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KIMTIMHWYECKUE NMPOABJIEHUA MNMUA

v HEMH®EKLUMOHHbIE NMPOABJIEHUA

v’ Annepruyeckue
v AYyTOUMMYHHbIE
v’ AyToBocnanutenbHble
v' TemouuTOnNeHuun

v I3MeHeHUs CO CTOPOHbI KOCTHO-MbILL €4YHOMN
CUCTEMDbI

v AHOManum nNMuUeBOro ckererta
v [Topokn pa3Butus
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"~ «Macku» nepBUYHbLIX UMMYHOAEMULIUTOB

NMepBUYHBbLIE UMMYHOAE(PULUNTBLI BCErga UMerT OCHOBHOM
«bpocarowmnca B rnasa» KIIMHUYECKUN CUMNTOM,
npuBrieKarwwmum BHUMaHue
W BaXHble AONOSIHUTESIbHbIE, NO3BONAIOWNEe ONArHOCTUPOBATDL
UMMyHOaAePULUUT
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MaBHbINW, «OpocaloWwmncs B
rnasa» CUMNTOM

JononHuTtenbHble KNMUHUKO-
na60paTopH bieé CUMNTOMBbI
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NopaxeHue koxu + bBLXuTt + + oTcTaBaHue B
pasBUTUN NONOXUTESNbHbLIU CEMeUHbIN aHaMHe3 - TKH

‘pubkoBbLIN gepmatut + BLDKuUT + oHnxomu- == :
KO3 + oTcTaBaHue B pa3sutum - TKNH
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‘ NEPMATUT + ...

PebeHoOk 9 MecsaUeB, C MecsAiLa OANMUTESNIbLHO JIeYusica no nosoay
«aToONUYecKoro» AepmMartruta ¢ HeyaoBNeTBOPUTESNbHbLIM 3P (EeKTOM,
NOCTENEeHHO yryulleHue COCTOAHUA KOXU, peunanBupyrouime
MHeKUUM.

UmmyHodeHOTUNUPOBaHUE NMMMEPOLNTOB:

Nenkouutbl - 3,9x10°/n

NMumdountbl - 42 % (1,66x109n) CD3+ TCRa/B - 44 %

CD3+ - 45 % (0,68x10°%/n) CD3+CD25+ - 0,7% (0,01x109/n)
CD4+ - 8% (0,12x10%n) CD3-CD16+/56+ - 3 % (0,05x109/n)

CD8+ - 37 % (0,56x10°n) CD19+ - 52% (0,79x10%n)
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: NEPMATUT + ...

AnarHos nogreepxaeH reHeTuuecku (T-B+NK-)} — myraums

obuwer ramma uenw

HLA tunuposaHue matb: HLA TunupoBaHue pebeHOK: HLA TunupoBaHue orel,.:
A*03:01 A*68:01 A*03:01 A*68:01 A*02:01 A*68:01

B* 35:03 B* 44:02 B* 35:03 B* 44:02 B* 08:01 B* 08:01 B* 35:03
C*04:01 C*07:04 C*04:01 C*07:04 C*07:01 C*04:01 C*07:01
DRB1*08:01 DRB1*13:02 DRB1*08:01 DRB1*13:02 DRB1*03:01 DRB1*01:01 DRB1*03:01
DQB1*04:02 DQB1*06:04 DQB1*04:02 DQB1*06:04 DQB1*05:01 DQB1*02:01 DQB1*05:01

AwnarHos nogreepxaeH reHeTuuecku (T-B+NK-).

Mpu HLA TunupoBaHuu y pebeHKka BbisiBneHo 3 annenu (MatepuHcKue
numodpoumTbl)

[Mpu uccnegoBaHun nUHenHoro xumepusma 98% CD3+ numdcouuntoB —
MaTepUHCKUe

MpK reHeTMYECKOM UccneaoBaHUM (MOUCKe MyTaLMU) BbISIBMEH «YYXXepPOAHbIN»
(MaTepUMHCKUI) reHeTUYeCKUn maTtepuan

MpuxuBneHne MaTepUHCKUX TPAHCNNALIEHTPAHO nNepeaaHHbIX

NTMMPOLUTOB Bbi3bIBAET pPeaKL M0 CXOOHYHK C KOXXHOW POPMOM
PTMX.




NEPMATUT + ...

Richard P. Usatine, Camille Sabella, Mindy Ann Smith, E.J.
Mayeaux, Jr., Heidi S. Chumliey, Elumalai Appachi. The Color
Atlas of Pediatrics, 2015
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JKconmaTtuBHbLIN
AepMaTuUT npum
TpaHcnaueHTpaHou
PTMX.
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NEPMATUT + ...

Hepmarut (aputpoaepmus)+
ceMeWUHbIN aHaMHe3 (CMepPTb
cTapwero 6para ot nHdekumin)
numdpageHonaTus, UHeKunu,
runepaosnHopunua — TKMH, cuHgpom
OmMeHH

Oepmatut (3putpoaepmmusn) + cemeimHblid aHam-Hes -
2 cTapLiune cecTpbl CTpaganu Aepma-TUTom,
anoneuuen, ymepnu ot B Bo3pacte 4 n 6 mecaues

oT uHdpeKkuun, numdaaeHonaTua,
renatocnaeHomeranua, 303MHo-OGUNUA,

nosbiweHue obwero IgE

TKHAH - cuHapom
Omenn
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NEPMATUT + ... u,

JepmaTtuTt + aHOManuum nMUeBOro CKernera,
NHeBMaToLuere, rmnepTeniopusMm, 3agepxka
CMeHbIl 3y00oB, XonoAaHble abcuecchl,
BblIpa)XXeHHOe NMOoBbIWeHUe KOHUEeHTpauuu
IgE, CKNTOHHOCTL K nNepenomam nocrne
He3Ha4YuTernbHbIX TpaBM — CUHAPOM
['MnepuMmmyHornodynuriemum E.




OEPMATUT + ... O

~ 3HTeponarus y pebeHka

Halabi-Tawil ef al. Cutaneous manifestations of immune
dysregulation, polyendocrinopathy, enteropathy, X-linked
(IPEX) syndrome. Br J Demmatol._2009 Mar; 160(3).645-51

JK3eMaTO3HOe NopaXeHue
KOHEYHOCTEHN C
NINXEHOUAHbIMU ONAWKaMHK
(a), syaawan aksema (b),
3KTEHCUBHOE NopaXeHue
KOXWU C MHOXECTBEHHbIMMU
ncopuasonogooHbIMHU
onawkamm (c,d) u
aTONMUYeCKUn gepmMartuT B

- obnacTtu nuua (e),

- Andbdpy3Hoe nopaxKeHUue KOXMu,

paHHero Bo3pacrTa (f),
nopaxeHue KOXM,
BblpaXXeHHada runortpodus,
aHTeponatusa, amadert | Tuna,
reMmopparunyeckum CUHOPOM Yy
HOBOPOXOEHHOTO.
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NEPMATUT + ...

JK3eMaTO3HOE NopaXeHne KOHEeYHOCTEN C FIMXEHOUAHbLIMU
onawkamu (a), syaswan ak3ema (b), sSKtTeHCUBHOE nopaxxeHue
KOXWN C MHOXXECTBEHHbIMU NCOPUA30oNOA00HbIMUK OBnALIKaAMKU
(c,d) n atTonnyecknnn gepmarut B odnactu nuua (e), anddysHoe
rnopaxeHue KOXu, aHTeponartusa y pebeHka paHHero Bospacra
(f), nopaxeHune KOXHU, BblpaXeHHada runotpodusa, aHteponaTus,
avabert | Tuna, remopparn4ecCkum CUHAPOM Y HOBOPOXAEHHOTO.

CuHapoM MMMYHHOW AUcperynauuum, norimaHaoKpuHonaTum
un aHteponarum (Immunodysregulation, Polyendocrinopathy,
and Enteropathy, X-linked - IPEX)
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CTonkoe aputemaTto3Hoe
nopaxxeHue KOXu
KOHUYMKA HOCa,
nanynes3Hble BbICbINaHUSA
Ha KOXe TyrnoBuLia u
KOHEeYHOCTEeM y ABYX
OpartbeB. Y MaMbl —
AUCKOUOHas BONMYaHKa.

Y cTtapwero 6para — peunguBupyrowmme abcueccsol
neyeHun, y Mnaawero — OpoHXuTbl, BOcnannTenbHoe
nopaxeHue KuweyHnka — XpOHUYecKas
rpaHynemaro3Hasa 60ne3Hb C

pa3BuTUeM OUCKOUOHOU BOJNTYAHKU




MATUT + ... v,

STING (Stimulator of interferon genes)-
accouuupoBaHHas BacKynonatus
ABMNAETCA ayTOCOMHO-PELLECCUBHOM
ayToBocnanuTeribHOU BacKyrnonaTtuewu,
MaHudecTupyrowen B MrnageH4YecKkom
BO3pacTe, XapakTepU3yloWwenuca Harnmuymem
ovyaroB NOpaXXeHUA KOXU Ha KOHUax
nanbueB PYK U HOT, ywWwax U Hoca. Y MHOTUX
OONnbHbIX pa3BUBalOTCA aNU3oAbI
nuxopagku, BocnanutenbHas
UHTepcTULMarnbHasa 6one3Hb Nerkux,
npuBoasilas K ¢pudposy. B nopaxeHHbIX
ovyarax KOXu BbIIBNSIETCA COCYAUCTOE

g BocnaneHue ¢ otnoxenuamu IgM u C3.
MoneKyn;lpHo reHeTuyeckon ocHoBou SAVI aBnarotca mytauum reHa STING,

KogaupytoLlero KrniouyeByro agantopHyto monekyny cGAS-zasucumoro DNA
pacnosHawouwero nytu. Mytaumm npmBoaaT K noBbllWeHUI0 PYHKLUUU U
noctossHHOM aktuBauuu IFN | Tuna

SAVI - STING -accouunpoBaHHaa Backynonatusa (STING (Stimulator of
interferon genes)-Associated Vasculopathy, Infantile-Onset).

Liu Y., Jesus A.A., Marrero B., Activated STING in a vascular and
pulmonary syndrome N Engl J Med. 2014 Aug 7,;371(6):507-518.




“  TPOMBOUUTOMEHUA +... O

TpombouutToneHna + gepmatut, MHPEKUUn, B TOM YUcrne
onnNMnoOpPTYHUCTUYECKUE aYyTOUMMYHHbIE LUTOMNEHUN (B TOM Yucrne
TpoMbouunToneHus, MHdeKunn, ayTOUMMYHHbI€ U OCITOXXHEHUA
(HedbpuT, apTPUT), OHKONornvyeckue 3sadonesaHus — CuHapom
Buckorra-Ongpuya
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TPOMOOLUTAPHbIX CTYCTOK,

KOCTHOM MO3re. http://www.cai.md.chula.ac.th/fesson/lesson4802/htmi/05ty pe04. htmi




«  TPOMBOUWUTOIMNEHWUA + ...

MposBneHuna CMV uHdekuuun KOHTarnosHbIm
ou WAS: I MOJINIOCK

CobOcTBeHHble
HabnwaeHus

a — peTuHUT, b - 3HTepwur,
C = 3 H Ll,e (b a.l'l MT- https://entokey.com/ophthalmic-disor

ders-associated-with-sefected-primary-and-acquired-immunodeficiency-diseases/
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LNTOMEHUW + ,

AHemus, TPOMOOLUUTONEHUSA, HEUTPONEHUs+
> CnneHomeranusg
> LnToneHunsa 2 KNeTouHble NMUHUN, remornobuH
<90 g/L
> Hentpodnbl < 1.0 x 109/L
> [nnetpurnuuepnagemua n/mnu
rmnopubpnHoreHemus (Tpurnuuepnabl
‘ . HaTowlak 3 mmol/L, dbubpuHoren < 1.5 gfl)
Cbinb Yy NaUUEHTOB C > ®eppuTtnH 500 pg/L

FHLH. > sCD25 2400 U/mL

e ey e , CHUWXEHa Unu oTCyTCTBYET akTuBHOCTL NK

o il w3 o . v b > [emodaroLuTos B KOCTHOM MO3re, ceneseHke,
W.\ ® / UNu NumaTninecknx yanax

kS remodaroyntos > +/-Hanuyune CUMNTOMOB MOPaKEHWUSA FONOBHOIO
'.. ) MO3ra C YMEePEeHHbIM MeoLUTO30M W/Unm

- ‘ \ Mips laskhematobogist comup- MOBbILLIGHHbIM Oenkom; noBbllleHne

- ocytosis-2-300x300.png TpaHcamunHas n ounupybuna, LDH > 1000 U/L

KnnHnyeckune n nabopartopHble kputepun (5/8
npuaHakos) — HacneacTBeHHbIU
remocdarouuTapHbIU TIMMGPOrMCTUOLUTO3




UutoneHum + anbbmHnam (ocobeHHO rnasHomn) — cuHgpom HYegmaka-Xurawm
(+cneundpuueckue azypodpunbHbie rpanynbl) HCS, cuHgpom MNiwennmn GS2. Mpasbii
PUCYHOK — a) ¢a3a akcenepaumun HCS — renatut, acuumr, remodarouutos; b) cepebpucrbie
BOJIOCbl, HE3HAUNTE/IbHAA LUTONEHUA. JIeBbl pUCYHOK: KIMHMUYECKMe m
mopdonornueckue xapakrepmctuku HCS u GS2. (a) cepebpuctble BONOCbI NaUMeEHTa ¢
HCS. (b) Ma3sok nepudepurueckonn Kposu 6onbHoro CHS — nepuHyKneapHbie ruraHTckue
rpaHy/sbl B nonammoppHoagepHom nerkouymte. (¢} CBeToBas MUKPOCONUA BONOC OT
HOMaNbHOro MHAMBMAYyma (Bepx), naymeHta c CHS (cepeguHa), n naumeHta ¢ GS2
(Hn3). (d) Cepebpucro-cepbie Bonocbl nayueHTa ¢ GS2.

fleebiil picyrok: Huizing M., Helipp-Wooley A., Westbroek W., Gunay-Aygun M., Gahl W.A. Disorders of lysosome-related
organelle biogenesis: clinical and molecular genetics. Annu Rev Genomics Hum Genef., 2008, 9, 359-386.
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MeTtadusapHaa gucnnasus,
rMMNOTPUXO03., BblpaXKeHHas
| 3a1epKKa pocTa,
rmnepmModbuUnbLHOCTb
| cycTaBoB, 0OCOOEHHO KUCTEHN
u cron. Bonocbl peakue
TOHKHWE C OTCYTCTBUEM
LeHTpanbHON
NMUIrMeHTauumn, BO3MOXHa
ToTanbHaa anoneuus.
lMoBbiweHa
YYBCTBUTENbHOCTb

K 6akTepuanbHbIM, U BUPYCHbIM UH(PEKLUAM.

NMMyHHaa gucperynsiuua — (QyTOMUMMYHHasi reMofiuTUYecKasa aHemMus,
HEeUTpoONeHUs, TMPEoOUAUT), annepruyecKkux NpoLeccoB, TAXKENbIX
3aboneBaHus pecnupaTtopHoro Tpakra (numMmdgonnasMoLUTpaHbiil OPOHUONUT),
rpaHynemMaTo3HbiX BOCNanUTENbHbIX NOPaXEeHUN KOXU U BHYTPEHHUX
opraHoB. [leouuuT 3puTpOoNnoa3a - MakpouupaTHasa aHemus. Mopoku
XenyaoYyHO-KULLEYHOro TpakTa - 6onesHb MMpLIpYyHTa, KOpOTKas TorncTas

KULLKa.
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LIUTOMEHUN+

LuToneHun + anbLoMHU3M
(ocobeHHO rnasHon),
nopaxeHue rnerkmnx
(vononarnuyeckmnn cpmndpoO3),
remocharoumTo3 B (hase
akceriepauumu, nopaxeHue
nerkux (nanonaTrnyeckumn
¢dunobpo3) - cCUHOPOMBLI
Hermansky-Pudlak 2/9.

haradwaj V., Mumford A., de fa Fuente J., Chakravorty S. A Case of
Hermansky Pudiak Syndrome Type 2. Blood 2011 118:4919.

Hengst M., Naehrlich L., Mahavadi P., ef al, Hermansky-
Pudiak syndrome type 2 manifests with fibrosing lung disease early in
childhood. Orphanet J Rare Dis. 2018 Mar 27;13(1).42.




V. Koneti Rao 2011

AYTOUMMYHbIE LIMTOMNEHUN+

CobcTBeHHble AaHHble

Q

Stephen E. Straus, 1999




AYTOUMMYHbIE LUMTOMNEHUN+

He3nokauecTtBeHHas, HeMH(pPEeKUMOHHasA
numdonponudepauus B BUOE reHepann3oBaHHOU
numdpageHonaTumn, renato- U/MUnNun cnneHomMmeranuu.
INumdapeHonaTna xapakrepusyeTcs yBenmyeHuem
Kak nepudepuyeCcKmnx WenHbIX, NOAMbILWEYHbIX,
noa4vYentoCTHbIX, MaxXOBbIX, UHOTAA - 3ayWHbIX), TaK
U BHYTPUINPYAHbLIX U PeTPOnepuUToHeanbHbIX
numdoysnoB. Jlumdonponudepauun aBnaeTcs
XpoHu4yeckou (>6 mecsiueB). Pexe
numdageHonaTusa 3axBarbIiBaeT BCEro HEeCKONbKO
permoHoB (He meHee aByx). CnneHomeranusa ot
cpegHux ao Sonbwunx pasmepoB - ALPS
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AYTOUMMYHBIE UMTOMEHUN+ U

ArammarnobynuHemuga/cHuxeHue IgA u IgG

C HOpMarnbHbIM UINU NOBbIWEeHHbLIM IgM
MoBbllWeHHad CKNMOHHOCTb K UH(PEeKLUAM
UHTepcTUUManbLHOe 3aboneBaHue nerkux
Pa3nnyHble ayTOMMMYHHbIe NPOABIEeHUS
EBV-uHayumpoBaHHaa numdonponudgepauus
INumdoma bepkutra

[enaTuTt

yBeut

XpoHuyeckasa guappes

Bctpevatrorca npu CVID, aedbuunte CTLA4, LBRA,
cuHApomax runepumMmmyHornodynmHemuu M
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MUKPOLIEC

G

Mukpouedanua+ aHomanuum
NALLEeBOro CKereTa,
runoramMmmarnooynmHemums,
BacCKymnuT, BNOCNeacTBuUM -
rmmobnacroma - CUHOPOM
XPOMOCOMHbIX MOSTIOMOK
HunmereH




MUKPOLIEC

Mukpouedanua+ aHoManum NULUEBOro CKenera,
ONnun3Koe K HopMa cogepaHune UMMYHOTNoOynUHOB,
B-numcdpoma - CUHOPOM XPOMOCOMHbIX MOJNTOMOK
HunmereH




HEUTPONEHUH,
HEKPO3 A3blKa,
BMocrneacTBuUn —
anracrtunyeckas
aHemMus

<

MUKPOLIEDATNNS +

Mukpouedanua+
aHoOManuuv nuueBoOro
cKeneTa,

rmnorammarnooy-
FINHeMusA, - . .
CUHOPOM

NONMOMOK HUMMereH 6poHxuThl,
B-numdoma,
apTpur
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MUKPOLIEC

Oedcduunt DNALIg4, ymepeHo-
BblpaXXeHHasa runonnasusa

KPpOBETBOPEHUA, CONYTCTBYIOWMUX
NMOPOKOB HET

(CobcmeeHHbie HabrodeHUus)

€4

Heduumt E:emunnos—XLF.
UMmMmyHodeHoTun TKUH,

COMyTCTBYIOLLME MOPOKU
pasBUTHSA

Funda Eral Cipe F.E. et al. Cernunnos/XLF Deficiency: A
Syndromic Primary Immunodeficiency
Case Reports in Pediatrics, 2014




MHOXECTBEHHBIE MOPOKM PA3BUTUS .

+OCOBEHHOCTU CTPOEHUA NNMLUEBOIO CKEJIETA.

| Mopoku cepaua U KPynHbIX
cocyaoB, rmnonsiasnusg TMMyca,
BO3MOXHO Hanuyue apyrmx
MOPOKOB (MONUAAKTUIUSA,
NMOPOKU NOYEK) NOPOKU
nUUEeBOro ckernerta
 (runepTenopusm, HU3KO

! NMOCa)XeHHble YLIN, pacLlieriuHbl

BepxHeun ryobl n Heba. IMmyHoaehuULUNT pa3HON CTEMNEHU
BblpaxeHHoCcTU oT TKH Ao MMHUManbHbIX HapyLUEeHUHN,
CKITOHHOCTb K UH(EKUNAM, ayTOMMMYHHbIM 3a00r1eBaHUAM
(ayTOMMMYHHbIE UMTONEHUU), rMnonna3us napawmToBUAHbIX
Xene3 ¢ runoyHKUUen, rmnoTneos, otctaBaHue B
WHTENNEKTYyarlbHOM pa3BUTUM pa3HOM cTteneHun — CuHgpom [Ou-




MHOXECTBEHHLIE MOPOKU PA3BUTUS .

+OCOEEHHOCTVI CTPOEHUA NNMUEBOIO CKEJIETA.

NMopoku cepaua U KPynHbIX
cocynoB, BO3MOXHO Hanuyue
ApYyrux nopokoB (NONMUOaKTUnuA,
NOPOKU NOYEK) NOPOKU NMULEBOTO
ckenerta (rmnepresiopusmM, HU3KO
NnoCa)xeHHble yLU, paclienuHbl
BepxXHeun ryobl u Heba),BbIBOPOT
HaPYXXHOIO Kpaa HWXKHEero Beka
aucnrnasusa TazodeapeHHbIX
CYyCTaBoOB, (peTanbHble NOAYLEYKH
Ha nansuax AMmyHoaeduuUT
pPa3HON CTENEHU BbIPAXKEHHOCTMH
CKJITOHHOCTb K UH(PeKLUUAM,
ayTOMMMYHHbIM 3a00neBaHUAM
(ayTOMMMYHHbIE LUUTONEHUUN), OTCTaBaHMEe B (PU3UYECKOM PaA3BUTUM,

B UHTENNEKTyarnbHOM - pa3Hou cteneHun — Cunapom Kabyku 1 nnu
2 TMna ey L
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KALLENb, PUHUT, OObILLIKA

F %
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CHuxxeHne rammarnoo6yriuHOB B
OMOXMMUYECKOM aHarin3e KpoBu
(My>XCKOM norn, ceMenHbIN aHaMHe3),
NOBTOPHbIE MHEBMOHUMU

X-cuensneHHast UM ayToCOMHO-
peLieccuBHasn

u arammarrnooynuHemus ?ii %




[enaTocnneHomMeranus,
arammarnooynmHemus c B-
KrneTkamm -

Obwan BapnadbenbHas

UMMYHHasi He4OCTaTOYHOCTb,
GLILD

€




APTPUT

CHMXeHne CbIBOPOTOYHbIX
UMMYHOITIOOYNMHOB, B 3aBUCUMOCTU OT
HarnMM4ua UnNn oTcyTCcTBUA B-KNeTok u
APYyrmx CAMNTOMOB

X-cuensieHHas Ui ayToCOMHO-

peueccuBHas aramMmarnooynmHemus,
OBWH, NBS, WAS...
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» HACNTIEOQCTBEHHBLIE AYTOBOCMANUTENbHbIE CUHOPOMbI

a) MakyrnonanynesHas cbinb, b) nepuopdutanbHas apuTemMa, C) yBenmuyeHue
LWeMHbIX NuMdoy3noB, d) ABYXCTOPOHHAA NMHEBMOHUS, €)
nonepeyHass UICYHEPUYEHHOCTb HOTTEN Bbi3BaHHaA peLuuauBUPYIOLWLUMU

anusogamu nuxopaakm, f) apTpuT, g) octpasa o6CTPYKLMA KULLEYHHUKA,
Bbl3BaHHas NnepuToHeanbHbIMU ClalKamMMm.

der BurghR, ter Haar N.M., Boes M.L., Frenkel J. Clin Immunol., 2013, 3, 197-206.




R CuHapom

http://angelarudd.blogspot.ru/2014/06/muchkle-welfs-syndrome-in-beginning.htmi
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& Knuuuyeckue>) nposienennss NOMID J

-

Hedopmauua KoneHHbIX cycTaBoB (a), peHTreHorpacgpusa KOneHHbIX
cycTaBoB (runepnsiasua HagKosreHHUKa u anudpu3oB ANMHHbIX KocTen (b),

KOXHaf cbinb (c), rugpouedanua (d), KomnbrotepHasa ToMmorpadpus:
nopaxeHue rorioBHoro mMo3sra (e).

. https://ghr.nim.nih.gov/condition/neonatal-onset-
multisystem-inflammmatory-disease.
http://autoinflammatory.org/nomid.php




nposieneHus TRAPS.
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Lot 3 4

A) — nepuopouTanbHbIN OTEK, (B) — Oonbline aHHYNAPHbIE
onawku, (C) — apuremaTosHblie Makynsbl, (D) — reHepanu3oBaHHas
ceTyaTtas 3pUMTeMaTO3HaA CbliNb.
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KnuHunyeckue nposaBneHus cuHgpoma Blau

MakynonanynesHas cbinb y pebeHka ¢ cuHapomMoM bnay (BospacTt 5

MecAaueB)

MpunyxnocTb TbISIbHOWU CTOPOHbI KUCTHU (a). Kamnunogaktunus (b).

1. Zeybek C., Basbozkurt G., Gul D., et al. Case Rep Rheumatol. 2015; 2015: 463959, 2. Caso F., Galozzi P, Costa L., et al. RMD Open. 2015 Jul
20;1(1):e000097.
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Day 2 - 09/02/08 7 - 08/07/08 Day 12 - 08/01/08
Myrtle during & Hereditary Anglosdema attack (HAEA.org)

AyTOCOMHO-4OMUWHaHTHOE 3aboneBaHue,
XONOAHbIE HE 3ygAlMe OTEKH, HE
CMOPOBOMKAAIOTCA KpanNnMBHULEN BO3HUKAIOT
nocne TpaBm UM CNOHTAHHO —

HacnepcrtBeHHbIW
AHrTMOHEBPOTUUYECKUN OTEK




: HACIEACTBEHHbI/ v]
AHTMOHEBPOTUYECKMUI OTEK

»OTekun 6e3 KpanuBHULbI

~Kak npaBuno Tskenble OTeKU NnuUa, rMMOTKU U TOPTaHu,
XKenyao4yHO-KMNILEHOIo U YPOreHUTarIbHOIro TpakTa

AlpoaonkKntenbHOCTb atak — HapacTaHne B TeYeHUue

nepBbIX 24 yacoB, OOpaTHOE pa3BUTUE B TeUeHUue 2-4
OHEN

~HeT oTBeTa Ha Tepanuno aHTUrIMCTaMUHHbLIMW

npenaparamu, KOpTUKOcCTepongamum v annHepumHOM
(cocTosiHME MOXeT yxyawunTtbea!)

~ATaKun HenpeackasyemMmbl 1 BapbUPYHOT MO YacToTe

sHacTo npoBOUMPYIOTCA TPAaBMOU USTU CTPECCOM




) \ AONATHOCTUKA IMMYHOOE®PULINTOB
g[@ ANTOPUTM OWATHOCTUKU

AHaMHe3 (Kakue KNMHUYECKME CUMMTOMBI

N3MEHEHMS B aHanmn3ax Obinn y pebeHka paHee,

' reHeanorusa) + OcMoTp

‘ % NPEOBAPUTENbHBIA AWAMHO3
. 2

WMMYHONOIM’MYECKOE OBCIIEOQOBAHUE
\2
BEPNDOUKALUNA OUWATHO3A
J




B

fi Y \\
[ 32t

- POOOCIHNOBHbIE BOJIbHbIX C X-CLIEHHEHHbIMM

3ABOJIEBAHNAMU
LR T L TT T,
0——O0 O—r®
|
| | LTI oL T
[ ‘ P> J;D !
1 .




B

A\

VVVVY

A4

vV VYV

A\

Y VY

HeVIHCbeKLI,VIOHHbIe nposaBrieHUA, KOTOpblie MOTyYT ObITb OTHECEHbI K
HacTopaxvuBarwwuumMm Npu3Hakam

FemaTonormuyeckue HapyweHua (TpoMbouuToNeHUN, nemKoneHus,
numMmd oneHns, HeUTponeHus)

OepmMatonoruyeckue nposiByieHUs (3puTpoaepmMus, AepmarTur)
HeBponornueckue HapylweHus (Nporpeccupytollas atakcus)
NoGpokavyecTBeHHasa numMmdaaeHonaTusa, renarocrnoneHoMeranus
Mnonnasua numMmdaTuyeckux ysnos

PasznuyHble gucMmopdnuyeckue Yeptbl U MNOPOKU pa3sBUTUA (OCOOEHHO B
covyeTaHHble): MUKpoued anusa, AUCNasna NUUeBoro cKenera, paciluesuHbl
BepxHei rydbl un Heba,

Mopoku cepaua (ocobeHHO B coueTaHUU ¢ runonnasuein TMuMyca, BbiiBNeHHOM
nNpu KapauoXupypruyeckux onepaumnsax), NnonuaakTunus, Nnopoku pasBuTus
noyvek, aTpesusa aHyca

BocnanutenbHble 3a6oneBaHus KulleyHUKa, 0COO6E€HHO ¢ paHHMM Havyanom
ApTpUT u apyrve ayToMuMMYyHHble NPOSABNEHUs, BKNOYasa 3HAOKPUHONATUU

I'Iepuo,u,utlecxue NMUXopaaku, conpoeoxaarwuuecsd H&GOpﬂTOprIMM
BocnanuresibHbiMU UISMEHEHUAMMU

Peuungusupyrowme nepenombl (MHOrga UMMTUpPYIOLUE HECOBEPLUEHHDbIN
ocTeoreHes)

CKnepo3npyrowmin XonaHrur
NMHeBMaToUene (MHOrg4a OOHAPYXUBAKOTCH CNY4YanHo)
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Ecnu 3HaTb O CylWecTBOBaHUM \J
3a00neBaHus y4eCTb BCe OCODEHHOCTMH,
yopaTb nuuHee, o6paTUTb BHUMaHUE Ha

COBOKYNHOCTb NPU3HAKOB




Mockea, 119571, JleHnHckun npocnekT, 117
dakc: (495) 935-61-18
E-mall: clinica@rdkb.ru




