3aboneBaHUsA MOYeBOM
CUCTEMbLI Yy AeTeN

K.M.H. O.B.AnekceeBa



CoBpemeHHasa knaccudmkauma rnomepynonatum (MKb-10)
(apanTupoBaHHbIVN BapUaHT, C pa3bACHEHUAMM)

MmomepynsapHble 6one3sHn (ans onpeaeneHna Ne1-7 Heobxogmmo Mopdonorn4yeckoe
noaTBepXxaeHne gaHHbiMu Guoncumn n aytoncumn)
1.0CTpbIN HEPPUTUYECKNUN CUHOPOM (BKINHOYEH OCTPLIN FMOMEPYTOHEDPUT)
2.6bICTponporpeccupyrowLnn HedpUTUYECKUA CUHOPOM
3.peumamBmpyrollas n yctondmeas rematypus
4. XpOHNYECKNN HEPPUTUYECKUIA CUHOPOM (BKNHOYEH XPOHUYECKUN
rmomepyrnoHedpur),
5. HedppoTnyecknn cuHApom (B T.4. BKIHOYEHO: BPOXAEHHbLIN HEPOTUYECKNI
CUHAPOM, NUNONaHbIN HE(PO3)

6. Hedpputnyeckmun cuHapOM HEYTOYHEHHbIN (BKIMKOYEH riomMepynoHedpuT)
7. \sonupoBaHHasa NPOTENHYPUSI C YTOYHEHHBIM MOPMONOrMYECKUM MOpaxeHUeM

momepynsipHble nopaxeHus npu 6onesHsX:
-NpPU MHMPEKLUMOHHBIX 1 NapasnuTapHbIX
-Npn HOBOOOpPa3oBaHUAX
- Npu 3aboneBaHNAX KPOBU U UMMYHHbIX HapyLLEHUSIX

- Npu caxapHoM anabete
- NPU CUCTEMHbIX 3a60neBaHNAX COEANHUTESNBHON TKaHU- Npu gpyrnx 6onesHsax
9HOOKPUHHOW CUCTEMbI, PAaCCTPONCTBAX NUTAHNA U HapyLeHUsiX obMeHa BELLECTB

HacneactBeHHble 6-HU (CMANbNOpPTa U Ap.) - B COOTBETCTYHOLWMUX pyOGpukax no
BeayLeMy CUHOPOMY



Mopdonormnyeckasa knaccudpunkayums
rmomepynoHedpuTa

- HePPOTUYECKNN CUHOPOM C MUHMMASbHBIMU N3MEHEHUSIM
- MEMDpPaHO3HbIN rMoOMepPYoHepPUT

- MeMbpaHonponudepaTUBHbIN (Me3aHMMOKaNMUINSIPHbIN)
rmomepyrioHepuT

- Me3aHrmonponmgepaTuBHLIN rMOMepPYrioHedpPUT
- dooKarbHCEerMeHTapHbIN rMoMepYyIiIoCKnepos
- dnbponnacTnidecknn rmomMmepynoHedput

- ObICTpONpPOrpeccuUpyoLWnn (3KCTpaKkanmnuInsipHbInN, «C
NONyNyHUAMUY ) rMoMepyrnoHedpuT

dokarnbHbIM — NaT n3MeHeHus 3atparmeatoT meHee 50% kny6o4ykoB, ondy3HbIN —
bonee 50% knybouykos

Kny604KoBbIN CKNepo3-yBenmMyeHne Me3aHrmanbHOro MaTpukca=me3aHrmnanbHbIn
CKI1epo3, TK HET BOSIOKHUCTOro KosnnareHa.KnybouykoBbit pubpos- obpasoBaHue
BPFIOKHUCTOrO KonnareHa , rn obp. B MesaHrnyme. Nponudepaumsi- MecTHoe
yBENUYEHne Yymcna KneTok MesaHrnanbHbIX, 3HOO0TENNanbHbIX, SNUTENNanbHbIX
(MoaoUNTOB UMK NapueTarnbHbIX ANUTENUanbHbIX KIETOK)



« MexayHapoaHas Knaccudukauma rnomepysrionatmm ocHoBaHa Ha UMMYHO-
MOPOSIOrMYECKUX N3MEHEHNSX MOYEYHON TKaHW, BbIABIAEMbIX MPU
bruoncuun. cxoas ns pesyneraTtoB BblAENSIOT :

1. HeBocnanurtenbHble rmomMepynonatuun (VIHVI C MUHUMAJIbHO BblpaXXeHHbIM
BOoCnanunTtesibHbIM npou,eccom)

* bonesHb MUHUMAaNbHbLIX N3MEHEHWUI
* ®oKanbHO-CErMeHTapHbLIN rMoOMepPynocKknepos
 MembpaHo3Hasa HedponaTus.

2. NCTUHHbIe (MMMYHHOBOCNANUTENILHOIO Xapakrepa)
nponudepaTuBHbIE FMOMEPYNOHEPUTLI, XapakTepuayoLLnecs

* OcTpbin NnponudepatmneHbln ['H (pasnnyHble BapuaHThl)
* MesaHrnonponudepatmsHbin [H
«  MembpaHonponudepaTtnBHbin (Me3aHrmokanunnapHein) MNA

*  [nddysHbIN SKCTpaKkanunnapHbIn nponugepaTuBHbLIN
(6bicTponporpeccupytowmin) 'H (c nonynyHusmn)
» ®okanbHbin [H

Ocobas rpynna - 'H, npotekatowme

IgA HedpponaTus, HecbpuT npu GonesHn LLleHnenH-IeHoxa
(KanMNnsApPOTOKCUYECKNN HEDPUT) U T.4.



YcnoBHoe nsoopaxeHue
4acToTbl BCTpeYaeMocTn HedhpoTUYECKOIrO
N He(ppUTUYECKOro CUHAPOMOB NPU NOpaxXeHUU KNyoo4yKkoB

Nephrotic
syndrome,%

* Minimal change glomerulopathy

« Membranous glomerulopathy

* Focal segmental glomerulosclerosis

« Mesangioproliferative glomerulopathy
 Membranoproliferative clomerulonephritis
 Proliferative glomerulonephritis nephritic syndrome
« Acute diffuse proliferative glomerulonephritis

» Ciescentic glomerulonephitis




KnnHmnyeckasa knaccmukaums

(BuHHMUA, 76)

®opma AKUBHOCTh TOYEYHOTO CocrosiHre QyHKIIIH
rioMepyinoHedpura npoiecca MOYEK
°OcTpbliid [Iepron HayambHBIX be3 Hapymenust GyHKiuu

rJIoMepyJaoHeppPUT C:
HE(QPUTUYECKUM CUHJIP.,
U30JIMPOBaHHBIM
MOYEBBIM CUHIPOMOM,
cMmenianHas popma
HE(DPOTUUECKUM CUHAP
XpoHUYEeCKHH
rJIOMepyJaoHeppPUT
HedpoTuueckas hopma
reMarypuyeckas
CMEILIaHHas
[MomocTpei
( 3710KaueCTBEHHBIH )
rioMepysnoHeppur

MPOSIABIICHU

[Tepuon oOparHoro
pa3BUTHS

[Iepexon B XxpoHUYECKUHT
rioMepysnoHeppur
[Tepuon obocTpeHus
[lepuon yactuuHOM
peMuccumn

[lepuon nonHoM
KIIMHUKO-JTA00paTOPHOM
peMuccumn

oYeK
C napymenueM GyHKUIHAN
oYeK

OcTtpas noyeuHas
HE0CTATOYHOCTh

be3 napymenus: GpyHKIun
oYeK

C napymenueM QyHKUIUAA
oYeK

XITH

C napymenueM QyHKUIHAA
oYeK

XITH

BTopuyHbIN rnomMmepynoHedpuUT : pasBmBaeTcsa Ha ooHe AN AY3HbIX NOPaKEHNN
COENHUTENBHON TKaHN, CUCTEMHbIX BACKYIMTOB, XPOHUYECKMUX MHEKLINK



[ononHuTenbHblE KNaccndunkaumn

Knaccudpumkaums no 4yBCTBUTENbHOCTH K
KOPTUKOCTEPOMAOHON Tepanuum

(npn ycnosuu apeksatHon Ao3bl KC):

* rOpMOHOYYBCTBUTENLHbLIN HC (NonHasa knuHuko-nabopaTtopHasd
pemuccust Ha poHe 2 mr/kr nnn 60 mr/m2 B TeveHmne 6-8 Heagensb;

* [opMOHOPE3NCTEHTHBLIN : Ha doHe 2 Mr/kr unu 60 mr/mM2 B TedeHne
6-8 Hederlb coxpaHdaeTca NPoTeNHYpUd (U nocrenyrowmx 3 BB
BBeaeHun metunnpegHnaornioHa 20-30 mr/kr)

« [OpMOHO3aBUCUMbIN : peLmanBbl MPU CHUKEHUN JO3bl
NpeaHMU30roHa UnNu B TedeHne 2 Hedernb Nocne ero OTMeHbl

« Yacto peunagmsupytowmn HC : peunamsbl oT 4 pas B rog unim ot 2
pa3 B 6 MecsiLeB



[ononHuTenbHblE KNaccndunkaumn

B 3aBUCMMOCTW OT NaToreHeTU4YeCKX MexaHmM3mMoB
BblAEITAIOT.

* HeunmmyHHble rmomepynonatin (HCMU, ®CIC,
MemMbpaHo3Haa HedoponaTuns), T.e. HeBocnasnnTemnbHble

* ViMMyHOBOCManuTerbHble
B 3aBucnmocTun ot mecta obpasoBaHusa VK pasnuyatoT

* rnomepynoHedput c umpkynupyrowmmm UK — ecnmn UK
obpa3syloTcs B KDOBEHOCHOM pycrie, a B Novkax
NOKanua3yTcd BTOPUYHO

* rnomepynoHedpuTt, npu kotopom UK popmunpyrotca
MECTHO B rfiomMepyrne.



[laToreHes

HeckonbKko chopm

( dopMbIl HacTo coveTarTcs, HO OObIYHO MOXHO BbIAENUTL BEOYLLINN
MEXaHN3M)

« AHTUTENBLHAA doopma (0OycroBrieHa NOBbILWEHHLIM 0bpa3oBaHNEM

AT k 'BM (B TOM uncne peokmn y geten cm l'ygnacdepa, HekoTopble
BapuaHTbl BIN1IMH)

*  MMmmyHokomnsiekcHbIn ['H, 0BycrnoBrieHHbIN NOBbILLEHHbIM
obpasoBaHmnem natoreHHbIx LUK in siti, cHmxeHnem darountosa

(80-90%, 60nbWIMHCTBO (hOpPM NEPBUYHOIO 1 BTOpUYHOro MH y
neten)

« 'H, cBaAsaHHbIV ¢ HapyweHnem 3apsaaa 'BM y netern ¢ HCMU

( MIMMYHHbIE€ KOMMNIIEKCbI OTKNAaAbIBAOTCA HA W LLUENW CTaHOBATCSH
NpoHnLaeMbIiMu Ans 6enka)



MoyeBOU CUHOPOM

O6bwmnn cnmntom ana scex popm NH. Ero xapakTtep, n cteneHb BblpaXXeHHOCTU

onpeaenstTca Mopgonormyeckon KapTmHon n dpason 3abonesaHus.
Onwurypus .

NMaTonornyecknmn mouyeBon ocanok rnpu 'H MoxeT BbITb
N30NNPOBaHHbLIM B BUAE NPOTEUHYPUU, rTEeMaTypun NN CMELLAHHbIM.

MpoTenHypus
fematypus

LinnnHapypusa rmannHoBble uunmHapbl npy MH ¢ npotenHypunen,
apuTpoLMUTapHbIe, NENKOUUTAPHbIE NOSBIISIIOTCA MNMPU BCEX

BapuaHTax [ H, BockoBMaHble UMNNHAPLI CBUAETENBCTBYIOT O
TSHKENOM NopaXeHun novek. B HacTosiLee BpeMsa CYNTAETCA, YTO
Hann4yme pasHbiX BUAOB UMMMHAOPOB Marno CBs3aHO C NPOrHo3om
3aboneBaHus

[Mpn 'H Bo3MOXHa abakTepuanbHaa NnemKkounTypus




HE®POTUYECKUN CUHOPOM

KnnHuyecknim cMuMnNTOMOKOMMJIEKC, XapaKTepU3yLWNNCA:

A 3HAYNTENbHON NPOTEUHYpPUEMN;
(ot 2,5-3,0 r/c go 20r/c n bonee),

A rvunonpotenHemunen ( meHee 40 r/n);
A rmnoanbbymuHemunen (meHee 25 -30 r/n)
A rvnepnunuaemMuen
( xonecTepuH obLwnm > 6,5 MMonb/1;
Tpurnuuepuasl > 2 MMOnb/n)

A KITMHNYECKM - BblpaXXeHHbLIMN OTEKaMu;



Tunbl HebpPOTUYECKOro CUHAPOMaA

1. TlepBuyHbin HC
- BpOXOEHHbIN ((ONUHCKUIA TUM
- HacneacTBeHHaa amunonaHas HedponaTtus
- C MUHMMASTbHBIMN U3MEHEHUSMMU
( CMH.- TEHHYWHHbIN, AMONATUYECKUN, NUMONLHbLIN HEPPO3)
- HC npu rmomepynoHedpute

2. BtopuyHbin HC :

- Npn cnuctemMblx 3abonesaHnusix coeguHutenoHon TkaHn (CKB, b-Hb WenneHa-
[eHOXxa 1 1.4.)
- NPV NOYEYHOM AN33ambpuoreHese
- MH(EKUNOHHLIN (BpOXaEHHbIN cudomnnuc, spoxaeHHas LIMBU,
BPOXOEHHbLIN TOKCOMa3mMo3a, Manspusi, Tybepkynes
- Npy TpoMb03€e NOYEYHbIX BEH
- NpY OTpaBfieHnsIX (CBUHLUOBO-PTYTHAs MHTOKCUKALNS), peakuusix Ha
rekapcTBeHHblE B-Ba
- NpY peaKux cuHagpomax



OndohbepeHumanbHbIM AUarHo3 Npu NPoOTEMHYPUU U

rematypmum
I'emar- | Otexu | DTHOIOrUA
IIporeun- | ypus
ypus

la

Hert

Hert

JloOpokauecTBeHHas: (PU3NUECKUE HATPY3KH,
OpTOCTaTUYECKas , JINXOPAJKa, AeTUApATALMSL.
Pednroxc-Hedponarus. PoKalbHBIN CETMEHTAPHBIHA
CKJIEPO3

Het ux
H
He00JIb-
mue

OI'CH, IgA-nHedponaTusi, KamUUIIPOTOKCUKO3,
TeMOJINTUKO-YPEMUYECKUN CUHAPOM, IHIOKAPIUT.
HacnenctBeHnHbIil HEQPUT , UHTEPCTUITUATLHBIN
Hedput, CKB, Tsxenas pusnyeckast Harpyska

la

HedpoTtuuecknii cHHIpOM ¢ MUHUMAJIbHBIMA
M3MEHEHUSIMU, DOKAIBHBIN TIIOMEPYIISIPHbINA
CKJIEpO3

la

OCT'H, arunnuynas hopma HEPPOTUIECKOTO
CHUHIIPOMa C MHHUMAJIbHBIMHA U3MEHECHUSIMH,
MeMOpaHompordepaTUBHBINA
(Me3aHTHOKATUJUTSIPHBIN ) TIIOMEpYJIOHEePpHUT,
MeMOpaHo3Has HepomnaTus

Hert

Hert

JloOpokauecTBeHHas remarypus, [gA-Hepponarus,
HACJIEICTBEHHBINA HEDPUT, CEPIIOBUTHO-KIICTOUHAS
aHEeMHUs, OIyXOJb, TPaBMa, ypOJIUTHA3,
JeHIIMaHn03, WIUONAaTHYecKasi THIEPKAIbLNYpPUs,
reMMOpParu4ecKue AuaTes3bl, TyOepKyles, TUCTIa3Hs
MOYEYHOU TKaHU U JIp.




BapuaHTbl NposiBNeHUN OCHOBHbIX FrioMepyronaTumn

N3onupoBanHas - IgA-Hedponarus (MUKpOCKOIMYECKAst UITH pEeUANBUPYIOIIAs
IoMepyJisipHast MaKporeMarypus);
reMaTypust - bonie3us TOHKUX 0a3aIbHBIX MEMOpPaH (MUKPOTEMATYPHSI)
Octpsiit - [locTHbEKIMOHHBIN TIIOMEPYTOHEPPHUT (TTPEAIISCTBYIOMIAS
He(pUuTHUECKUIT uadpexuus, | C.,);
CUH/IPOM - MmeMOpaHonponudepaTUBHbIN omMepyaoHeput tum I, 6one3Hb
IIOTHBIX /1en03uToB(| C,y OONBIIMHCTBA OOJIBHBIX)
- [gA-Hedponarus
Hedporuueckuit -MuHMManbHBIE U3MEHEHUS KITyOOUYKOB;
CUH/IPOM - ®oKaNbHO-CErMEHTAPHBIN TIIOMEPYIO0CKIEPO3;
- MmemOpasonposmdeparnsHslii rmomepynoneppur tun I (| C,y
OOJBIITMHCTBA OOJIBHBIX );
- CKB
- AMuiounos
brictponporpeccup | I'H ¢ «nonynmyHusMmn:
YIOUTUH - ummyHokomiuiekcHbIi ['H( CKB, OIII'H)
rmomepyiaoredput | - Autu 'BM-T'H (penko)
(HEOTIOXKHOE - AHIIA-no3utuBHbBIN ['H (¢ aHTUHEHTPODUIBLHBIMU

cocrosiaue!)

IATOIJIA3MAaTHYCCKUMHU aHTHTEIaMu) (PEIKO)




OunddepeHunanbHbIN ANArHo3
HedppUTU4YECKoro u HecppoTN4YECKOro CUHAPOMOB

IIposiBiiennst Hedpuruueckuii Hedporuvyeckuii cuHapOM
CHHIPOM

Hauamno Octpoe Yare noCTENeHHOE

Otexu HeOombIue; mioTHeIE, BripakeHnsble, BIUIOTH 10
yalie BeKH, TOJICHU aHACapKH, MOJIOCTHBIX

['uneprenzus XapakTepHa Her

[Iporennypus Ho 3 mr/n/cyr 3HauuTeIHHAS

VYpoBeHb anp0yMuHa B
KpPOBH

Hopwma nnmu ymepennoe
CHUKCHHUE

3HAYUTEILHO CHUKEH

I'emarypus

Makpo W MUKPO

HeGonpmas

OcnoxueHus

DKJIaMIICusl, cepaeyHas
HEJ0CTaTOYHOCTb, OCTPast
MoYeYHast
HEJI0CTaTOYHOCTh

I'mpponepukapn, ruapoTopakc,
Jero4Hast ’M0011sl, TPOMOO3bI
BEH U apTepUid, OCTpask NOYEHHAS
HEI0CTAaTOYHOCTh

OT1noxeHne UMMYHHBIX
KOMILIEKCOB

CyOnHI0TennanbHbIe UMMYHHBIE
KOMILJICKCBI

Me3aHrnajbHO€E OTIIOKEHHE
I/IMMyHHBIX KOMIIJICKCOB

[TaroreneTnueckoe
3HaYEHHUE XapaKTepa
ominoxeuusa UK

MEINaTOPhI BOCIIAJICHHS JIETKO
MIPOHUKAIOT B KPOBOTOK,
TIpUBJIEKAast JICHKOINTHI 1
TPOMOOIUTEI, BHI3bIBAS
OCTPOBOCHAIUTENEHYIO
PEAKIINIO

PE3KO YBEITMYHMBAIOT IPOHULIAEMOCTD
KITyOO4KoBOTO (pryTbTpa As1st OSIKOB




[MocTHdeKUnoHHbIe (POpPMbI OCTPOro
HedppUTU4YECKOro cmHapoma

bakTepnanbHas
nHdekuus

NMopaxeHune koxu n ropna (Streptococcus gr.A),
aHpokapauTt (Staphylococcus aureus,
Streptococcus viridans), 3a0proWMHHbLIN abuecc
(Escherichia coli, Staphylococcus aureus), WWyHT-
HedpuTt(Staphylococcus albus Staphylococcus
aureus, Streptococcus viridans), nHeBMOHUA
(diplococcus pneumonia, Mycoplasma)

BupycHasn
nHdekuus

dnuwTtenH-bapp Bupyc, napeoeupyc B,
Bapuuenna WVD, Kokcaku Bupyc, Bupyc
KpacHyxu, Bupycobl renatutoB B u C

Mapa3unTbl

LLinctocoma, nnasmoaun, Tokconnasma




OCHOBHbIe NPUYNHBbI ObICTPpONpPOrpeccupyroLero

rmomepynoHedputa y geteu

3a00JieBaHuE C
AHTUTEJIAMU K

C p-AHIA accouunpoBaHHOM MUKPOCKOMUYECKOW MOJTMAHTUOIIATUEN,
MOCJIE TPAHCIUIAHTALIMU MPU CUHApPOME AJIbIIOpPTa

JIOMEPYJIAPHOU

MeMmOpaHe

[TepBruuHbIU bonesns [lennena-I eHoxa, MUKPOCKOTTMYECKUN TTOJTUAPTEPUNAT WIIU
CUCTEMHBII MOJIMAHTUOTIATUS, UANOTIATUYECKUN TIIOMEPYIOHEPPUT C TOTYITYHUSIMHU,
BaCKYJIUT reMOpparuvyecKuii BaCKyIuT

CucremHsblie CKB

3a00J1€BaHUs

[lepBuuHBbIi Mem6panonponudepatuBHbiii momepynonedpur 1 tuna, [gA-
rmomepyinoHedpur | Heppomarusi, 607I€3Hb MIIOTHBIX JIETO3UTOB

CBsA3aHHBIN C
uHpekuen

OcTpblii IOCTCTPENTOKOKKOBBIN roMmepynonedput, BUY,

Brpi3BaHHBIHN
JIEKapCTBAMU

[lennnmnuaaMuH, pudamMnuiund, U30HUA3UI, o-UHTEPGEPOH U JIp.

[Ipoune mpUuuUHBI

3/10Ka4€CTBEHHbBIE OIYXOJIH, JEUKEMUU, TUM(POMBI




BbicTponporpeccupyrowmmn oCcTpbin
HedppUTUYECKUN CUHOPOM

Mane4ymk 9 neT cTpagaeT NUWEBOW 1 NiekapcTBeHHOW anneprmuen, Yyacteimn OPBN.
[MepeHec rpunn A, nocne 4ero Ha 20-1 AeHb NOABUNUCL ONeaHOCTb, OTEKM BEK MO yTpam,
yCTanocTb, CHMKEHME anneTuTa, ronosHasa 6onb. B aHanmsax moyun 6binuv BbISIBMEHDI
aputpouunTbl oo 10 B n/3p., 6enok oo 1,0%0. N pebeHokK BbIN rocNUTann3npoBaH C
ANarHO30M «OCTpbIN He(PUTUYECKUN CUHAPOMY. B TeyeHne Heagenu, HeCMOTpA Ha
NpPOBOAMMYIO TEpanuio, COCTOSIHUE He yry4dlwarnocbh, cnabocTb HapacTana, nosiBuach
MO4a LUBeTa «MSICHbIX MOMOEBY, NIIOTHbIE OTEKN Ha roneHsx, AL 100/67mm, pT.cT.,
HapacTana asotemusd. B ganbHenwem Oblnia npoBeaeHa OMONCUSA NOYKMU,
Mopdosriormyeckasl KaptmHa buonTtarta COOTBETCTBOBANa aKCTpakanunnsipHoMy HedopuTy C
55% «nonynyHuiny. PebeHky Oblna HazHayeHa MMMYHOCYNpeccMBHasa Tepanus
(NpegHN30soH, unknodgocdaH), Ha poHe KOTOPOM COCTOSAHME CTabUIM3NpPOBaroch.
CoctodaHue yxyawwunocb cnycta 1 mecsauy, korga pebeHok BHOBbL nepeHec OPBU. OTteku
NOSABUINCL Ha nuue u Horax. Npu obcrnegosaHum B cTaunoHape (3-1 Mecsy, OT Hadana
rmomepynoHedputa): poct 130 cm., Al 150/100 mm.pT.CT; 3a CyTKM Bblgenun 750 M
mMouun, 6enka 180 mr (Hopma - go 200 mr/n)

O6uwuti aHanu3s kposu: He - 90 a/n, CO3 — 37 mm/uac.

O6wut aHanu3 mo4yu: omH. nn.- 1007, 6enok - 0,43%o0, netikoyumsi- 10-15 6 /3, apumpouyumsi -
50-60 8 /3, yunuHOpbI anumesnuarsbHble, 3pumpoyumapHbsie, 80CKO8UOHbIe 3-8 8 r1/3p, Xup.

AHanu3 moyu no HeyunopeHko: netikouumsi 2750, apumpouyumsl 92000, yunuHdps 700 8 M.
lMpob6a no 3umHuuykomy:1004-1008, HUKMypus.

Buoxumuyeckuu aHanu3s kpoeu: obwuu 6enok - 60 e/ , anbbymuHbl -35 2/11; ducrnpomeuHeMus;
Mmo4yesuHa - 14,5 mmornb/n, kKpeamuHuH 248 mkmornbs/n;K-7,2 mmone/n, Hampuud 144 mmones/n., gpocghop
2,2 mmornbs/n. Tump ACJIO He nossiuweH. Koazynozpamma: ebicokull yposeHb chubpuHa 8 kposu. KLC
:pH 7,24; BE — 13 mMK.9Ke/n



[MpuunHbI remaTypumn y geten

Iiomepysisipabie 00J1€3HU:
IgA-nedponarus,

Hedpur lleiinena-I'enoxa,
sHpoKanusApHeid ['H,

CUHIpPOM AJIBIIOPTA,

00J€e3Hb TOHKUX 0a3a’abHbIX MEMOpaH,
me3zanruonponudeparuBubii ['H,
IJIOMEPYJIOHE(PPUT C «ITOTYTYHUSAMM,
He(dpur npu CKB

Hersiomepyasipas remarypus:

Hngpexyuu: nuenoneput/IucTur;
YPETPUT/TIPOCTATUT; IIIUCTOCOMHUA3;
Mouexamennasn 601e31b, HePPOKATLYUUHO3:
OOCTpYKIIHUSI, TOJTUKUCTO3 OYEK

Meoynnapnvle 601e31u: NATUIIIOHEKPO3, TyOUaras
nouka, TyoepKyes

Onyxonu: onyxoiabs Buibmca u ap.

Tpaema: noyex, MOYEBOTO MY3bIPSl, YPETPHI
Ilpouue: nombanruyecKkau-reMarypuiecKkuii
CUHPOM, CEMEIHAs TeIeaHTMOIKTa3Us,
apTepUOBEHO3HbIC AHOMAJINU, XUMUYECKUHN [IUCTHUT,
spo3un MBII, unopoausie Tena MBII, cnaBinenne
noueyHot BeHbl (cM Nutkracker), cumynsius
(1obaBiEeHUE KPOBH B MOYY)

Koazcynonamuu: remopunusi, aHTUKOATyJISTHTBI
(Bcerga coueTaroTcs ¢ APYruMu reMopparu4ecKumMu
CUMITTOMaMH )



NHMEKUNM B TedeHne 5 aHen mo4a Obina KpacHoro UuBeTa, B aHanmsax Moudu
onpeaensncsa 6enok go 0,2%o0, sputpountsbl 40 30-40 B none 3peHusd,
apuTpoumuTapHble UMNUHAPLI, CONU-okcanaTtbl. HacneacTtBeHHOCTb HE OTAroweHa.

B TeuyeHune nocneqyowmnx 3 net Habnoganmcb peunamBbl remaTypum, Kak npasunio, Ha
doHe OPBU, Y®-00ny4deHus:, Taxenon onusanyeckomn Harpyskm. 3aMmeTHbIX Ha rnas
OTeKkoB He 6b1s10, NpoTenHypus He npesbiwana 500 mr/n/cyTkn. AptepunanbHoe
nasneHne go 120/85, ogHokpaTHO oTMedanock nosbiweHne 0o 130/90 mm.pT.cT,
nocne 4yero Habnoganca oyepegHon anmsog Makporematypun. B 12 net 6bina
npoBegeHa buorcus, BbisiBUBLLAS YBENUYEHME KITETOK, BHEKINETOYHOIO MaTpukca u
HakonneHune IgA B Me3aHrnyme.

AHasnu3 moyqu rno HeyunopeHko: nevkounTbl 1 Tbic B 1 MI>, apUTpoLmUTbI 7 ThiC. B 1
M. BuoxumMuYecKuli aHanu3s Kpoeu: KpeamuHuH 65 MKMOIb/I, 31eKmporumai 8
Hopme, obwut 6ernok 70 a/r1, Heborbwoe CHUXXeHue anbbyMuHo8 U yeeriu4yeHue a,-u
y-ar10byrnuHo8, xoriecmepuH, urnornpomeudsi 8 Hopme YposeHb IgA e cbisopomke
Kposu 3,8 e/n (Hopma 0,4-3,5 2/rn1). CodepxxaHue C3-KkoMnoHeHma KoMriemMeHma 8
Hopme.CyTo4yHasa notepsa benka: 260 r/n/cyr.



[MporHo3 6one3Hun bepxe

[MporHo3 ngmonartmndeckon IgA-HedbponaTnm OTHOCUTENBLHO BaronpPUATHBLIN.
[ToyeuHasi HegocTaTouHOCTL passmBaeTca Y 15—-30% 6onbHbIX B Te4eHue 15 rer,
nporpeccupyeT MeaneHHo.

dakKkTopbl, yXxyaLwarLwme nporHos:

MY>KCKOW MOfJT;

BblpaxkeHHasi 1Y (bonee 1 r/cyT);

novyevyHasi HeOCTaTOMHOCTb (KpeaTMHUH CbIBOPOTKM Bbile 150 MKMOsb/n);
BblpaXkeHHOCTb rematypum (6onee 50-100 B n/3p);

apTepuarnbHas rmnepTeH3ns;

TSHKECTb MOPJIONOrn4eckux U3MeHeHU B bmuontare (rnomMepysiocKknepos, Hannyme
NONyNyHUN, CUHEXUW, UMMYHHbIX OEMO3UTOB B KANUMSSIPHbIX MNETNNAX, BbIPaXXEHHOCTb
nponudepaunmn, USMEHEHUN B TYDYNOMHTEPCTMLUMN: aTPOdOUN KaHamnbLEB,
NHTEepCTUUKMansLHoro domnbposa un np.);

MeTabonnyeckme HapyLeHus (runepypukeMunst, rmnepnunuaemMms);

BO3pacT;

HacneacTBeHHOCTb (HocuTenbcTBo DD nonumopdoHoro mapkepa I/D reHa AlO).



. AndbdepeHumnanbHaa gunarHocTtuka IgA-
HedoponaTtum n nypnypbl LLlenneHa-

[gA-nedponarus [Typnypa lleinena-I'enoxa

OrpaHnuymnBaeTCs CucremHoe 3a0ojieBaHue (CHIIb, apTPUT, OOJIH B
MMOYKaMH KUBOTE) C BOBJICUCHUEM TTOYEK

YHaie noapoCTku u Yauie netu, peaKo B3pOCibIe

B3pOCIIbIC

Masnpurku > 1eBOYKH | PaBHOMEPHO

XpoHuyeckoe TeueHue | OObIYHO JOOPOKaYE€CTBEHHOE (TpaH3UTOpHAS
rematypusi), mporpeccupyer y 1%




Kputepumn Xbl'l
(Hanu4yne ogHoOro U3 AByX KpUTEpPUEB)

MoBpexaeHune noyvek (OlH) HabnogaeTca Ha npoTexeHnn 3 mecsues 1 6ornee U
NPoSIBNSAETCS HapyLLEHNEM B aHanmn3ax KpoBU Ui MOYM /U HapyLLEHUSIMU,

BbISIBIEHHBIMW BU3YanuanpyoLwmnMm MeTogamm, 1 /Unmn HapyLeHusiMu,
oBHapyXeHHbIMK Npu Guoricum nodkn. CK® rnpm aToM MOXKET ObITb CHUXEHHOW UK

HOpMasnbHOW

CHuxeHne CK® go 60 mn/muH/1, 72 M2 n meHee Ha NpoTsikeHnn 3 mecsileB u bonee
Aaxke nNpu oTCyTCTBUKM APYrMX NPU3HAKOB NOBPEXOEHU NOYEK



Pacuet CK® (MogmudpuumnposaHHasa popmyna LLBapua):

CK® = (OnuHa Tena, cM / KpeaTUHUH CbIBOPOTKN KPOBWU, MKMOJb/1)
x K,

roe K — Bo3pacTtHOM KOadhduMUNEHT nepecyeTa:

0,33 - y HeJOHOLWEHHbIX HOBOPOXAEHHbIX B BO3pacTe A0 2X NeT;
0,45 — y OOHOLWEHHbIX HOBOPOXAEHHbIX B Bo3pacTe 0 1 roaa;
0,55 — y neten B Bo3pacTte 2-13 nert, gesyLwkun ot 14 o 18 ner;
0,77 — oHowwm ot 14 no 18 net

Onpepernexnve, knaccndukauns JaHHOro COCTOSIHUA MO CTaansm y
AeTen He OTNINYAKOTCS Y TaKOBbIX OT B3POCIIbIX.

[Mo cTeneHn BOBEYEHUA B NPOLIECC pa3fNYHbIX OTAENOB HEpOHA
BbIAENAOT NapumanbHyo, TOTalbHY U TEPMUHANbHYIO
(koMrMeHcaTopHble BO3MOXXHOCTU no4vek ncdepnansl, CK® <10-15
mn/MmuHx1,73 m2) XIMH.



OOWH N3 OCHOBHbIX NMPOrHOCTN4YeCKUX NpmM3HakoB

XPOHNYECKON OONe3HU NoYek:
He(poreHHasi aHeMu4
no kputepusm NICE — aTo cHmxeHue remornobuHa (Hb)
meHee 110 r/n y B3pocnbix 1 geten ctapwe 2 net n meHee 100 r/ny
aeten mnaguwe 2 net npu Hanndum gokasaHHon XbIl1 (CK® meHee 60
MI/MUH/1,73 M2)
Y peten, B oTnM4mMe OT B3POCHbIX, aHEMUS pa3BMBaETCs Ha bornee
atanax XbI1
dakTopbl, cnocobcTBytowme nporpeccupoBaHnio XIMH:
ApTepunanbHaga runepToHnst, NPOTENHYPUS, TMNEPNTUNUAEMUS,
nogoumToneHust, TyoynspHeln pubpos, B onpeaerieHHoN CTernHu-
NH(PEKUNSA MOYEBbBIBOAALLMX NYTEN
YpOBEHbL KpeaTUHUHA 3aBUCUT OT MbILLEYHOMN MacChbl, NO3TOMY Y
BONbHLIX C €€ BblpaXXeHHbIM aeuuntom peansHad CKO moxer
OKas3aTbCs HUXXE pacyeTHOMN.



XapakTepucTmka ctagmm XpoHN4eCcKon
No4Ye4YHOM HeJOCTAaTOYHOCTU NPU rMoMepyrionaTuax
(npexHan knaccudpunkaums)

Cragus

CuMTOMBI

1. TyOynsapHas
( monmuypuveckas )
cTaaus , XHH1

2. ToranpHas
-5 cTeneHb TSHKECTH , XITH,,

2-5 CTETICHD TSKECTH, XITH,

3-4 CTEIEHb TIKECTH

( TepMUHATBHAS OJUTO-
anypuueckas cragus), XITH,

['uneprensus

AHewmus, anuos,

CHI)KEHHE KITyOOUKOBOW (DUITBTpAIINK HA
30 - 50%,

MOBBIIIEHUE YPOBHS MOUYEBUHBI
CHIBOPOTKH KPOBH, YPOBEHb KpEaTUHUHA
CBIBOPOTKH KpoBHU MeHee 0,18 Mmob/I1,
HapylICHUE KaHAJIBIEBbIX (PYHKIIHIM
YpoBeHb KpeaTUHNHA CBIBOPOTKU KPOBH
0,18-0,44 mmoub/n, Goiee BhIpaKEeHbI
CUMIITOMBI OJIMYPUYECKOUN CTaauH,
reMOpparun4eCcKu CHHAPOM

YpoBeHb kpeaTuHuHA CbIBOPOTKH 0,44 -
0,88 MMOJIB/71,

OCTEOoNnaTHs

YpoBeHb KpeaTHHHUHA CHIBOPOTKHU OoJiee
0,88 MMOJIB/11, BBIpaKEHHBIE CHMITTOMBI
ypeMuHu He3aBUCUMO OT 3trosiorun XI11TH




Knaccudukauma XpoHU4YeCKoun 60ne3Hn noYex,

NKF-K/DOQI, 2002 (B conocraBneHuu c npexHeit)

Cragus | Cra- Onucanue CK® JeucrBusi

XBII, s (MJ/MuH

2002 XITH /1,73 m*

1 - IHpu3naku Hedponaruu >=9() JIMarHOCTHKA U JIeYeHHe;JIeYeHUe
(mopaxkeHue mMoveK M /M CONMYTCTBYHOIINX 3200/1eBAHMIA;
MHUKPOAJTbOYMHUHYPHUSA) 3aMe/lJIeHUe MPOrPecCUPOBAHMS
IHopaxkenue moyex ¢ He(ponaTuu U cepAeYHO-COCYTUCTBIX
HOPMAJIbHOM WJIH 3a00J1eBaHM
noBbimeHHoi CK®

2 1 IIpusnaku HepponaTuu 60-89 OueHka nporpeccupoBaHusa XbI1

(momypu | (mopaskeHue MOYeK W /WJIN

eckas) MMKPOAJIbOyMUHYPHS)
NopaxeHne noyek c
He3HauYuTenbHbIM
cHuxeHuem CK®D

3 2 YMepeHHOe CHNXeHune 30-59 BbisBneHue u nevyeHue
CKo OCJTOXXHEHUH

4 3 3HauuTenbHOe CHMXKeHue | 15-29 NoaroToBka Kk 3amecTUTENIbLHOM
CKoD Tepanuun guanunsy unu

TpaHCcNNaHTauum NoYKku
5 4(tepmur | TepMUHAJIbHAS MOYEYHAS <15 3amecTuTenbHas Tepanusa
ajlbHas HET0CTATOYHOCTH
OJIUTypHY

eckast)




Cxema gucnaHcepHOro HabnogeHus geten c
nepBUYHbLIM FrMOMepyrioHe(pUTOM B YCITIOBUSIX
OEeTCKOW NONMUKNMNHUKU

Yacrora ocmotpa
CIIeIMaJINCTaMHU

Y4acTKOBBIN NTEAUATP MPH MOTHOM KIIMHUKO-I1a00paTOPHON PEMHUCCHH
— 1 pa3 B Mecs; npu yactuuHol — 1 pa3 B 1-3 mec. JIOP, okynuct — 2
pa3a B roa. [Ipu nopaxxeHuu u JIeHEHNM aMUHOXHUHOJIMHOBBIMHU
npenaparaMu — OKyJaucT 1 pa3 B Mecsl;

PeGenka MOXKHO CHSITh C yueTa yepe3 5 JeT OT JOCTUKEHUS TTOJTHON
KIIMHUKO-J1A00paTOPOHON PEMUCCUU

[Ipu ocmotpe
o0paTuTh BHUMaHUE
Ha

OO6miee cocTosiHUE, HATUYUE OTEKOB, apTepUaIbHOE JaBJIEHHUE, O4aru
XPOHUYECKON HHPEKITUN

JlononmHUTEIbHBIE
HCCIICAOBaHUS

1) ananu3 Moum knuHU4Yeckui 1 pa3 B 2-4 Hen;

2) ananu3 mouu o Heunnopenko 1- 1 pa3 B mecsii;

3) ananu3 KpoBW KiIuHUYecKuid — | pa3 B 2-6 Mec;

4) OMOXMMHYECKHUH aHaIU3 KPOBU ( MOYEBUHA, KPECATHHHH,
AIIEKTPOJIUTHI, XOJIECTEPUH, IpOoTeUHOrpamma 1 pa3 B 6-12 mec)
5) KJIMpEHC 3HAOTEHHOTO KpeaTuHWHU | pa3 B rof;

6) mpoba 3umuuikoro 1 pa3 B 3-6 mec.




