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MUMMYHMUTET - xoMmIiuieke peaxkiuil, HANPaBJEHHbIX HA
MoJJep:KaHNe IMOCTOSHCTBA BHYTPEHHEH cpeabl OpraHM3Ma -
roMeocra’a MakKpOMOJIEKY.JI.
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HUMMYHUTET

95 % - BPOXJIEHHbIA = HATUBHBIA = ECTECTBEHHBIA =
(HecmenuduIeCKUN)

5 % - NPUOBPETEHHBIA = AJATITUBHBIN = (cnenudnaecKuii)
B ocHoBe Bcex mpouneccoB ((pM3MOJIOTHYECKUX H
MATOJIOTHYECKHX) - 2CHEMUYECKU OCMmepMURUPOCAHHBI

nymb u memnepamenm UMMYHRHO20 omeema Ha
KOMIIOHEHTBI OKpY:Kauliein cpeabl

.« AJIATITALIASA NE3AJIANITALIUS
- 3JIOPOBBE T BOJIE3HD

* mopgosornyeckue u pyakunonaasbusie USMEHEHUSA
YEJOBEKA

« TIATOMOP®O03 3ABOJIEBAHUMN
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NUMMYHHASN CUCTEMA — y4acTHHK H

peryjasaTop 00JbIIHMHCTBA MATOJOIrMYECKHUX

IPOIECCOB.

BOCIHAJIEHHUE — namonozuueckuil npouyecc
OObUIUHCMEA 3A0071e6AHUIL.

AIIOIITO3 - 3anporpaMMHUPOBAaHHAs THOEJIb KJIETKH €€ CTapeHHeEM.

S % 3a0oaeBanmii - yckopenue AIIOIITO3A, BE3 BOCHAJIEHUHA
95 % 3ao6ougeBannii - BOCIHHA/IEHUE + usmenenus AIIOIITO3A

BOCIMANEHUE
noKkanu3oBaHHoe <--> CUCTEeMHoe

anneprunyeckoe ayTOMMMYHHOE€ MHdeKUMoHHOoe
rmnepyyBCTBUTENbHOCTb KretTo4Horo BUDVCHOE
IgE-3aBucumasn TMNa itd
rmnepyyBCTBUTENIbLHOCTb rymoparnibHoro 6aKkTebmanbHoe
IgE-He3aBncumas TMNa P
rpmbkoBoe
napas3nTapHoe

Audpdpe pe HuuagdbHasag JUATHOCTHUKA:
¢ THNEPYYBCTBUTEIHHOCTHIO
HeaJJIEPpru4ecKoro Tuma ¢ TOKCHYE€CKHMH NponeccaMu MeKAY MHPeKUuaAMHU



JANarHoCTUKa HMMYHONATOJIOr MM

 BbISIBJIEHUE UMMYHOIE®UIIUTOB —
MEePBUYHBIX U BTOPHYHBIX;

 BBISIBJ/IEHUE TUIIOB UMMYHOIIATOJIOI'NHA
IHPU UMMYHO3ABUCHUMBbIX 3ABOJIEBAHUSAX
- CHHAPOMA HapYUICHHN MPOTUBONHPEKIMOHHOMN

3ALIMUTHI,
- aJVIEPru4ecKoro,
- Ay TOUMMYHHOI'0,
- npoangepaTUBHOrO.




Bmopuunvie ummynooepuuumot

* 3TO U3MEHCHUA (PYHKIIMOHUPOBAHUSA
NMMYHHOM CHUCTEMBbI U3-3a IIEPBUYHBIX
IPUYUH, JeHCTBYIOIIUX TPAH3UTOPHO B
JII000M NMEePUO/ KU3HHU, M MOPAKAIOLIUX
JIN00 HEeIMOCPEeACTBEHHO KOMIIOHEHThI
NMMYHHOM CUCTEMBI, TUO0 CUCTEMBI,
peryjupymoiiue ee (pyHKIHUU.



Ilpuuuns: emopuunvix
UMMYHOOEPUYUMHBIX COCMOARUU

HEJIOHOIIIEHHOCTbH Y JETEH

BPOK/IEHHBIE U METABOJIMGECKUE 3A50/IEBAHUA
- XpOMOCOMHBbIE aHOMAJIUU (cuHApPOM JlayHa, ap.);

- ypemus;

- He(pPOTHYECKNI CUHAPOM;

- JHTEpONaTHH

HMMYHOCYIIPECCUBHBIE DAKTOPBHI —
- paaManMoOHHbIE;

- IMTOCTATHKMH;

- TIIIOKOKOPTUKOCTEPOU/IbI;

- AHTUTUMOLUTAPHBIN IJ100YJIUH;

- anTu-T u B MmoHoKkJI0OHAAbLHBIE AT




Ilpuuunovr emopuunovix
UMMYHOOEPUYUMHBIX COCIMOANRUU

 UHUHO®EKIIUU

- BHUUY;

- BOBb;

-  BpOXKIEHHAas KpacHyxa

o I'EMATOJIOTHYECKHUE 3Ab0/IEBAHUA —
- THCTHOIHMTO3;

- JIeHKO03;

- MHeJOoMHas 00J1€3Hb

o XUPYPITHYECKUE BMEIIATE/IbCTBA H TPABMbI
- CILNIEHAKTOMMS ;

- 0;KoroBasi 00J1e3Hb

- TUIIOTEPMHUSI.




3aoauu ouaznocmuku npu eMOPUYHBIX
UMMYHOOehuyumax

OLICHKA XapakKTepa U 00beMa HAPYIIEeHUH MMMYHHbIX QYHKIIUM;
BbISIBJICHUE IPUYMH HAPYLICEHUH UMMYHHBIX (DYHKIUHT;

pa3pa60TKa TCPANCBTUYCCKHUX KOMIVICKCOB, HAIIPABJICHHBLIX HA ITICPBUYHbLIC
MCXAHU3MBbI PA3BUTUA UMMYHOIIATOJJIOI'MH ;

ornpeaeseHne He00X0AMMOCTH, BUI0B U 00beMOB MMMYHOTPOITHOM TePaANUH
JJISL IPeAyNpexIeHUS PAa3BUTHS OCJI0KHCHUH;

KJIMHUKO-J1200PaTOPHBINA KOHTPOJIb 3(PPEKTUBHOCTH TEPANIUH;

pa3padoTKa MJIaHA PeadUINTAMOHHBIX MEPONIPUATHN U YyYACTHE B X
MPOBECHUH;

npopuIaKTHYECKHE MEPONIPUATHA JJIs1 IPeayNpeKIeHUs PAa3BUTHS
0CJIOKHEeHHUH (BAKIIMHAIIMA).



3aoavu ouaznocmuxKu
UMMPHO3ACUCUMBIX 3aD0Necanull

CUHJIPOM HAPYHIEHUM NPOTUBONH®EKIIMOHHOMU 3AIINTHI:

- ompeJe/ieHHE XapaKTepa PEaKTUBHOCTH OPraHU3Ma IPU Pa3BUTHH
NH(PEKIMOHHBIX 3200J1€BaAHNI 1JI PEeAYNPeKIACHUsI PA3BUTHS THKEIbIX

$opm;
- KJIUHHMKO-JI1a00PATOPHBLIA KOHTPOJIb 3(PPEeKTUBHOCTH TePANUH;

- ompenaejieHue HEOOXOAUMOCTH, BUA0OB 1 00b€eMOB MMMYHOTPOIIHOM Tepanuu
IJIS IpeaynpexaeHusi pa3BUTHSI OCT0KHEHUH;

- BbISIBJIEHHE POJIM HHPEKIMUOHHBIX AT€HTOB IIPHU PAa3BUTHH
HeUH(EKIMOHHBIX BUJI0B HMMYHONIATOJIOTHH (AJIJIEPTUH, AYTOMMMYHHbIX
3a00J1eBaHM i1, MMMYHOAe(UIIMTOB) U Pa3padoTKa NPOPUIAKTHICCKUX
MEPONPUATHH.



3aoavu ouaznocmuxKu
UMMPHO3ACUCUMBIX 3aD0Necanull

AJUVIEPTMYECKHWHA CUHAPOM:

BbISIBJICHUE TUIIOB TMIIEPYYBCTBUTEIbHOCTH U
AJJIEPrUYECKUX MEXAaHU3MOB Pa3BUTHS 3200 1€ BaHMIL;

KJIHMHHUKO-J1a00paATOPHBIN KOHTPOJIb 3(PPEeKTUBHOCTH
cnenu(puUYecCKou Tepanuu;

ornpeaeieHue He00X0AUMOCTH, BUT0B U 00HLEMOB
UMMYHOTPOITHON TepPaNuM.



3aoavu ouaznocmuxKu
UMMPHO3ACUCUMBIX 3aD0Necanull

AYTOUMMYHHbBIM CHHJIPOM:

BbISIBJICHHE AYTOMMMYHHBIX MEXaHU3MOB Pa3BUTHSA
3200/1eBAHUM;

YqacCTueE B pa3paﬁoTKe TCPANICBTHYCCKOI'0 KOMIUICKCA,

omnpeae/ieHue BUIOB U 00beMOB HUMMYHOTPOIIHOM
Tepanuu;

KJIHMHHUKO-1a00paATOPHBIN KOHTPOJIb 3PPEeKTUBHOCTH
Tepanumu.



NMATOTEHE3 3ABOJEBAHUMA
(BOBMOKXHBIE BMEIIATEJBCTBA)

TEHOTHII ®EHOTHUIL
(TEHOTEPAIIUSI) SMEHEHUE KAYECTBA
OKPYKAIOUIE CPEJIbI)

BHEJIPEHUE IN'EHETHYECKU Y)I(EPOI[HOﬁ NHOOPMAIINN
([IPODUJIAKTHKA - BAKIIUHALIUA,

- YAIYYUIEHUE ®YHKIUOHUPOBAHUSA CUCTEM OPI'AHU3MA,

- TPEHUHI-3AKAJ/INMBAHUE;
JEYEHUE — AHTUBAKTEPUAJIBHBIE, HPOTUBOBUPYCHBIE,

IHPOTUBOI'PUBKOBBIE, AHTUITAPASUTAPHBIE IIPEITAPATDI,
- AHTUTOKCUYECKHUE U COPBIHMOHHBIE MEPOIIPUATUSI,
- KOMIIOHEHTBI ECTECTBEHHOM 3AIIIMTHI OPTAHU3MA)

IHOBPEKJAEHUE
(YIAYUHLIEHUE PEI'EHEPAIIUU - PEI'YJIAIIUA @YHKIIMOHUPOBAHUA

HAYUM-CUCTEMBI)

BOCITAJIEHUME
(ITPOTUBOBOCHAJ/IMTEJIBHBIE ITPEITAPATHI : CTEPOUAHBIE,
HECTEPOUJIHBIE, PACTUTEJIBHBIE U APYI'UE,

- ATUOIMATOI'EHETUYECKASA TEPAIINS,
- PEI'YJisIIUA AITOIITO3A U ITPOJIMPEPALIUN KIIETOK)



METO/Ibl TUATHOCTHKH

KIMHUYECKHUE
AHAMHECTHYECKHUE
JIABOPATOPHBDIE

NHCTPYMEHTAJ/IBHO-ANATHOCTHYECKHE



KaunanyeckKue

BO3PACT n IIOJL

OBBEKTUMBHBIE — BusyajbHble U (pU3MKAJIbHBIE:

COCTOSIHHME KOKH M MOAKOKHOM KJIETYATKH;

OPraHoOB JAbIXaHUS;

OPraHoB MUIEBAPCHUA;

CePACYHO-COCYAUCTON CUCTEMBbI;

KOCTHO-MBIIICYHOU CUCTEMBI;

OPraHoB MMMYHHOU cucTeMbl (JIUM(OY3Jibl, IEYEHb, CEJIE3CHKA);
HEPBHOM CHUCTEMBbI;

JHAOKPUHHOM CUCTEMBI.

OINNPEJEJEHUE THUIIA KOHCTUTYIHUMH - «imMmpaTHIecKUn»,
«aTONMHYECKUN», KMOYEKHUCJbIN, KPEeCIUPATOPHBIN», KBEreTO-
AUCTOHNYECKUN» M T.J.



AHCTpYMEHTANbHO-IHATHOCTHYECKHE

* VJIBbTPA3BYKOBBLIE — Y3 pa3iu4HbIX OPraHoB, B
T.4. HIMMYHHBIX (THMYC, lleUeHb, CeJIe3eHKA,
JUM(OY3JIbl).

 MATTHAUTO-PE3OHAHCHBIE —- MPT Tex :xe
opranos + ITHC u ap.

o JIYVUEBBIE - peHTreHoJorn4ecKkue uccje0BaHus
pPa3JIMYHBIX OPTraHOB.

 COAHTUTIPADOUNYECKHME - pagnosiornyeckue B
CTAIHOHAPHOM H (PYHKIHOHAJIHLHOM pPeKHMe.

 @YHKIMNOHAJIBHLIE — onpenesieHre pyHKuuu
OPraHoOB JAbIXaHHUA U IP.



AHaMHeCTHYeCKHe

* AmnaMHe3 3a00JieBaHNA — BpeMsi 1e010Ta (BO3pacT M
TABHOCTH), XapaKTep TeYeHUs OCTPHIX IMU30/10B
(MPOAOIKUTENBHOCTH, ATUHNIHYHOCTD, 3(PPEKTUBHOCTD
KYIIAPOBAHUSA), YACTOTA 000CTPEHMIA, CIIEKTP
TPUITEPHBIX (PAKTOPOB.

* AHaMHe3 YKM3HH — KaK POAMNJICH, YeM U Koraa 0oJiel.

* [enealormuyeckuii aHaMHe3 — aHAJIU3 POJIOCTIOBHOM
min. 4-X NOKoJeHU (caydau Oecnioaus,
HEBbIHAIIUBAHUS 0€PEMEHHOCTH, MEPTBOPOKIACHUS,
PaHHeHN 1eTCKOU CMEPTHOCTH, CMEPTH B MOJIOIOM
BO3pacTe, BPOKIACHHBIX YPOJACTB; OPraHOTONUYHOCTD
3200/IeBaHUIl Y POJACTBEHHUKOB; HAJINYME
NMMYHO03aBHCHUMOM MATOJOTMH Y POJACTBEHHUKOB)



JlabopaTopHbie

 ['emaToJiorn4yecKue (HAaYUMHAaA ¢ 001 Ero
AHAJIU3A KPOBM)

* UMMyHOJIOrMYeCKHe — KOJIHYeCTBeHHbIE 1
(pyHKIHOHAJIbHBIE (KJIETKH M UX PYHKIMSA,
MPOAYKIUA KJIETOK, COOTHOIIICHUE ITAPAMETPOB
HUMMYHHUTETA...)

* MoaekyJaspHO-reHeTHYeCKHe



ITepeuunwve
UMMYHOOCHUYUMHBIE COCHOAHUA

ITO FeHEeTHYECKU-IEeTEPMUHUPOBAHHbIE 3200/ 1eBaAHUA
(HacJIeaCTBEHHbIE WJIM BPOXK/ICHHbIE), B OCHOBE
KOTOPbIX MOJIEKYJISAPHbIC HJIH OPraHnvYecKue aedeKrbl,
NPUBOJALINE K HAPYIHEHUSIM KAaCKaJaa HMMYHHbIX
peakuuu, K HAPYIICHUAM HpoJudepanuu,
aupepeHIMPOBKA U (PYHKIIUH
HUMMYHOKOMIIETEHTHBIX KJIETOK, XapaKTepPpU3youuecs
THKEJIbIMA HHPEKIUOHHBIMHY NPOLECCaAMM,
AyTOMMMYHHBIMH 3200/1eBAHUSIMM U NMOBBIILEHHOX
CKJIOHHOCTBIO K PA3BUTHIO 3JI0KAY€CTBEHHbIX
HOBOOOpPA30BaAHMIA.



ITAITBI JHATHOCTHKH ITHI

AHaMHe3

KnuHukKa

ObuweKnuHu4YeckKue
uccsiedoeaHus

KnuHukKo-
UMMYHOJI02U4YecKue
uccrsiedoeaHuUs

peanonoXUTesnbHbIN
AnarHos

BepoAaTHbIM AnarHo3s

MonekynsipHoO-
2eHemuy4yeckue
uccrsiedoeaHuUs

nia

[NloaTBEepXAEeHHbLIU
ANarHos




3aoauu ouaznocmuku npu REPEUYHBLIX
UMMYHOOehuyUmax

AMATHOCTUKA NEePBUYHBIX HMMYHOAe(pUuuTOB (00J1€e 150
CHHIPOMOB);

CO3JaHHUEC PCIUNOHAJBHOI'O PEIrucCTpa NMaToJI0rum,

BbINOJIHEHHE NPOTOKOJIOB IMATHOCTHKH, JIEYeHUSI U BeIeHUA
00JILHBIX;

KJIMHUKO-1200PaTOPHBIA KOHTPOJIb 3P (PEeKTUBHOCTH
Tepanuu;

npopuIaKTHYIECKHEe MEPOIIPUATHS IJIs MPeayIpeKIeHUs
PA3BUTHS OCJ0KHEHUN (BAKIIUHAIIUSA);

reHeTH4YeCKoe KOHCYJIbTHPOBAHME CEMbH 10 BOIIPOCAM
POKIAEHUA JeTEH C NEPBUYHBIMM UMMYHOAe(PUIIUTAMMU.



Jona paznuunelix 2pynn
NePeUUHBIX UMMYHOOCPUUUmMOoe

JAE@EKTbBI CUCTEMbI
KOMIIVIEMEHTA

NE®EKTHI

®ATOLIUTO3A
NPYT'UE I'VYMOPAJIBHBIE
NE®EKTBI NE®EKTBI

NMMMYHHOU
JINCPEIrYJISIIINUA
" J1P.

KOMBUHUPOBAHHBIE
UMM YHOJIE®ULUTHI



COOTHOLIEHHE reymiil CHHAPOMOB
HEPBHYHBIX HJ/IC B PAIHYHbBIX

PETHCTPAX IIATOJIOIrHH

JlanHbIE JlanHbIe JlanHbIE
JlaHHBIC IOxHo-
I'PYIIIA Poccuiickoro Ypaabckoro OJAKb Nel
CUHAPOMOB ESID perucrpa Pernona
(2002r.) (2005r.) (2005r.) (2006r.)
IIpenmyiecTBeHHbIE
nepexTbl 67,1% 49% 62,4% 67,5%
AHTUTEJONPOAYKINH
KomOunupoBanHuasi
nMvynHas 17,5% 23,6% 23,6% 12,6%
HEJ0CTATOYHOCTH
IIpenmyiecTBeHHBbIEC
q)}le(l)eKTbI 7,4% 13,7% 3,2% 13,2 %
arouuTo3a
HedexTsl cucreMbl 0
KOMILJIEMEHTA 5’6% 1% - 2’7 A)




HA3BAHHE CHH/IPOMA BOTBHBIX | YMKOB | WEK
ATAMMAIJIOBYJMHEMUS X-CHEIUVIEHHASI AYTOCOMHO-PEIIECCUBHASI 11 9 2
OBIIASI BAPUABEJBHASI TMIIOTAMMATIJIOBYJIAHEMMUS 12 2 10
TMIIOTAMMAIJIOBYJIMHEMMSI C THIIEP- Ig M 1 1 -
CEJIEKTUBHBIA JTEOUILIMUT Ig A 86 48 38
ATAKCHS-TEJEAHTHODKTA3HUS 6 4 2
XPOHUYECKHM KOXHO-CJU3UCTBIN KAHIUJIO3 3 3 -
XPOHUYECKASI TPAHYJIEMATO3HAS BOJIE3Hb 6 5 1
TAIEP-Ig E CHHIPOM 6 2 4
CHUHJIPOM YEJIUAKA-XUT'ACH 2 - 2
AYTOMMMYHHBIA JTUM®OIMPOJIMPEPATUBHBLIA CHUHIAPOM 3 3 -
CUHAPOM AU-IKOPIXKHA 2 = 2
CHHJIPOM HUMETEH 2 - 2
CHUHJIPOM I'V]JIA 2 - 2
TKUH 8 5 3
CHUHJIPOM BHCKOTTA-OJIIPUYA 2 2 -
JAE®UUUT C1-MHTUBUTOPA KOMIJIEMEHTA - 3 1 5
HACJIEJCTBEHHBIA AHTHO-HEBPOTUYECKHI OTEK

BPOKJIEHHASI HEATPOIIEHUS 2 2 -
BOJIE3Hb KPOHA 5 2 3
MAKPOTJIOBYJIMHEMHSI BAJIbAEHCTPEMA 1 1 -
UTOI'O (6 m.u. B3POCJ/IbIX — 43; u3 2.Examepunoypza —39) : 163 90 73




Pezucmp IIA/] Ceeponoeckou 0Oaacmu oz

YACTOTA BCTPEYAEMOCTH

HA3BAHHME CUHIPOMA EomET (nacesenne CO —4 395 617
aereii -792 295)
ATAMMATJIOBYJIMHEMMST  -X-CHEIUIEHHASI 11 1 : 400 000 = 0,25/ 100 000
-AYTOCOMHO-PEIIECCUBHAS (1 : 450 000 1 1 : 2200 000)
OBILASI BAPUABEJIbBHASI TUIIOTAMMATJIOBYJIMHEMMSI 12 1:366 300 = 0,37 / 100 000
TMIIOTAMMAIJIOBYJIMHEMUASIT C THUIIEP- Ig M 1 1:4400 000 = 0,023 /100 000
CEJIEKTUBHBINA JE®UIUT Ig A 86 1:51000=1,96/100 000
ATAKCHSA-TEJTEAHTHODKTA3HS 6 1:730000=0,14/100 000
XPOHUYECKHA KOXKHO-CJM3UCTHIN KAHIWAI03 3 1 : 1465 000 = 0,068 / 100 000
XPOHUYECKASI TPAHYJEMATO3HASI BOJIE3Hb 6 1:730 000 = 0,14 / 100 000
TUIEP-Ig E CHHIPOM 6 1:730000=0,14/100 000
CHUHJIPOM YEJIUAKA-XUT ALLIA 2 1:2200 000 =0,045/100 000
AYTOUMMYHHbBIA JIMM®OIPOJIUPEPATUBHBII CHHIPOM 3 1: 1467 000 = 0,07 / 100 000
CHHJIPOM JU-TKOPIKA 2 1:2200 000 =0,045/100 000
CUHJIPOM HUMMEI'EH 2 1:2200 000 = 0,045/ 100 000
CHHJIPOM I'V]JIA 2 1:2200 000 =0,045/100 000
TKWH 8 1:549 000 =0,18 /100 000
CHHJIPOM BHUCKOTTA-OJJIPUYA 2 1:2200 000 = 0,045 /100 000
HACTEICTBEHHBI AHIMO-HEBPOTHYECKHH OTEK 3 1: 1467 000 = 0,07/ 100 000
BPOKJIEHHASI HEUTPOIIEHUSI 2 1:2200 000 = 0,045/100 000
MAKPOIJIOBYJIMHEMMSI BAJIbJEHCTPEMA 1 1 : 4400 000 = 0,023 / 100 000
BOJIE3Hb KPOHA 5
HUTOI'O (6 m.u. B3POCJIBIX — 43; u3 2.Examepunoypza —39) : 163 1:27 000 (3,7:100000)




JIPYTHE HJIC

(ne eowmeowue ¢ pezucmp)

HA3BAHUE CUHIAPOMA

KOJI-BO
BOJIBH
bIX

MAJIb
YUKOB

JIEBO
YEK

«HEBEPU®UNIIUPOBAHHBIE UJC» , N3 HUX:

-X-T'UICTUOLIUTO3

-TUTIOILJIABUS TUIIOD®U3A

-MYKOBUCII1103

-CUHJIPOM IMNEPCUCTHUPYIOIIENA BAKTEPUAJBHOM
UHOEKIIMK KOXU MU JIMM®OHUJIHBIX OPrAHOB BE3
YCTAHOBJIEHHOI'O IEPBUYHOI'O UMMYHHOI'O JIE®EKTA

N = = NN

— (2

—

[ |

TPAH3UTOPHASA TUIIOTAMMAIJIOBYJIMHEMUSA PAHHEI'O
BO3PACTA




HoBble rpynnsl cMiHAPOMOB nepBuYHbIX UJIC

AYTOBOCITAJIMTEJIBHLBIE MIEPUOJAYECKHUE 3ABOJIEBAHWMSA- rpynna 3a0o1eBaHuid,
00yCJIOBJICHHBIX HAPYIIIEHHEM B3aMMOAEHCTBUS PEryJiTOPOB BOCIAJIEHUSA

F M F — cemeiinas cpeauzemHoMopckas guxopaaka (Familial Mediterranean Fever) («nmepuognueckasi 00J1€3Hb»).

TRAPS - TNF Receptor Associated Periodic Syndrome (Hibernian fever,1982 r.).
FCAS - Familial Cold Autoinflammatory Syndrome.

M W S - MUCKLE-WELLS cunapom — (1967).

CINCA - xpoHnyecknii THPAHTUIbHBIN HEBPOJIOTHYECKNI, KOKHBIN, cycTaBHOM cuHAPOM (Chronic Infantile
Neurological Cutaneous and Articular syndrome).

NOMID (1987) - myJabTHCHCTEMHAsI BOCTIAJIMTEIbHAsA 00J1€3Hb ¢ HeOHATAJIBLHBIM HauaaoM (Neonatal Onset
Multisystem Inflammatory Disease).

MKD -Mevolanate-Kinase Diseases : ['unep-IgD cunapom (periodic fever Mevalonic Aciduria).

CD - boae3us Kpona — (Crohn's Disease) - reHeTHYeCKH rereporeHHoe 3adoJieBanue (accounupoBannas ¢ 19, 16,
14,12, 6, 5, 3, 1 xpomocomamu).

BS - Cunjipom Blau - cemeiiHbIN IOBEHWIbHBIN CHCTEMHbIH KOKHOCYCTABHOM I'PaHy/1eMaTo3.
PAPA-cunapom (Pyogenic sterile Arthritis, Pyoderma gangrenosum and Acne syndrome).

PFAPA - Cunapom Mapmiajia - nepuoanveckasi JUXopaaka, apTo3Hbiid CTOMATHT, GAPUHTHUT, ajeHuT:1987r.



Cpyxrxypa_ieraabHocTu TN JT

\
KOJNIMYECTBO y;'égﬂf,’,,x
®opma BOJSIbHbIX (27 6x -16,6% | YAO.BEC
NMMAOC B pernctpe (163) B perucrpe perucrpa) (18,6%)
C-m Heamnaka-Xurawm 2 2 100
TKUH 8 7 87,5
AyTonMmmyH.numcponponud
epaTUBHbLIN C-M 3 2 66,6
C-m v Dxopoxu 2 1 50
C-m HunmereH 2 1 50
XKCK 3 2 66,6
Xp.rpaHysieMmoto3Hast 6-Hb 6 4 66,6
BpoxaeHHas HENTpPoneHus 2 1 50
C-m Buckotta-Ongpuya 2 1 50
ATakcusi-teneaHruakrasus 6 3 50
ArammarnooynunHemusa 11 2 18,2
OBWH 12 1 8,3
CenektuBHbin gecpuumnt IgA 86 1 1,2




Cpykrypa-aeraiasHoeti1HIAA

yucno BO3pPacCT NMPpN4YnHa CMepTU
Popma MAAOC yMepwux | rnoenu
XKCK 1 8 net NMonuaHAOKPUHHBLIA ayTOUMMYHHbIN
CUHAOPOM, OHKONOIUs
11mec. -arpaHynouuTos
C-m Yepgmaka-Xurawum 2 1r.3mec. -Ml-ﬂb-ﬂypecnwpaT-ro M NULLeBapuT.
TpPaKToB
C-m HunmereH 1 6 net -numcpoma
4 mec. -runoKanbumemMus
C-m v xopaxu 2 5mec. -cencwuc, BIC
2mec. -cencuc
p 3mec2. -cerclbcuc
Mec.-2-e | -MHcp-A1 pecnup-ro TpakTa
TKUH 7 7mec.- 2-e -cencmcp P P
11mec -cencwuc, tbc,
-cencuc
3 14 net -MHEBMOHUSA,-0.Ne4YeHOYHasA Heao-Tb
ATaKkcusi-TeneaHruakrasus 5u 8 ner -onyxonb cpeaocTeHus
CuHpgpom Buckorra-Ongpuya 1 1r.8mec. | -Cencuc, TpomGouMTONEHUS
7 net -tbc
Xp.rpaHynemaro3Has 4 6 net,4r. | -tbc,thc
oones3Hb 2,5 ropa - thc
AyTonmMyH.numdonponude 2 18 ner -NaHUUTONEHUA _
paTUBHbLIN C-M 16 ner -reMmopparvyeckum UHCynbT
OBWH 1 42 ropa -cencuc, remopparvy. MHCYnbT
Bp.HenTponeHus 1 6 mec. - arpaHyfouuTOo3, NHEBMOHMUSA
CenektuBH.gecpunumnt IgA 1 20 nert -KapauomuoaucTpodus
16 ner -KpacHyxa ¢ aHuedanuTom
ArammarnooynumHemus 2 12 nert -NHeBMOHMUSA (cou.Hebnaronon.)
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K - Koxa Y — cucrema yxa (BHyTpeHHee, cpeHee, eBCTaxneBa
/I — opraHsl AbIXaHUs Tpy6a)

IT — opransl nuieBapeHnst C — npujaTouYHble Na3yXu HOCA (CHHYCBHI)

Mo — MoueBbIIeJIUTEIbHAS CUCTEMA 3 — 3y6bI

D — JH/IOKPUHHAA CHUCTEMA Hu — HepBHas cucTeMa lEeHTPAJIbHAsA

JI — iumpaTnyeckas cucremMa IIc — ncuxuaTpuyeckas MaToJa0rus

T — TOH3WJLJIMTHI - MUHIAJIUHBI ITP — nopoxku pa3Burus
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D - anepruvyeckuii CHHAPOM (/27] - QHKOJIOTUYECKAS MaTOJIOTrus
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/I — opranbl AbIXaHUA

I1 — opransl nuueBapeHust

Mo — MOYeBBIACIUTEIbHAA CUCTEMA
Cc — cepae4Ho-cOoCyAMCTasA CUCTEMA
JI — auM@paTuyeckas cucremMa

T — TOH3WJJINTBI - MUHAAJIMHBI

Y — cucrema yxa (BHyTpeHHee, cpe/iHee, eBCTaxXneBa
Tpy0a)

C — npuaaTo4Hbie Ma3yxXu HOCA (CHHYCHI)

3 - 3y0bI

Hu — HepBHas cucTeMa HeHTpPaJIbHaA

IIP — nopoxu pa3BuTus
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(] - HapymeHnue npoTHBOMH(EKIIHOHHOIM 32U THI =
] AYyTOMMMYHHBIIi CHHAPOM

= - PUPYCHBIC IR ayTOMMMYHHbIN CHHAPOM CHCTEMHBIN
ayTOMMMYHHBIN CHHAPOM OprafHocnenuduy.
- npoJjun(epaTuBHbIA CHHAPOM
OHKOJIOTHYECKaA MaTOoJIOTUsl
00 — oOMeHHbIe HApYILLIEHH S

<

LY _ 0aKTepuaIbHbIe HHPEKINH

FHEE - BUpPYCHO-0aKTepuaJbHbIe MHpEeKIUH
D - ajepruveckuii CHHAPOM

e - TICeBI0AJLIICPIHYECK Uil CHHIPOM



PACIHIPEJIEJIEHHE BOJ/IBHbBIX C IIEPBHYHBIMH
HMMYHO/JE®HLHTHBIMH COCTOAHHAMH
110 TEPPHUTOPHAM PETMOHA (cunopom - meppumopu:i)

IHEPEYEHb CHMHJIPOMOB

NEPEYEHb TEPPUTOPUI

CenexTuBHBIN nepunur Ig A

BornanosuyeBckuii paiioH, bepesosckui,
Bepxorypbe, Bepxumii Tarni, Bepxuss
IIemmmva, Bepxusis Canna, Bepxorypee,
ExarepunOypr, UpouT, Kavenck-Ypanbckuii,
Kuposorpaa, KpacHOTYpbHMHCK,
Kpacnoypanbck, Hu:kauii Tarun, HoBas
JIsas, Peaa, Pex, CoicepTh, TioMeHCKast
00J1aCcTh

ArammarJ/io0yaiuHeMust

Bepxuue Cepru, ExatepunOypr, Husxkaui
Tarui

Oo0mas BapuadesbHas
THIOTaAMMArJI00yJIMHEeMUs

ExatepunoOypr,
Kpacnoydumcknii paiion, Huxaunit Tarnn

ATaKCHA-TeJIeaHTH0IKTa3Hus

Kamenck-Ypaabcknii, Kapnuncknii paiion

Cunapom Buckorra-Oipuua

Exatepunoypr

Cungpowm I'yna

3apeunsblii, EkaTepunoypr

TKHUH

Huxneceprunckmii paiion, TroMeHcKast
00J1acTh

I'mnorammarsino0yaunnemusi ¢ runep Ig M

TromeHckas 00J1acTh

I'unep-Ig E cunapom

ExarepunOypr, borranosuy,
Tanunkuii paiion, TioMeHCcKas 00J1aCTh

Cungpom Yeaquaka-Xurammu

Exatepunoypr

XpoHuYecKasi rpaHyJjJeMaTo3Hasi §0J1e3Hb

Cepos, TaBaa, TioMeHcKast 00J1aCcTh

AyTOMMMYHHBIH
JuMonposudpepaTuBHbIN CHHAPOM

Beaosipcknii paiion, Ekatepun0Oypr

Jdepuuut C1-uHrudéuTOpa KOMILJIEMEHTA

ExarepunOypr

BpoxnenHast HeliTponeHust

IlepBoypanbck

XPpOHNYECKUH KOKHO-CIAUHCTHIN
KaHAU103

TromeHckaa 00J1acTh

Maxkporao0yauHemusi BajabaeHcrpema

ExarepunOypr




PACIIPEJJEJIEHHUE BOJIBHBIX C IIEPBHYHbBIMH
HMMYHOJEOHIIHTHBIMH COCTOAHHAMHA

KOJINYE-
e e CTBO NEPEYEHDb CHHJIPOMOB
TEPPUTOPHIT | poimmiix
ATTAMMAIJIOBYJIUHEMMA (6 B-X)
AYTOUMM. TUMPOIPOJIUDPEPATUBHBIN CHUHAPOM (2)
TUIEP-IgE CUHIPOM (2)
JEOUNUAT C1-UHI'NBUTOPA KOMIIJIEMEHTA (3)
EKATEPUHBYPT 39 MAKPOI'JIOBYJIMHEMUSA BAJIBAEHCTPEMA (1)
OBILIAS BAPUABEJIBHASA T'NITOT'AMMAIJIOBYJIMHEMMSI(1)
CEJIEKTUBHBI JEGUIIAT IgA (9)
CHUHIPOM BUCKOTTA-OJIAPHUYA (1)
CUHJIPOM YEJMAKA-XUTALIU (2)
BEPE3OBCKUM 1 CEJEKTUBHBIN JAEOUIUAT IgA (1)
ATAMMATIJIOBYJIUHEMMA (1)
HUKHUMN TATUII 3 OBILIAS BAPUABEJIBHASA T'NITOT'AMMAIJIOBYJIMHEMMSI(1)
CEJIEKTUBHBIA JJEGUIINT IgA (1)
BEPXHSIS ITBIIIIMA 4 CEJEKTUBHBIN JAEOUIUAT IgA (4)
3APEYHBIN 1 CUHJPOM I'Y]IA (1)
KUPOBIPAJI 1 CEJIEKTUBHBII JJEOUIINT IgA (1)
BOTTAHOBUYECKUI 5 CEJIEKTUBHBINA JEGUIINT IG A (1)
PAUOH I'MITEP-1G E CUH/IPOM (1)
KAMEHCK- _ 4 ATAKCI/IH-TEJI]:;AHFI/IO3KTA3I/IH (1)
YPAJIBCKHNUA CEJIEKTUBHBIU TEOUIIAT IG A (3)
BEPXHUI TATWJI 1 CEJIEKTUBHBIN JEGULUT IG A (1)
PEX 2 CEJIEKTUBHBIN JAEOUIAT IG A (2)
CBICEPTh 2 CEJIEKTUBHDBIIN JEGUIINAT IG A (1)
AT'AMMAIJIOBYJIMHEMMA (1)
PEBJIA 1 CEJIEKTUBHBIN JEGULUT IG A (1)
BEPXHSAA CAJIIA 2 CEJEKTUBHBIN JAEOUIAT IG A (2)
KPACHOYPAJILCK 1 CEJIEKTUBHBIN JEOUIAT IG A (1)
HUPBUT 1 CEJEKTUBHBIN JAEOUIAT IG A (1)
BEPXOTYPBE 2 CEJIEKTUBHBIN JEOUIUAT IG A (2)




IMMAPAMETPBI TUMYCA, BbIABJISIEMBIE METOAOM
YJABTPA3ZBYKOBOI'O CKAHUPOBAHNUA

I'MIIOIJVIABUA THUMYCA - 1) ymenbuieHue macesl > 4yeM Ha 10% ot
AOJIKEHCTBYIOLLIEH M

+ 2) cTpyKTYpHBbIE U3MeHeHuss — 1 u ¢ Py 3 H b €,
MEJKO- WIM KPYNNHO3EPHHUCTBHIeE.

AIUIA3UA TUMYCA —1) 3HaYuTeIbHOEC YMEHbIIEHHEe MacChl OpraHa B
HECKOJIbKO Pa3 0T (PU3M0JI0rH4eCKOil HOPMbI
+ 2) CTPYKTYpHbIe M3MEHEHHS — TOMOICHHOE

3HAYUTEJbHOE MOBbIIIeHHe DX O-IJIOTHOCTH.

YBEJIMYEHUE MACCBI THUMYCA (pacyer Macchl THUMYCa NMPOBOJAUTCH C

Y4Y4€TOM MAaCChl TeJIa pe0eHKAa NMPH POKICHUHU U B MOMEHT HUCCJIEIOBAHUA):

I crenmenp - yBeauuenue Ha 10 — 20 % or ¢PusHoOrHYecCKHX HOPMATHBHBIX
3HAYCHU U

IT ctenens - yBesamuenune Ha 20 — 30 %

I1I crenens - yBeauuenne Ha 30 - 50 %

IV crenens - yBesimuenue > yem Ha S50 %



YJIbTPA3ZBYKOBAA OLIEHKA TUMYCA

Y JETEU PAHHEI'O BO3PACTA C HAPYIIEHUAIMH

IIPOTHBOUH®EKIITHOHHOHU 3AIIIUTHI (274 PEBEHKA)

60
% OoT obLwero Yyimcna gertemn —e— 10-28 OHEN
B 1-3 MEC.
50 ——3-6 MEC.
—=6-9 MEC.
- 12-18 MEC.
40
30 -
20
10
0

HopmanbHble |l cteneHb Il cteneHb Il cteneHb MNnonnasusn
pasmepbl rmnepnrnasvm runepnnasmm ruvnepnnasmm

CTpPYKTYpPHbIE
N3MeHeHusNA




OCHOBHbIE 3AOAYY cnyx6ii
KnuHuU4YecKkou umMmmMmyHosoauu.

. AUATHOCTHKA W JIEYEHHE BbOJIbHBIX C HMMYHOHNATOJOI'MYECKHMH
COCTOAHUAMU (CUHAPOMBI HAPYHIEHUHN TTPOTUBOMH®EKIIMOHHOMU
SAIIUATHI, AJVIEPTUA, AYTOUMMYHHBIE COCTOSAHUA)

. CO3JIAHUE PETMOHAJIBHOTI'O PET'UCTPA UMMYHOJE®UILIUTHBIX
COCTOSIHUM

. YHACTHUE B KOHCUWINYMAX U BEAEHUMU CJIOKHbBIX BOJIBHBIX

. IPOBEJAEHHUE BAKIIMHOIMPO®PUJIAKTUKHA bOJIbHBIM
NMMYHO3ABUCUMBIMU 3ABOJIEBAHUAMUAU

. OBYYEHHUE BPAUYEN PA3JINYHBIX CIEIIMAJIBHOCTEM BOITPOCAM
KJIUHUYECKONU UMMYHOJIOT' UN

. BHEAPEHUE HOBBIX METOIOB JUATI'HOCTUKHU MU JIEYEHHUA BOJIBHBIX C
SATAKHBIMH, BAJOTEKYIIUMHU IIPOHECCAMHU, AYTOUMMYHHBIMU U
APYI'UMU 3ABOJIEBAHUSAMMU C BOBJEYEHUEM UMMYHHbBIX MEXAHU3MOB



3aoauu npu e3aumoodeiicmeuu

C Opy2umu Cayncobamu (annepzonozuueckoii,

peemamonocu yecKou,

CReYUANU3UPoOCanHoll)

KoHcyJibTHPpOBaAHHE M COBMECTHOE BeJIeHH e
TPYAHOKYPAOEJIbHbIX 00JILHBIX.

BoisiBiieHue 1udpepeHnaIbHO-AUATHOCTHYCCKUX
KpUTEpUEeB UMMYHONIATOJIOT UM (T€eHEeAJTOTHYeCKUX, KINHUKO-
AHAMHECTHYECKHUX M J1a00pPaTOPHBIX).

Koppeknusi TepaneBTHYeCKOTr0 KOMILJIEKCA U ONpe/aeieHue
BO3MOKHOCTEH HMMYHOTPOITHBIX BMeNIATEIbCTB.

Pa3pa0oTka miiaHa peadUJIMTAIMOHHBIX MEPONIPUATHI U
y4yacTue B X MPOBEACHUM MPOBEICHUE
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