EBPA3NNCKAA ACCOLVAUNSA
— TEPAMEBTOB —

YEK-JIUCT

rEMATYPUSA

FeMaTypusa — 3TO COCTOAAHME, KOTOPOE XapaKTepusyeTcs Hanmumem 3 u 6onee

2PUTPOLINTOB B MNoJie 3peHnd Nno pe3yfibtaTaM o6Lero aHanmsa Moyu.

MauneHTbl C M30JIMPOBAHHOM MUKPOCKOMUYECKOM reMaTypue OOMXKHbI
6bITb MepBOHaYasIbHO NOBTOPHO 06CefoOBaHbl B TeYeHUe nepumoaa

oT 100 4 Hepenb, YTO6bI y6e,D,VITbCS:I, ABJTAETCAH TN reMatypund MOCTOSIHHOW.



AMMAEMMNOJIOINNA

PacnpocTpaHeHHOCTb reMatypumn cpeau ny, Npoxoaswmx MegqocMoTp, Bapbupyert
oT 2,4% o 31,1%.

PacnpocTpaHeHHOCTb 6ecCCUMNTOMHON MUKpOreMaTypuu cocrasnser ot 1,7% Ao
24% B 3aBUCUMOCTM OT BO3PACTHO-MOJIOBOM XapaKTepPUCTUKU UCCiedyeMOoMn KOropThl,
HanMumnsa GaKToOpPOB PUCKa U KONMMYecTBa CKPUHUHIOBbIX TECTOB.

Y naymneHToB, NpoxogaLimx ypornormyeckoe obcnepgoBaHMe no noBoAy reMmatypum Bo
BpeM4d npmemMa aHTVIKanyJ'IFlHTHOVI Tepannmun, NnaTosnorngd MouYeBbIOeNNUTENTIbHOM CUCTEMBI

o6Hapy)xmnBaeTca B 3-82% cny4daes.

Mo gaHHbIM nccnegosaHMsa ROCKET-AF, ARISTOTLE un RE-LY BcTpeyaeMocTb reMaTypum
npu Tepanmnmn NOAK kone6anacbk ot 0,13 go 0,37%, npwu Tepannmn BapdapuHom — ot 0,13
A0 0,29%.
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KINACCUDPUKALINA

Mo atnonornuun

1.1 3a6o/51eBaAHMsA rnoyek:

0 MmomepynoHedpuT; 0 KaMHW1 B no4ykax; 0 Onyxonu noyek.
0 MuenoHedpwuT; 0 MoONNKMNCTO3 NoYyek;

1.2. 3a6051€BAHNSI MOYEBbIBOASILUMNX My TeMH:

0 UunctuT; 0 KaMHM B MOYEBOM Ny3blpe NN MOYETOUYHUKAX;

0 YpeTpuT,; 0 Onyxonu Mo4YeBOro ny3sbips UM ypeTpbl.

1.3. CucremMHbie 3a60/1eBAHUS:

0 femodpunuma n gpyrme 0 CepnoBuMaHOKMNeToYHas 0 CuncrteMHas KpacHas
HapyLleHus aHeMus; BOJI4YaHKa.

CBepTbiBaeMOCTU KPOBWU,

1.4. TpaBMbi:

0 TpaBMbl NOYEK, MOYEBOTIO My3blPa U MOYEBbIBOOSALLMX I'IyTeVI;

0 NHBa3nBHble MegMUMHCKME Npoueaypbl (HanpuMep, kateTepusaums).

1.5. JlekapcTBeHHbIE rMpenapdarbl:

0 AHTUKOArynsiHTbI; 0 Linknodochamuma.

Mo pnuTenbHOCTU

TpaH3unTOpHas 0 MepcucTmpytoLasn
(ogHOKpaTHbIV aNKM304); (moBTOpPSAOLLAACA UM MOCTOSIHHAA).

Q

Mo Hann4Ymwo CUMMNTOMOB

MN3onumpoBaHHad 0 CuHgpoMasnbHas
(6e3 conyTCcTBYIOLLMX MPU3HAKOB); (c éonblo, pusypuren, oTEKamm).

Q

dusunonornyeckue nNpuUYnHbI

MapLlieBada reMaTypus; 0 JTnxopapgka.

Q

J1oXKHaqa

&

MeHcTpyauums.




JTIABOPATOPHAA AUATHOCTUKA
rEMATYPUUN

KauyecTBeHHble MeToabl (TECT-NOJIOCKMU)

Mono)XuTenbHbIN pe3ynbTaT MOXeT
6bITb MPU HAaNTUYUU SPUTPOLUTOB,
reMornobmHa n Mmmorno6buHa B Moue.

JloXKHOMONoOXUTEeNbHble pe3ynbTaTbl C 8 [—
MOMOLLbIO TECT-MOMTOCKU NpWU

HaNM4YMU cnepmbl B MoYe, LLLENTOYHOM
pH Mouum (>9), npu nonagaHuu paga
cpeacTtB UHTUMHOM MMIrUeHbl.

ABTOMaTU3NPOBaHHbIE aHaIM3aTOpPbl XOpPOLUO MD,GHTM(I)VILI,VIpyIOT
apuTpounTbl B MOYe, HO HE UX MOp(I)OﬂOFMPO.

Ona onTuManbHoOM oueHKn Mopdonornm Tpebyetca pazoBoO-KOHTPACTHas
MUKPOCKOMUA.

@A30BO-KOHTPACTHAS MUKPOCKOMMS
MOKQ3bIBAET 3pUTPOLMTOB O4HOPOLHOIrO
pa3Mepa U ¢popMmbl, YTO rNO3BO/IIET
rpPeanooxnTb, MX HEerrioMepy/ipHoe

\ rpoucxoxageHue.

AO0QnTUPOBAHO 13 Asib6oMA [ApBAPACKON MeaULIMHCKOM
t LLIKO/TbI.




JIABOPATOPHAA OUATHOCTUKA TEMATYPUU

N3MeHeHne uBeTa Mo4Yu nNpu MaKporemMatypumm He obsa3aTenibHO OoTpaxKaeT 60ﬂbLIJle cTteneHb KpoBornotepwu:

1 MN KpoBU Ha 1 TUTP MOYU MOXKET Bbi3BaTb BUAMMOE U3MEeHeHUe LuBeTa.

’ OucMopPHble 3pUTPOLUTDI
s AKaHTOUMUTbI — KOJbLEBUOHbIE 3PUTPOLUTbI C BE3UKYNAPHbBIMU BbICTYyNaMU, KOTOpble
| Nnydlle Bcero BuAHbI Npn $a3oBO-KOHTPACTHOM MUKPOCKOMUK, Yallle MNoaBASTCA Npu
~
rnoMepynapHbIX 3a6oneBaHUsaX.
®DA30BO-KOHTPACTHAS MUKPOCKOMMUS] Odona aputpoumToB € AMCMOpPIHbIM BUOOM, HEO6X0aMMaa Ons ANarHOCTUKMU
lMpeaocTasieHo XyaHom Kapnocom Kbio Benecom rnomMepynapHom reMmatypumn, BapbmpyeTt oT 3 0o 90%.
CrycTku KpoBu
‘ YKa3bIBalOT Ha CU/IbHOE 04aroBoe KpoBOTeUYEHUE, NPU KOTOPOM BCSl KPOBb MOMagaeT B MOYy B KONTMYECTBAX,
[OCTaTOYHbIX 09 NoAOEePXXKMN 06pa3oBaHMA CryCcTKa.

Mo4yTn BCcerga Bbi3BaHbl HEMMOMEPYNAPHbIM KPOBOTEYEHUMEM.

SpuUuTpounTapHblie LUINHAPDI
YacTo 9BNa0TCA ANArHOCTUYECKUM MPU3HaKOM rfoMepyrnoHedpuTa.

B peokux cnydaax HabnogakTcs Npmu oCTPOM MHTEPCTULMANIbBHOM HedpuUTe.

OTcyTCTBUE TaKUX LUIUHOPOB HE UCKIOYaeT rMoMepynapHYo reMaTypuio.



OT/IVMMUE 3KCTPAITIOMEPYNFPHOM
rEMATYPUMU OT NMOMEPYNIPHOM

_ SKcTparnoMepynsipHbIN rMomMepynsipHbIi

LBeT KpacHbIn nnm po3oBbin KpacHbin,
(MaKpOCKOMUYECKNN) ObIMYATO-KOPUYHEBDbIN
nnun «Koka-kona»

MoryT npucyTcTBOBaTb OTcyTCTBYIOT
NpoTtenHypua <500 Mr/cyTku Yaule >500 Mr/cyTKu

Mopdonorus HopManbHble Yalle spUTpoLUThI
SpUTPOLNTOB ancMopdHble

YTO ELLLE NMOCMOTPETb B MOYE

MpoTeuHypusa (NpeuMyLuecTBEHHO, alib6yMUHYpUS) Yalue,
HO He Bceraa, yKkasblBaeT Ha FMoMepynsipHoe 3a6oneBaHue

OunarHoctnyeckaa 3Ha4YMMOCTb npoTenHypmm MeHd4eTCd B 3aBNCUMOCTU OT
BpeMeHUn €& BO3HUKHOBEHUS:

- Hanpumep, ecsin 'y naumeHTa paHee 6b1/1a BbisIB/IEHA MNPOTEUHYPUS
3Q40/1ro A0 NosiB/IEHNS reMATypPUn, TO MPUYNHOM reMaTypPumn MOXKET
6bITb OTAE/IbHOE 3a60/1€BAHMUE.

« JlekoumTbl;

« JlenkoumuTapHasa acTepasa;
« Hutpurtbl,;

- BakTepumn.



AOMNOJIHUTEJIbHDIE JIABOPATOPHDIE
UCCNEOOBAHUA INMPU OPUTPOLUUTYPUN

0 YpoBHU KoMMinieMeHTa C3 n C4 B CbIBOPOTKE;
0 AHTUTENa K aByxuenodveyHom OHK;

AHTUHeNTpOodUNbHbIE LMUTOMNIasMaTndeckme aytoaHtuTena (ANCA; c
Mcnonb3oBaHMeEM MMMyHObepMeHTHOro aHanusa [ELISA], cneundumuHoro gnsa
NpoTenHasbl-3 1 MUenonepoKcmaasbl);

AyToaHTUTeNa K 6a3anbHoOM MeMb6paHe Kny6oukoB (GBM);
AHTUHYKNEeapHble aHTUTEN3;

Jlerkune uenu 6e3 CbIBOPOTKM U UMMYHO}UKCALLUSA CbIBOPOTKMU;

QAR

Ceponorusa Ha Bupyc renatuTta C, Bupyc renatmnta B n BUU.

NMOMEPYNAPHDIE MPUYUHDI TEMATYPUU

Hedponatua

CuHapoMoM . N
TOHKOM 6a3anbHou

MMMyHOrno6ynuH

AnbnopTa A HedponaTus

MeM6paHbI

NMPUYUHDLI AN HASHAYMEHUA
AHTUKOAIYJIAHTOB

dunbpunnnaumnsa n TpeneTaHne npeaceponm;
TpoM60aM60Ma NIero4yHoOn apTepuu;

TpoM603 rnMy6oKnX BEH;

Hanunumne MexaHM4eCcKux NpoTe30B K/arnaHoB cepaLa;

TpoM603 NeBOro »enyno4ka;

AHTUPOCHONUNUNOHBLIN CUHOPOM.

UCTOYHUKM:

1. Author: Clifford E Kashtan, MD https:/www.uptodate.com/contents/thin-basement-membrane-nephropathy-benign-familial-
hematuria?search=haematyria&source=search_result&selectedTitle=8%7E150&usage_type=default&display_rank=7

2. Authors: Mark A Perazella, MD, MS, FASNMichael P O'Leary, MD, MPH https.//www.uptodate.com/contents/evaluation-of-
hematuria-in-adults?search=haematyria&source=search_result&selectedTitle=1%7E150&usage_type=default&display_rank=1



Mukporematypus Makporematypus

[ [ [
4 ) 4 )
Manoe KpoBoTeyeHue Marnoe KpoBoTeyeHue YMepeHHoe 1 6osbLuoe
KpoBoTe4veHUue

Ha BpemMsa poo6cnegoBaHusa NpogomkKntb Nnpuém NMNOAK

C OOQHOKPATHbIM MPOMYCKOM cliegyloLen 4o3bl Ha BpeMsa poo6cnepgoBaHUa U
- J YCTPAHEHUSA NMPUYNHbI —
s ~ oTMeHa NOAK
MnaHoBoe Cpo4yHoe
o6bcnepoBaHue 60/1bHOrO o6cnepoBaHue 60/1bHOrO . MosiIBNeHMe CrycTKOB KPOBM
~ < B Mo4e, BUOUMbIX Ha rnas;
- TaMmnoHaga Mo4yeBoro
- AHanus xano6 (6es6onesasq, 6onesasi, UHTEHCUBHOCTb, ny3blpsa CryCTKaMU KpPOBMU;
BO3MOXHbl€ MPUYNHbI BOSHUKHOBEHMUS); - MocTreMopparunyeckas
« AHaMHe3 reMaTypum (MPOQOMKUTENIbHOCTD, aHeMu9a (CHUXKeHune
Bblpa)XeHHOCTb, aHaNIU3 NPOBOAUMOM Tepanuu, remMorno6uHa KpoBsmu 6onee
Hann4yme 3a6oneBaHUM No4veK); yeM Ha 20 r/n);
« OcMoOTp 605ibHOrO (Nanbnauns NovYekK, MoYeBoro - MfeMopparn4yeckum LLOK.
ny3bipg, NpeacTaTebHOM Xenes3bl). - J

+ OAK (B nepByto ovepeab OLEeHKa YPOBHA
reMorno6uHa);

« OAM (uUckno4veHmne MHPEKLUU MOYEBDIX NyTEN,
nopeupmmn, reMornobuHypmmn, ncesgoreMaTypmum).

+ Y3/ opraHoB MO4Y€BOM CUCTEMbI (COCTOSIHME MOYEK,
npepacraTesibHOM YXenesbl, MOYeBOIo My3blps);

« KoHcynbTaumsa ypornora, Hegponora (npm
Heo6XoauMOCTH).

v v

YcTpaHeHMe NpUYnHbl FreMaTypumn UM KOHTPOJ1b 3a6oneBaHud, Bbi3BaBLUEIO remMatypuio

v

MpopomkeHune / Bo3o6HoBNeHUe Tepanuu MNOAK (KpoMe criydyaeB peUuuanBmnpyoLLIMX YMepeHHbIX
60/1bLLIMX KPOBOTEUEHMNI U3 MOYEBLIX MyTEN MNPV HEO6XOOAUMOCTU YCTPaHUTb MPUYUHBI NX
BO3HUKHOBEHMUS, pacnpocTpaHeHHbIX GOpPM paKa C Mopa)eHMUeM pa3HbIX OPraHOB U TKaHeln U
BbICOKOW BEPOATHOCTbLIO PAa3BUTUA GO/MbLUOINO KPOBOTEYEHMUS)

UcTouHmk: PE3O/TIOLUMSA EBPA3MIMCKOM ACCOLMALIMN TEPATTEBTOB AropuTM OLIEHKU M MOANPUKALIMN PAKTOPOB PUCKA
HebOo/bLUMX KPOBOTEYEHMI Y MALMEHTOB C pubpuiasaumnern npegcepaund, noaydaroimx repanuo NMOAK. 2020



KPOBOTEYEHME Y NALMEHTA,
NMPUHNUMAIOLLEIO BAP®APUH

KpoBoTeueHMe y NnauueHTa, npuHuMaloLlero sappapmH

~

OTMeHa
BapdapuHa oo
OOCTMXeHUs
MHO < 2,0

Hert

« MexaHuyeckaa KomMnpeccus;

- Xupyprudeckui / aHagockonu-
4YeCKUM reMocTas;

- BocnonHeHne o6béMa
XXUOKOCTM;

- MNepenuBaHue apuUTpoUUTap-
HOWM MaccChbl;

- NMepenuBaHue TpoMboLUTap-
HOM MaccCbl NPU 3HAYEHUM
TpoM6oumnToB < 60x10°/n;

« OTMeHa BapdapuHa oo
poctmxxeHmna MHO < 2,0.

[
+ MexaHMn4YeckKasa KoMnpeccus;
- Xupyprudeckuit / sHOOCKOMMUYECKNIA reMocTas;
- BocnonHeHne 06bEMaA XUAOKOCTM;
« NMpn HEO6XOAUMOCTU MMETb BO3MOXXHOCTb
BBeEHUSA KOHLLeHTpaTa NpPOTPOM6GUHOBOIO
KOMTI/IeKCa U1 CBEXXE3aMOPOXXEHHOM MJla3Mmbl;

- PaccMoTpeTb BONpocC 0 3aMeLLueHUU GOPMEHHbIX

2J1IeMeHTOB KpOBM.
. J

UcTouHUK: KnuHundeckue pekomeHaaumm M3 PO «Dubpunnaums v TpenetaHue npeacepamniiy B3pocsbix» 2020 T.



KPOBOTEYEHME Y NALMEHTA,

NMPUHUMAIOLLEIO AABUTATPAH

KpoBoTeuyeHue y naumeHTa, npMHMMawLlero naGMranaH

4 N\
MponyctuTb
ouepegHom

Nnpuém
npenaparta

- J

MocnegHun NpuéM paburatpaHa 6bi1 He > 2 YacoB Hasan?

T~

[ Mprném 50 aKTUBUPOBAHHOIO Y/ ]

(
+ MexaHU4YecKasa KoMnpeccus;

- Xupyprudeckmi / aHgockonuyec-
KMUM reMocTas;

BocnonHeHne o6bEéMa XUAKOCTY;
MepennBaHMe 3pUTPOLUTAPHOMN
Macchbl;

- MNepenuBaHue TpoM60OLNTAPHOMN
Maccbl NpyU 3Ha4YeHUU
TpoM6oumnToB < 60x10°/n;
NMoppep)xaHue ageKBaTHOro
AVypesa;

Mpw onuro/aHypumn o6¢cyouTb
nposegeHMe remogmanmsa;
O6cyaunTb BBegeHue
npapyumsymaba;

« YronbHasa remonepd¢ysuma?
N\ J

Hert

XusHeyrpoxxaroliee
KpoBoTeyeHue?

i

-

BBegeHue ngapyumsymaba;
MexaHu4yeckas KoMnpeccus;
Xupypruyeckmnin / 3SHAOCKONMUYECKNIn
reMocrTas;

BocnonHeHne o6béMa XXUOKOCTU;
Mpu HepocTynNHOCTU cneuuduUyeckoro
aHTMOOTa — BBE€AEHUE KOHLUEeHTpaTa
NpPOTPOM6MHOBOro KoMnnekca /
aKTUBUPOBAHHOIO KOHLUEHTpaTa
NPOTPOMOMHOBOIO KOMIMJIEKCa;
Bo3MoO)XXHOe BBegeHue
pekoMbuHaHTHOro Vlla pakTopa.

UcTouHUK: KnuHundeckue pekomeHaaumm M3 PO «Dubpunnaums v TpenetaHue npeacepaniiy B3pocsbix» 2020 T.




KPOBOTEYEHME Y NALMEHTA,
NMPUHUMAIOLLEIO ANMMKCABAH WA
PUBAPOKCABAH

KpoBoTeueHUe y NauueHTa, NPUHMUMalIoLLEro anukcabaH nnm puBapokKcabaH

e ™
MponycTtuTtb
ouepenHom

npuém
npenaparta

N\

Het

+ MexaHun4yeckaqa KoMnpeccus,

- Xupypruyeckum / aHgockonu-
YeCKMUM reMocCTas;

- BocnonHeHne o6béMa
YXUOKOCTWU;

- MNepenuBaHue apuUTpouUTap-
HOM Macchbl;

- MNepenuBaHue TpoMmb6oLUTapP-
HOM MaccCbl NPU 3HAYEHUM
TpoM6ouunToB < 60x10°/n;

- NoppeprkxaHUe apgeKBaTHOro
anypesa.

XXun3Heyrpoxaliee KpoBoteyeHne?

[

- MexaHu4yeckasi KoMmnpeccus;

- Xupypruyeckui / sHAOCKOMNUYECKUI reMocTas;

- BocnonHeHue o06beéMa XXUOKOCTH;

- Mpu HepocTynHOCTU cneuudPUUYEeCcKoro aHTMAoOTa — BBeAeHue
KOHLEeHTpaTa NpOoTPOM6MHOBOro KoMmnsiekca / akTMUBUPOBaHHOIMO
KOHLUEeHTpaTa NpOTPOMOMHOBOIro KOMIMJIEKCa;

- Bo3Mo)xkHOe BBegeHue pekoMbuHaHTHoro Vlla pakTopa.

UcTouHUK: KnuHundeckue pekomeHaaumm M3 PO «Dubpunnaums v TpenetaHue npeacepaniiy B3pocsbix» 2020 T.



