




Onpeoenenue

borne3Hb Takasicy — peodko
dua2Hocmupyemoe udu D
[3iposieneHuu
yJIemMamo3Ho20

nopaxeHuem aoniNk U € OCHOBHbIX

eemeell xapakmépusyga eecsi K

CKJIOHHOCMBbFO kpe% UposaHuro.
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® B naroiaoruyeckuu mporecc BOBICYECHEBI
COHHBIC, O€3bIMSIHHAS U NOAKIKOYCUHAS
apTEepUH, PEKE — JIETOYHAsI, KOpOHApHas U
[OYEYHAasA apTEPUU.




INMUAEMHOJIOT U A
I1o yacTore BCTpEYaEeMOCTH
reorpa(pm4eCcKecKoro pacmoJaoxeHus

e

.......................................

ANTARCTICA

AMepuUuKa



BbloenatoT HeEKOTOpbIE
reorpadunyeckmne ocobeHHOCTH
pacnpocTpaHeHna HecneunduU4ecKoro
aopToapTepUnUTa pasHoOM nokanumsauunu:

1)AnoHuun vyawe
HabnaTCA
nopaxeHus
BOCXoasLlen
aopTbl U BETBEN ee

nyrv;

ﬁ) Poccuu

npeobnagaet 3) CtpaHax
aopTuT Oro-
BbpaxuouedarnbHbIX BocTo4yHou
apTepumn n A3um -
coyeTaHHoe NOYEYHbIX
nopaxeHune BeTBeN apTepun u
ayrn aopTsl U HUCXOAOSILLIErO
TopakoabgomuHarnb oTaena aopTbl.

WFO oTaesia ao prI;/

Y.



[lo yacToTe,
NPUHaAONEeXHOCTU Nony u

2,6:1 oommiﬁrﬂm B rog.

15:1 npeobOnanaroT XKeHLMUHbI
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Knaccudpukaumnsa 6onesHn Takascy B
~3aBMCUMOCTU OT aHATOMWM NOPaKEHUS:

-

Ilepeviit mun — nopasicena oyza
aopmaol U 6emeu, Omxooauwiue om Hee

(apmepuu);

J




-

! Tpemuit mun — nopascena oyza
aopmul emecme ¢ 2pyOHbIM U

OprOWHBIM OmOoeamu.




Knaccudumkal

COIMIHaﬂ Krnaccundoukaums aptepumta Takaacy
oC eTCs Ha JaHHbIX, MOSfly4aeMblX B pesyrnbraTte

aHrnorpaduyeckoro nccnegosaHus. B saaBncmmocTu ot
cocyfa/cocynoB, BOBNEYEHHOrO/BOBNEYEHHbBIX B
NaToONOrM4YeCcKnim npouecce, BblAeNsoT NATb TUMOB
3aboneBaHus:

TMN 1 — BETBM Ayrn aopThl;
TMN 2a — BOCXoAsiLasi aopTa, Ayra aopTbl U €€ BETBY;
TMN 20 — TN 2a + rpygHasa HACXoasLWasa aopTa;

TMN 3 — rpyaHasi Hucxogsilas aopta, bptoluHasa aopTa n/mnm
noyeyHble apTepuu;

TMN 4 — OploLLIHas aopTa U/Unn NoYeYHbIe apTepuu;
T™MN 5 — TN 20 + TN 4.

Ecnn B natonornyecknm npoLecc BoBrneveHbl NeroydHble n/mnm
BEHEYHbIE apTeEpPUN, TO K yCTaHOBITIEHHOMY TUNY 3aboneBaHns
0o06aBnAlT COOTBETCTBYOLLEE YKa3aHUe.



Etiology

@

The etiology of systemic vasculitis has not been
studied, but traced its connection with
Infectious-allergic factors and autoimmune
aggression. Immunological reaction, which is
caused by bacteria antigens, is autoimmune in
nature. The result is appear an antibody to its own
tissues, in particular to tissues of the arterial walls.
So arise of inflammation.



Suggest that the damage to the smooth muscle
cells mediated cytotoxic action of CD8 T-cells,
iInfiltrating the tissue, due to spore-forming
enzyme perforin and granzyme B.
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Role of cytotoxlic damage of tissue with CD8 T
cells was confirmed by the fact that some
molecules HLA | class, in particular HLA-B52,
expressed at patients in excess. CD8 + T cells
recognize antigens when bound to HLA
molecules of class.
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Currently considered the most probable
genetic predisposition to appearance of
Takayasu disease. Patients with this
syndrome often detected HLA-DR4 gene,
as well as lymphocyte antigen-CF 3.




Pathogenesis
- The disease begins with the development of

Inflammation in the wall of the aorta and its
major branches.

- As the progression of the inflammatory
process in the vessel walls accumulate
Immune complexes;

- Numerous micro anguishes occur inside of
the vascular membrane, leading to increased
sclerasi '




® |In the later stages of the disease,
iInflammatory elements are transformed into
common atherosclerotic lesions of vessels
Involved |




Important feature of Takayasu syndromic is
simultaneous presence in the vascular wall
various forms and phases of the inflammatory
process: the acute stage of inflammation in one
area of the vessel wall is often combined with
sclerotic changes in the other.




KnuHruka:

*uwemusi eepxHuUx
KOHeYyHocmelu - criabocmb
u 60s1b 8 pyKax

* OHeMeHue,

*HU3Kas
moJsiepaHMHOCMb K
pusuYecKUM Ha2py3Kam,

*omcymcmeue
nynbcayuu Ha oOOHOU unu
ob6eux NoOK/IYUYHBbIX,
nse4yessbix, Jiy4eebix
apmepusix,

*rmoxosio0aHuUe Kucmedl.




*ABHOE pa3snuyune B
apTepuanbHOM AaBNeHUM
Ha NopaKeHHOU U
300pP0BOU BEPXHUX
KOHEYHOCTSIX,

*6onee BbICOKME

3Ha4yeHns Al Ha HUKHUX
KOHEYHOCTSIX.



*Oonuv B 1IeBOM Mrievye, Lwee,
NeBOW YacTu rpyaHOU
KNEeTKU

*Hag N3MEHEHHbIMU
apTepuaMu:

npu nanbnauumn -
00Ne3HEeHHOCTb,

Npu aycKynbTaunm - Lymbil.




® BocnanutenbHoe nopaxkeHue No3BOHOYHOW U
COHHbIX apTepuii npu 6one3Hn Takasacy
00ycnoBnMBaeT HEBPOJSTIOMMYECKY0 CUMNTOMATUKY:



® [lopaxeHune 3puTenbHOro
aHanuasartopa: yxyaleHue
3pEHnS, NosiBeHne
annnonun, *nHorga
BHe3anHag cnenorta Ha
OAWH rnas,
BCreacTBmne

(LeHTpanbHOM
apTepumn cetT4yaTkm)
7




® 3peHue
BCrneacTeme
aunaonuu

HOPMANBHOE 3PEHUE AVNI0MNAA



® [laTonormnyeckoe
pacLlinpeHmne un
YMOTHEHNE
BOCXOAOsILLEN aopPThl
Y NaLNEHTOB C
bonesHblo Takasicy
Hepeako NpuBoanT
K

370p0BbIH Knanax AopranbHaa peryprutauusa

HapyLUEHUAM
KOPOHAapPHOro
KpoBOObOpalLeHus,
NnwemMmnm

"



- MEg

W edical Pl

axorpammel [1pn aopTanbHoOM
HeOOoCTaTO4YHOCTU U NMpu aopTaribHOM
CTeHo3e



® /I3meHeHuns B OpoLLIHOM OTAere aopThl
BbI3bIBAlOT NPOrPeECCUBHOE CHMXXEHWNE
KpoBOOOpaLLleHUSA B HUXKHUX KOHEYHOCTSX,
6onb B Horax Bo BpeMsa xoab0bl.




® [lpn bonesHun
Takadacy
OTMe4aeTcH
CyCcTaBHOWU

CUHOPOM
— =>




® MUTPUPYHOLLINA
C NpenmyLLeCcTBEHHOU
3aMHTEPECOBAHHOCTb
10 CYCTaBOB pPYK.



@ [lpun nopaxeHun apTepun
NoYeK: NPOTENHYPUS,
remaTtypus, pexe
pasBMBaeTcd TPoM0O03.
BoBne4yeHHOCTb fIero4Hom
apTepun NPosABsieT cebs
6ok B rpyau, oabILLKON,
pa3BUTNEM




Ospan Gulbanu 2002(14 years)

B 24.02.2016 Came to NCP and
CS with complains:

v weight loss

v arthralgia,

¢/ general weakness.



Anamnesis vitae:

v/Pebenok oT 2 GepeMeHHOCTH, 2 poioB ¢ Maccoil 3900
rp, pocT 52 cMm.

v/ bepeMeHHOCTh TIpoTeKaga 0€3 OCOOCHHOCTEH, POJbI
(PU3MOJIOTUUECKHUE B CPOK Ha 38 Henese

v/IIpuBuTta 10 KaJeHIApH0, KOHTAKT C OOJIbHBIMHU
TyOepKyJIe€30M M MH(MEKIMOHHBIMHU 3a00JICBaHUSIMU HE
OBIIO0.

v/IlepeneceHnble 3a0o0jieBaHME: acute respiratory Vvirus,
transfusion anamnesis: blood transfusion was carried
many times

v/ AJuIeproaHaMHeE3 HE OTSTOILCH.



Status praesens:

-~ & CocTosiHME CPEIHEN CTENEHH TSHKECTH, CO3HAHUE

SICHOE.

+¢* PeOCHOK MOBBIIIEHHOTO MUTAHUS, IIPABUIBHOIO
TEJIOCIIOKECHUS.

«» CaMO4yBCTBHE HE CTpagacT. Typrop KoKu COXpaHEH.

«JIn1o oxyTaoBaTOE, UMEETCS JeTKasl TUIEepeMHUs Ha
IICKaXx.

+¢» KoXxHbI€ MOKPOBBI: OOBIYHOM OKPACKH, YUCTHIE.

*KCC: cycTaBbl BU3yalbHO HE U3MECHEHBI, IBUKCHUE B
HUX B OJTHOM OObEME.

s*llepudepuueckue j/y3Jbl HE YBEIUUYCHHI.



Status praesens:

0 deixareabHasi cucreMa: AbIXaHME CBOOOJHOE, uepe3 Hoc. B
JIETKHX JIbIXaHHUE BE3UKYJIApHOE, XpUIloB HEeT. YJ[ 18 B MuH.

[] Cépzleqno-cocynnnaﬂ cucreMa: [paHulbl OTHOCHTEIbHOM
CEpJICUHOM TYIIOCTH: BEPXHsS IrpaHMIla B 3 M/peOepbe, mpaBas —
nmapacTepHajabHas JIMHUSA, JeBas — II0 CPEIHCKIIOUYNYHOW JIMHUM.
ToHbI cepilia yMEpeHHO NPULIYIICHHBIC, pPUTMUYHbBIC, IITYMOB HET.
YCC 90 ya/munH, nyiabc 38 B MHH, CJIa0OOr0 HAIOJHEHUS U
HanpspbkeHud. AJl Ha ooenx pykax 100/60 mMm pT.cT.

[ InmeBapuTebHAS CHCTEMA: S3LIK BIAXKHBIM, YHCTBIM. JKHBOT
MSTKUKM, Oe300ye3HeHHbIM.IledeHp Mo Kparo pedepHOM Ayru
0e30oisic3HeHHAsA. Cene3eHKa W IMOYKM HE Nanbnupyrorcs. Cryn
perynspHbIi, 0(hOPMIICHHBIH.

[0 MoueBbigeaureabHass cucremMa: CHMOTOM ITOKOJAYUMBaHHUS
OTPHUIIATEILHBI C 00E€HX CTOPOH. MOYEHCITyCKaHuE CBOOOTHOE,
0€300JIE3HEHHOE.
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JlaboparopHble JaHHbIE:
J0AK: »p — 3,2 *¥10'%/n;
Hg- 1171/1; Tpom6- 3031,
JI.- 6.5 *10°/1; COD — 5
MM/4ac.

] OAM : yn. Bec —1020,
peakiys -Kucias, OeIoK —
OTp., ILIL. 3IL. — 2 B 1/3p.
IBAK : AJIT- 0.58 mkkat/n
ACT- 0.66 mrocat/mn,
OunupyouH oOmmu- 21.4
MKOJIb/J1, OWIMPyOHH
npsAMOM- 5.7 MKOJIb/N

(@

NHCcTpyMeHTAJIbHbIE TaHHBIE:

IXoKI': AO-2.4 cm, JI/I-2.64 cwm,
Tvoxn-0,5¢m, T3cmxk-0.5 cm, IDK-
1.79 cm, Tonm.Ct IDDK-0,34 cMm,
JIE-1.55¢cm, E£-0.12 MM/ cek,
KJP —3.75 cm, KCP — 2.19 cwm,
KJI0O — 58 wma, KCO — 14.4 wmm,
Y0O-43,6 min, ®U — 75%, DS
-43%.

B ceueHnu 1o KOpOTKOU OCH:
Jlao(cm)-2.19

Jlcima(ecm)-2.19 BetrBu 0.90 cm

(%

)




/Echocardiography and
£ Doppler

Echocardiographic indicators within the -the heart cavity is not

age norm. Data for heart disease have expanded

not been identified. -the wall thickness of the
myocardium in the normal
range

- myocardial contractility

caticfartarilyy



-Signs of biliary tract dyskinesia
-Reactive changes in liver parenchyma
- Seal of the pyelocaliceal system on both sides
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Immunological study,
The total number of IeLgoL%/!SA

in norm. Indicators of ¢
immunity was normal.
Phagocytic activity of
neutrophils in the normal range.




HeBblpaXXeHHbI ANCdYHKLUMOHANbHbIE
N3MEHEHUSA, CHUXEHME NOopora BO30yAMMOCTH
CUHXPOHU3NPYIOLLNX CPEANHHBLIX CTPYKTYP.




Pesynbsrat MUKpOOMOMOrm4eckoro
nccrnegoBaHus

IIpn uccienoBaHuu MackKa U3 3€Ba-
Brigenennl Str. Dysgalactie IV
H. Influencae IV



HyBCTBUTEINBHOCTh MUKPOOPIaHU3MOB K

XMMHOTEPANCBTUYCCKUM Mperaparam
Str. Dysgalactie IV

[{edamocnopuHHL: AMWHOTJIMKO3UIBI:
-Iledporakcum - Pumdamnunux
-e(hakCum
O TOPXUHOJIOHHI:
-o(pJIaKCallH

H. Influencae IV
[{edamocropuHbI: DOTOPXUHOIOHKI:
-I{ledakmop - opJ1aKcaIH
-IledpTagu3nH




JleyeHuMe

Poct 143 cm, Bec 38 kr, Non: >keHckun
Pexxum wagawmm

Nueta N° 15

MetunnpegHusanoH 16 mr 7:00-1 16
Acnapkam-17/5mrno 116 x 3 pasa B aeHb
MeTtogxeT- 15 mr

donunesas kucnota-1 10 X 3 pasa B A€Hb
OpalleHune 3eBa pacTBOpPOM pypauunnmHa
X 3 pa3a B JeHb

ALl B HWXKHUX N BEPXHUX KOHEYHOCTAX



Kianandyeckuii 1Mar"vos:

Hecnenudpuueckui A0POAPTEPMUT,
aKTUBHOCTh | CTEIEHHU, pEeUUIUBUPYIOIICE
TCUCHUE.

ConyrcTBYWOINUH  JUATHO3: JIOKBII.
PeakTuBHBIN TCIIaTUT. PeakTuBHBIN
[TAHKPEATUT.

Oci10’kHEeHus:

DK30TC€HHBIM TMIIEPKOPTULIHAZM.



® International Journal of Rheumatic
diseases 2014;17:931-935 p.

® KomneKkcHoe neyeHue BasopeHanbHOU
rMNepTeEH3nn Npu Hecneummnyeckmum
aoptoaptepunte [lemeyon T.H.
HaunoHanbHbIN HaYYHbIU LEHTP

xupyprum um. A.H. CoizraHosa Y[LIK:
616.13- 008.331.1-089






