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Penkue 60ne3Hm He NOTOMY peaKue, UYTO peaKo BCTpe4yalrTcs, a
MOTOMY, UYTO Mbl NJZIOXO0 YMEEeM UX AMarHocTupoBaTthb
B.X. BacuneHko

B EBpone peaknmu cuutaroTcsa 3aboneBaHus, nopaxarwme meHee 1:2000 B nroboun
AAaHHbIXA MOMEHT BPEMEHMN.
B CLUA peakummu cumtaroTcsa 3aboneBaHus, nopaxarwme meHee 4em 200 000
amMepuKaHueB B N1l060M AaHHbIA MOMEHT BPeMeHU
CornacHo gaHHbIM BO3 peakue 3aboneBaHna BcTpevaroTcsa ¢ yactorom ot 1:15 000
ao 1:1 000 000
80% peakux 3aboneBaHnn BNAKOTCA FrEHETUYECKN-OETEPMUHUPOBAHHBIMU
50% penkmx 3aboneBaHN BCTPeYaTCA y AeTeu
OcHoBHbIe nNpobrnembl
* HepocTaToK Hay4HbIX 3HAHUW U MHOPMAaLMM YacTO NPUBOLUT K 3ano3gasion
AnarHocTuke
» Bbonblioe pazHoobpasme 3aboneBaHnin NP OTHOCUTENTbHO «OObIYHONY
CUMNTOMAaTUKE, MACKUPYHOLLLEN OCHOBHOE 3aboneBaHne, BeAET K ANarHoCTUYECKUM
oLInBKam
* MegumuunHckas nomoLlb Ans NauneHToB ¢ peaknmMn 3aboneBaHnaMN BO MHOTMNX
perMoHax mManogocTynHa, YTo co3daeT counarnbHble N UHaAHCOBbLIE NPOBNeMsb! B
nepBylo ovepeab AMsi NauneHToB
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lMepeyeHb XXU3HEYrpoXarLWwmx U XpPOHUYECKUX Nporpeccupyromnx peakmx (opdaHHbIx) 3aboneBaHuin, NpuBoOAALLMX K
COKpaLEeHUIO NPOAOIHNKUTENbHOCTU XXU3HU rpaXxaaH unm ux UHBanuAaHoOCTH
(YTBEepxaeH noctaHoBrneHnem lNpasutensctea Poccuiickon ®egepauum ot 26 anpensa 2012 r. Ne 403)

| Ne | Hauwenosanne Kon

1 eMonnTVKO-ypeMnyeckuii CMHAPOM D59.3
2 MapokcmamanbHas HouHas remornobuHypus (Mapkuadasbl-Mukenn) D59.5
3 Annactnyeckas aHeMusi HeyTOYHEHHas D61.9
4 HacnepctBeHHbIn gecdounumut daktopos |l (pubpuHorena), VII (nabunsHoro), X (CtioapTa-lpayapa) D68.2
5 MpavonaTtunyeckasa TpomboLmToneHndeckasi nypnypa (cMHapom OBaHca) D69.3
6 [edekT B cucteme KomnnemeHTa D84.1
7 [NpexaeBpemMeHHasi NonoBas 3penocTb LEHTParilbHOro NPONCXOXAEHUS E22.8
8 HapyLieHns obmeHa apomaTnyecknx aMMHOKUCIOT (Knaccuyeckast cheHUnKeToHypusi, Apyrne Buabl runepdeHnnanaHnHeMmm) E70.0, E70.1
9 TuposnHemuns E70.2
10 BonesHb "kneHooro cupona” E71.0
11 [Opyrve Buabl HapyLleHuin obMeHa aMUHOKUCIIOT C Pa3BETBIEHHON Lienbio (M30BanepuaHoBas aumaemus, METUIIManNoHoBas auyaeMus,IPoNMoHoBas aunaemMmst) E71.1
12 HapyLueHns obMeHa XXUPHbIX KUCIOT E71.3
13 FomoumcTunypus E72.1
14 [nioTapukaungypvs E72.3
15 ["anakTosemus E74.2
16 Opyrve cuHronmnuao3ssl: 6onesHs ®abpu (Pabpu-AHgepcoHa), Humara-lMuka E75.2
17 Mykononucaxapugos, tvn | E76.0
18 Mykononucaxapugos, tun |l E76.1
19 Mykononucaxapugos, tun IV E76.2
20 OcTtpast nepemexatoyas (neyeHoyHasi) nopupusi E80.2
21 HapyLueHusi obmeHa meau (6onesHb BunbcoHa) E83.0
22 HesaBepLueHHbIN ocTeoreHes Q78.0
23 JleroyHas (apTepuanbHas) runepteHsus (nguonatnyeckas) (nepBuyHas) 127.0

24 FOHoLLEecknin apTpPUT C CUCTEMHBIM HA4Yanom M08.2



NepeyeHb opdaHHbLIX 3aboneBaHUM,
onyonunkoBaHHbINn Ha cante M3 P® 7 masa 2014 r.
BKNoYaeT 215 HammeHOBaHUMU

0 U3 Hux kaTeropmua «bonesHun moyenosoBon cUCTEMbI» BKITHOYaeT BCEro 2
HanMeHOBaHUA:

1. Bone3Hb nnoTtHoro ocagka (MembGpaHo3HO-nponudepaTUBHLIU
rnomepynoHedput, TMn 2) C3 rnomepynonatua (MemopaHo3HO-
nponudepatnBHbin rmomepyrnoHedput, Tun 1 n 3 unu bAY)

2. AsoocrnepmMus HacnencTBeHHble POpMbI

U KaTteropua «BpoxaeHHble aHOManuu [Mopoku KposBu], aecopmaumm m
XPOMOCOMHbIE€ HapyLlleHUA» BKITIo4HaeT MHOXXECTBO 3a6oneBaH|/||7|, HO TOJ1bKO
ABa NoYeYyHbIX:

1. TMonuUKUCTO3 No4vek peuecCcuBHbIN
2. TyGepo3HbIN CKNepos

0 KaTeropua «HoBoobGpa3oBaHUA» BKIHOYAET MHOXECTBO
numdonponudepaTtnBHbIX 1 MUenonponugepaTneBHbiX 3abonesaHnn, B TOM
4YMcrie MHOXECTBEHHYIO MUerioMmy, MakpornobynuHemuio BanbgeHctpema,

6onesHb XO4KKNHA, HEXOOXKKMHCKME NMMMOMBI, capkomaos 1 apyrue, ropasgo
bonee peakue



U Kateropusa «bone3Hun KpoBu, KPOBETBOPHbIX OPraHoOB U OTAErNbHbIe HapYyLUeHUSA,
BOBeKarwLwme UMMYHHbIA MeXaHU3M» BKIMOYaAEeT MHOXECTBO 3aboneBaHui, B TOM
yucre cepnoBnaHO-KNeTouHyto aHemuto, STEC-I'YC u al'YC, napkcnsamanbHyro
HOYHYO reMOrnodnHypuio, anonaTUYeckyto TPOMBOLIMTONEHNYECKYIO Nyprnypy,
KpnornodynuHemutio, runep IgD-cnHgpom, katactpodpuyeckun ASC u T.4.

U KaTteropusa «bonesHu aHAOKPUHHOWU CUCTEMbI, pacCCTPOUCTBA NMUTAHUA U
HapyLeHua oOMeHa BeLlecTB» BKOYaeT MHOXECTBO 3aboneBaHnn, B TOM YUCre
LMCTUHO3, cuHapoM ae ToHu-Lebpe-daHkoHn, bonesHb Pabpu, Butammu-[-
PEe3NCTEHTHbIN paxnuT, NOpPUPU0, CEMENHYIO CPeaN3EMHOMOPCKYIO Nnxopaaky u
apyrue nepuogunyvyeckme CUHOPOMbI U.T.A.

U KaTteropusa «bonesHu opraHoB AbIXaHUA» BKIOYAET rpaHynemartos3 BereHepa

O Karteropusa «bone3Hn KOCTHO-MbILWEYHON CUCTEMbI U COEAUHUTESNIbHON TKaHUY»
BKNtovaeT bonesHb bexyeTa, oBeHUNbHbI pesmatonaHbin apTput, CINCA CuHapom
(xonogoBas nuxopagka, cuHapom Mykne-Benca), cuHgpom Yepaxka-Ctpocca,
CUHOPOM ayrn aopTbl (Takadacy)

O Kateropusa «bone3Hu opraHoB nuweBapeHUsa» BKrovaeT 6onesHb KpoHa un
Hecneungunyecknin A3BEHHbIN KONUT



NMOPAXEHUA NOYEK NPU NIMMDOMNPONIMPEPATUBHBLIX 3ABOJIEBAHUAX
O6ycnoBrneHHble NapanpoTenHeMuen

I C OpraHn3oBaHHbIMU geno3nTamMmum napanpoTemHoB

uunuHaposas HedpponaTus (cast-HedpponaTns NPy MHOXECTBEHHOW MUenome)

TybynonaTus nerkux uenemn (NpuobpeTeHHbIN CUHAPOM PaHKOHWM)

MMMYHOrno6ynuHoBbIM amunongos (AL/AH)

UMMYHOTaKTOWUAHbLIN rnomepyrnoHedput (GOMMID)

KpUOrnobynMHeMU4eCcKuin rmoMepyrnoHedpuT (Mpu cekpeTnpyoLwmx numMdomax n makpornobynuHemnn BansgeHctepma)
C He OpraHn3oBaHHbIMU geno3unTamMmu napanpoTeMHOB

6onesHb oTnoXeHus nerkmx/Tsxkensix uenen (LCDD, HCDD, LCDD/HCDD)

nponundepaTBHbIN FMOMepyroHedpUT C MOHOKMOHanNbHbIMKU aenosutamm IgG/IgA (6onesHb Nasr)

rnMoMepyrnoHedpuT C MOHOKIOHANBbHBIMU UHTPaKanMNNApHeIMK Aeno3utamu IgM (npy makpornobynuHemun BanbgeHcTpema)

Be3 geno3uuun napanpoTeMHOB
I napaHeonnactuyeckue rnomepynoHedputsl (MH, BMW, ®CI'C, BINIrH)
I crneunduyeckasn numconaHas n nnasmakneTodHas MHUNbLTpauus

TUMNEPBUCKO3HBIV CUHAPOM

I meTabonuyeckune HedponaTum
rmnepkanbumemmdeckoe Ol
CUHOPOM nn3uca onyxonu (Moyekucnas unu gocdartHas HedponaTus)
npepeHanbHoe Oll1 (rmnoBonemus)
TPOMBOTUYECKNE NOBPEXOEHNS
TPOM603 NOYEeYHbIX BEH
TpoMBoTNYECKash MMKpOaHrMonaTus
06CTPYKUUS MOYEBLIX MyTEN
peTponepuToHeanbHbI hnbpos

cOaBneHne onyxoneBbiMU y3namm

I cencuc, nuenoHedpuT
I paavaumnoHHbIN HebpuUT

nekapctBeHHble HedponaTum (BMU, MH, nHtepctuumansHeIi HedpuT)



NMOPAXEHUA NOYEK NMPU MUENOMNPOJIM®EPATUBHbBIX 3ABOJIEBAHUAX

FnomepynsipHbie NOBpeXAeHUs
c¢hoKanbHLIN CEerMeHTapHbIN rNTIOMepPyJioCKIepo3
WCTUHHAs! NONMUUTEMUS, 3CCEHLUMNANBbHbIA TPOMOLIMTO3, MEPBUYHbBIA MMENOdMOPO3, MMENOANCMNACTUYECKUA CUHAPOM, OCTPbIN
MUENONENKo3
Me3aHruonponudgepaTMBHbIA rmomepyrioHedpuT
NepBUYHLIN MMeNoubpPo3, UCTUHHASA NONNLNTEMUS, SCCEHUMArbHbIN TPOMOOLIMTO3, MUENOANCINACTUYECKUIA CUHOPOM,
XPOHUYECKNA MUENONENKO3
Memb6paHo3Has HedponaTus
MMWEeNoaNCMNIacTUYECKUA CUHAPOM, NEPBUYHbLIA MNENOMUOPO3, XPOHUYECKUIA MUENIOMOHOLIMTAPHbLIA NENKO3 U OCTPbI
MUENonemnkos
IgA-HecbponaTusa
WUCTUHHAs NONUUUTEMUSA, MUENOANCMNACTUYECKNA CUHAPOM, XPOHUYECKUIA MUENONENKo3
ObICcTponporpeccupyroLwmn rnomepyrnoHedpuT
WUCTUHHAs NONUUUTEMUSA, XPOHUYECKUIN MUENONENKO3, MUENOANCTNIACTUYECKUA CUHOPOM
Memb6paHonponudepaTUBHLIA romMepynoHedpuUT
XPOHUYECKNA MUENO/MNENOMOHOLUTAPHBIN NENKO3,
6one3Hb MMHUManbHbIX U3MEHeHUN
XPOHUYECKNA MUENONENKO3
UHTepcTUuManbHbIe NOBpeXaAeHUs
Mo4ekucnas HedponaTus

nekapcTBEHHbIe HedhponaTum



CUCTEMHbIA AMUITOMAO03 C MOPAXEHUEM NOYEK:

- AL/AH-amunnounpos

«nepBuYHbIN» AL-amunongos

XpoHu4yeckne BocnanuTenbHble 3aboneBaHns
PeBmaTtoungHbiv apTput

[McopuaTtuyecku aptput

AHKMMO3NPYIOLLMIA CMOHANMNT

KOBEHUNbHBIN apTpUT

CuHgpom Ctuna

BonesHb bexyeta

BonesHb KpoHa, HAK

Onyxonu

enatouennionapHas kapumMHoMma

MoyeyHas kapunHoma

JIumdbonponudepatusHble 3abonesanus [JIMM, 6onesHs Kactnemana,

BOJTOCaTOKIIETOYHBIN NENKo3, MakpornobynvHemns BanbaeHcTpemal

PasnunyHble MMMyHO,EI,e(t)MLI,I/ITbI, FVII'IO/aFFaMMaFJ'IoﬁyJ'IMHeMVIH

XpOHMYECKME MHAEKLINN

TyGepkynes
OcTteomuennt

BpoHxoakTasbl

Acne conglobate

BonesHb Yunna

MponexHu

[HOVHbBIV NuenoHedpuT

Jlenpa

HacnepncrtBeHHble ayToBOCnanuTenbHble 3abonesaHns
CewmenHas cpefm3eMHoMopcKas nuxopaaka

CuHagpom Muckle-Wells

TRAPS (tumor necrosis factor receptor-associated periodic syndrome)

CuHAPOM rvnepuMMyHorno6ynmHemum D

HacnencTteeHHas xonogoBasi KpanueHuLa
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-AApoAI/AApoAII-aMMnou.qos, AGel-amnnounpos, ALys-amunoungos, AFib-ammnnongos



MOPAXEHUE MNMOYEK NPU CUCTEMHbIX BACKYITUTAX

- AHLA-accoumupoBaHHble BaCKynUThI:
rpaHynemarto3 BereHepa/monuaHrumT ¢ rpaHyneMaTo3om
ManouMMYHHbIA O4YaroBblA N CErMEHTapPHbIA HEKPOTU3upytowmin M
MasnoVMMYHHbIV MOMYNYHHbIN (SKCTpakanunnapHeii) MH
MUKPOCKONUYECKUI NOSINAHIUUT
ManouMMYHHbIA O04aroBblA N CErMEHTapHbIA HEKPOTU3upytowmin M
MasnoVMMYHHbIV MOMYNYHHbIN (SKCTpakanunnapHeii) MH
cuHgpom Yapra-CTpocc/303MHOMUIBbHBIA NOAMAHIUKT C rpaHynemMaTo3om
ManouMMYHHbIA O4YaroBblA N CErMEHTapPHbIA HEKPOTU3upytowmi M
MasnoVMMYHHbIV MOMYNYHHbIN (SKCTpakanunnapHeii) MH
BTopu4HbIv peTponepuToHeanbHbii Gnbpo3 (MoxeT BcTpeyaTbes npu Bcex hopmax ANCA-accouumpoBaHHbIX BackKyrnvToB)
Antu-I'BM 6ose3ns (I'yamacuepa)
AHTU-TBEM HedpuT (MonynyHHbIN)

CuHgpom N'yanacyepa (nonynyHHbii MH + nopaxeHue nerkmx)
- MepekpecTHbin AHLUA/aHTU-TBM cuHgpom
- Kpuorno6ynmHemmnyeckui Backynur, Yalle Bcero accoumnpoBaH ¢ HCV-uHdekumen n numdonponudepaTvBHbIMU 3aboneBaHUSMU:

kpuornobynuHemunyeckun M'H (MINIrH ¢ genosutamm IgM 1 C-3)

NMMYHOKOMIMIEKCHBIN MOMNYNyHHbIN (3KCTpakanunnapHein) M'H ¢ genosntamu IgM n C-3

- Hecneundmyecknin aopro-aprepumnt (aptepmut Takasicy) n rMraHToKIIeTOMHbIN apTepumnT

ropakeHne NoYeYHbIX apTepui
- MesllIr'H, MMNrH, 3KrH

BTOPWYHBIN peTponepuToHeanbHbIn nbpos

- AA-amunoungos (o4eHb peako)



MOPAXEHUE MNMOYEK NPU APYI'MX PEBMATUYECKUX N AYTOUMMYHHbIX 3ABEOJIEBAHUAX:

PeBMaTOMaHbIV apTPUT
MopaxeHusi, accoummnpoBaHHble ¢ PA
BTOpMYHasa MH
MealllrH (IgA- unn IgM-HedponaTus)
anddy3HbIn nponudepatuBHbIi MH
BINrH (HEKPOTM3MPYIOLLMI U NOMNYNYHHBIA) — PEBMaTOUAHbIN BacKynuT, MOXeT 6bITb ANCA-N03UTUBHBIM

AA-amnnounaos
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JlekapcTBeHHble noBpexaeHus npu PA

peHanbHbIn TyBynapHbIn aungos 1 Tuna
NoYeYHbIN HecaxapHbin guabet
OCTPbIN MHTEPCTUUMATbHBIN HEPUT

runepKanbLmypus

NpPoKCUMarnbHble TyOynspHble paccTponCcTBa

Capkoupos

WHTEPCTUUMAnbHbIA (06bIYHO rpaHyneMaTosHbIn) HedpuT
HedponuTnas, HedpokanbLMHO3

TybynonaTtum

0bCTpyKTNBHAs HedbponaTns BCreacTBME CAABMNEHNS MOYEBbIX NMyTEN 3abPOLLMHHBIMK MMM Ooy3namm

rnomepynoHedputel (MH, MITH)
AHKWNO3NPYIOLWMIA CNOHAUNUT U cUHAPOM Pentepa

MesllIr'H (IgA-HedponaTtus)

peTponepuToHearnbHbI hrbdpo3s
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IgG4-accounmpoBaHHbI peTpornepuToHeanbHbI prbpos (6onesHs OpMoHaa)
XPOHUYECKUI CKITEPO3NPYIOLLIMIA a0PTUT U MEPUAOPTUT (B T.4. C peTpOonepUTOHeanbHbLIM (nbpo3om)

MeMObpaHo3Has HedhponaTusi

©
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XPOHUYECKUI TYOYNOMHTEPCTULMANBHBIA HEPUT



NMOPAXEHUE NMNOYEK NPU AHTU®OCDOJTMNMUOAHOM CUHOPOME (A®PC) — TpoMbOTUYECKasA MUKpOaHrnonaTus,

TPOMGO3bl MOYEUYHbIX BEH U apTEpPUA:

MepBuyHbIN APC (B OTCYTCTBME CUCTEMHbIX 3aboneBaHunm)

KaTtactpodumueckun A®C (oCcTpbii MyNnbTUOPraHHbIA TPOMOGO03)

BTopuyHbin ADC:

AyTOoMMMYyHHble 3aboneBaHus
CKB
MepBuYHbIN cuHapoMm LlerpeHa
PeBmaTtonaHbI apTpuT
CucTeMHbIN cKNepo3 (cknepoaepmMust)
CuncTtemHble BacKynuTbl
JepmaTtomMmnosunt
bonesHb KpoHa
AHKNNO3MPYIOLLMI CMIOHAMNOAPTPUT
BucoyHbin aptepumnt

JlekapctBa

NHekumm



FEMOJIUTUKO-YPEMUYECKUA CUHOPOM (FYC) — TpoMGoTMYECKas MUKpPOaHTMonaTma:

TMnu4HbIM NYC (STEC-T'YC)

aTUNNYHbIA (KoMNnemeHT-accounnpoBaHHbin) MYC (alYC)

NMOPAXEHUA NOYEK MNPU NATONOIMU CUCTEMbI KOMIMJIEMEHTA

AtunuyHbin IN'YC

C-3 rmomepynonatum

BonesHb NNoTHbLIX AEN03MTOB

C3-rnomepynoHedput

TPOMBOTUYECKAA TPOMBOLIUTONEHUYECKASA MYPIMYPA (6one3Hs Mowkosuu)

FeHeTU4Yeckn obycnoBneHHas

MpuobGpeTeHHas

AyTOMMMYyHHas

Ha coHe nHbekumn

AOPYI'ME TPOMBOTUYECKUE MU

KPOAHIMOMATUUN

AyTOMMMYyHHbIe 3ab6oneBaHusA

Cknepogepmusi

PeBmaTouaHbIn apTpuT

CuHgpom Ctunna

AHKUNO3NPYIOLLUMIA COHAUNUT

CuHgpowm Lllerpena

JepmaTomumosnt

BonesHb bexyeta

Y3enkoBbIin nonuapTepumT

Hecneundunyeckuin 43BeHHbIN KONUT

JlekapcTBa

Mpouee

B4

Mpeaknamncus/HELLP-cuHapom

TpaHCI'IJ'IaHTaLlMﬂ CONMUAHbIX OpFaHOB/CTBOHOBbIX KIeToK

Onyxonu

JlyueBas Tepanusi

[BC-cuHapom

«3rnokayecTBeHHas» apTepuanbHas rmnepTeH3ns

leHeTnyeckne Tpombohunum




HACNEACTBEHHBIE N BPOXXAEHHbLIE HE®POIATUN:

- Mpu napeHXMMaTo3HbIX aHOManuAX NoYeK:

KMCTO3HblE
NMONMKNCTO3Has 6one3Hb Nnoyek
MenynnsipHas kucto3Has 6onesHb (HedpoHODTU3)
PUHCKMIA TUM BPOXOEHHOro HedhpOTMYECKOro CMHAPOMa
KMCTO3Hble Aucnnasuu
rroMepynsipHble KUCTO3bI

6EeCKMCTO3HbIE:
onuroHepoHus, onnromeraHepoHms
cerMeHTapHas runonnasusi
runonnacTvyeckas Aucnnasusi noyYek

Mpu KNETOYHbIX U MEMOpPaHHbLIX aHOManusix NoYvekK:
HacneacTBeHHbIN HedpuT (cuHapom AnbnopTa)
©one3Hb TOHKUX Da3anbHbIX MeEMOpaH
TyOynonaTtum nepBUYHbIE:

rMULUHYPUS, UMCTUHYpUS, boccaT-gnabet m ap.

HedporeHHbI AMabeT, NceBaorMnoanbA0CTEPOHM3M, NOYEYHbIN TYOYyNapHbIM aumnaos | Tuna

Ty6ynonaT|/||/| BTOPUYHbIE (I'Ipl/l HacneACcTBEHHOW naTonornn obmeHa BeLLl,eCTB)Z

okcanaTHas HedponaTtus
ypaTHasa HedponaTus
Mpu HacneacTBEHHOW CUCTEMHOM NATONIOrUU:
6onesHb ®abpu

TyGEepo3HbI CKNepo3

Mpn XpOMOCOMHbIX GonesHAX



PEOKWUE INMOMEPYJONATUA

JlunonpotenHoBas HedponaTus

cemenHasi

accoummpoBaHHada € ncopnasom

AccouunpoBaHHasi ¢ Ae(ULMTOM JNIeKTUH-XOorecTeposn auunTpaHcdgepasbl

Konnareh-Ill rnomepynonatusa (HenonHasa dopma cuHapoma Henn-Martenna)

duUbpoHeKTMHOBas rnomepynonaTus (ayTocoMHO-AOMWHAHTHOE 3aboneBaHue), HeamunongHoe hubpunnApHoe nopaxeHue

HedponaTnyeckum uucTUHO3

Pepkue 6onesHun HakonneHus

cvHapoM Xapnepa (mykononucaxapvaos | tuna)
6one3Hb poH Mpke (b6one3Hb HAKOMMEHNS FINKOTeHa)
bonesHb Mowe

6onesHb Pedcyma

Hecbpocmanmgos

I-kneTo4Has 6onesHb (Mykonunuaos |l Tuna)

LOpyrve pegkue 6onesHum

cvHppoM NmepcnyHaa (loBeHunbHasi Manbabcopbums BuTamvHa B-12 ¢ meranobnacTHom aHeMmen)

cvHapoMm [xenHa (acdukcupyrolas TopakanbHasa aucTpodus)

HacnenCTBEHHbIA OCTEONN3

MononaTuyeckui HogynspHbIA rMOMepyriocKepos



U MopaxeHumsa nouyek npm peakux sabonesaHuax:
« FemMmaTonorMyecKmx u OHKO-remMartroniormyeckmx
* AyTOMMMYHHBIX U ayTOBOCHNaNMTENbHbIX
« NeHeTMYeCKU-geTepMUHUPOBAHHbIX

0 «Cme>xHbIe» cneumanbHOCTMU
« Femaronorusa
 PeBmaronorums
* PTU3MO-NYNbMOHONOIrMUA
- HeBponorusa
- JIOP
« FnasHble 6onesHm
« DHAOKpMHONOrma
« BonesHun KoXu

U CobcTBEeHHO pepgkme 3aboneBaHma novek



KnuHMuyeckas cuMnTomMaTMka

U KnuHuyeckue cumntomMbl HecpponaTum:

 HedpoTtnueckum cuHgpom

+ lemaTypusa

* [lpoteuHypuna

 OcTtpoHedhpUTUYECKMN CUHAPOM

« Cunppom BIINH

 ApTepuanbHas runepTeH3us

*  OneKTPOoNUTHbIe paccTponcTBa

« Ornn
« XBIl
0 3KcTpapeHarnbHble NPOABNEHUSA:
* Jlerkune
 Koxa
« CycTaBbl
« Ceppaue

* JIOP-opraHbl

 LUHC mn nepucepunyeckans HepBHasa cuctema
* XKT

* OHAOOKPUHHbIE OpPraHbl

« Cucrtema KpoBum



PeanbHaa KNMHMYECKan npakKkrukKa

0 AnekTpoHHaa 6a3a aaHHbIX 1994-2015rr.
0 16491 kapTa/10168 GONbHLIX

= MIIH - 55 O0fbHbIX
= Me3[1TH — 167 B60onbHbIX

« C-3 rnomepynonatus — 2 60nbHbIX

= Ty6epo3HbIK cknepo3 — 1 6onbHON
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JNumdo- n mnenonponudepaTuBHbie 3aboneBaHusi

MHoxecTBeHHass Mnenoma 136
MakpornobynuHemus BanbgeHctpema 10
BonesHb ®paHknnHa 1
Jleriko3bl 25
CuHpgpom Ceuta 1
HexomxkuHckme numdombl 21
Jlnmcpoma XogxkkmHa 8
BonesHb KactnemaHa 1
«MepBUYHBIN» amnnonaos 69
«lMepBryHasi» 60Ne3Hb OTNOXEHUS NErKMX Lienemn 8
MGUS 4
FeMonuTnYeckue aHemMuu U HapylleHUA obMeHa rema 11 0,1
AyTOMMMYHHas remonuTnyeckas aHemus 2
[MapokcuamanbHasa HoYHas reMornobuHypus 3
Opyrue He IMMYHHbIE FEMONIUTUYECKNE aHEMUN 2
Mopdmpus 4
TpomMboTHUyeckne MUKpoaHruonaTum 27 0,3

TpomboTuyeckas TpombounToneHnyeckas nypnypa 2
STEC-I'YC 4
AtunnyHeii I'YC 4
Katactpoduyeckun AGC 2

"eHeTnyeckne Tpombodunum, nekapcteeHHsle n Ap. TMA 15
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Backynutbl
ANCA-accouunpoBaHHble 97
KpuornobynuHemunyeckue 24
BonesHb 'yanacyepa 8
BonesHb Takasicy 4
Opyrve ayTOMMMyHHbIEe U CUCTEMHbIE 3a6oneBaHUsA 44 0,4
Cknepoaepmus 5
Capkoungo3s 4
AHKMNO3VPYIOLLMIA CNOHAWIIOAPTPUT 17
BonesHb KpoHa/HAK 5
BonesHb OpmoHaa, B T.4. IgG4-cMHApoM 11
TybynovHTepcTULManbHbIn HepUT C YBEUTOM 2
AytoBocnanuternbHble CUHOPOMbI 12 0,1
CpenmseMHoMOopcKasn nuxopagka 10
'vnep-lgD-cvHApOM 1 Ap. BapyaHThI 2
Bone3Hu HakonneHus
BonesHb BunbcoHa 1
BonesHb ®abpu 1
Apyrve BpoxaeHHble N HacneacTBeHHbIe 3a6oneBaHUA 18 0,2
CuHagpom AnbnopTa 14
BonesHb ToHKMX 6asanbHbIx MeMBpaH 7
CwvHppom [le ToHn-[ebpe-PanHkoHn n gpyrue Tybynonatum 11
MepynnsapHas kucto3Has 6onesHb 6

Apyrve penkue 3aboneBaHus Maovonatudeckuin HoZyNsPHbIA roMepyriockepos 1



3JaknoueHme

 Pepkue 6one3Hun c nopaxxeHMeMm rnoyeKk elue dbonee peaku, 4em
«NpoCTO» peakune donesnn —5,2%

 [OwarHos CTPOUTCHA Ha COYeTaHUun «OObIYHbIX» CAMNTOMOB
nopaxeHunsd novyekK C IKCTapeHalribHbIMU NposABlieHUnsAM B
«HEOObIYHbLIX» COYEeTaHUAX

 Bbuoncusa no4yku nrpaeT Knr4yeByro poJsib B ANarHOCTuke BO MHOImX,
HO AaJieKO He BO BCeX CliyYdanXx

« [unarHocTuka peakux 6onesHeun TpedyeT oT Hedppornora 3HaHUMN
Aaneko BbIXoasAlWMX 3a npenenbl COGCTBEHHO Oone3Hen novek

Mo>xeT 6bITh Benuuanwimm TpuyMmdcgpr oM 4YenoBevyecKoro reHms
SIBNIAETCHA TO, UTO YEeNIOBEK MOXeT NOHATb Bellu, KOTopblie OH
y>Xe He B cunax BoobpasuTb

J1.4. NMNanpay




