I nomepynoHeppuThI

NOO OcTtpsiii HeppuTHUECKHI CHHAPOM (TTIOMEPYIOHEPPHUT)

NO1 BeicTpornporpeccupyromuii HeQppUTHUIECKU CUHAPOM (TIIOMEPYI0HEDPHT)

NO2 Penuausupyromas yCToOM4nBasi reMaTypust

NO3 Xponuueckuit HehpUTHIECKUN CUHIPOM (TIIOMEPYIOHEDPUT)

NO04 Hedbporuueckuit CHHAPOM (JTUTTOUIHBIN HEDPO3)

NOS5 Hedputndeckuii CHHIpOM HEYTOYHEHHBIN (TIIOMEPYIOHEDPUT)

NO06 N3onupoBanHas MPOTEUHYPHS C YTOUHEHHBIM MOP(HOIIOTHYEeCKUM MTopaskenueM (pyopuku .0 - .8)
NO7 HacnencrBennast Hedporatusi He KiaccuduiupoBaHHas B Ipyrux pyopukax (pyopuxu .0 - .8)

NO8 I'momepynsipHbIe TOpasKeHUS MPU OO0IE3HIX, KIACCU(DUIIMPOBAHHBIX B IPYTUX pyOpuKkax (HedponaTus
npu apyrux 6one3nsax - pyopuku NO8.0 — N08.8)



['momepynonedpuTs - rpyrina MOpHOIOTHYECKH PA3HOPOIHBIX UMMYHOBOCTATUTEIHHBIX
3a0051€BaHUI C IPEUMYIIIECTBEHHBIM MOPAXKEHNEM KITyOOUKOB, a TAK)KE C BOBJICUCHUEM KaHAJIbIIEB
Y MEKYTOUYHOU (MHTEPCTULIMATBLHOMN) TKaHHU.

['momepynonedpuThl MOTYT OBITH KaK CaMOCTOSATEIbHBIMUA HO30JI0TUYECKUMU (PopMaMHu, TaK U
OJTHUM W3 TIPOSABIICHHM cucTeMHbIX 3a0oneBanuii (CKB, cucremHbie BACKYIUThI, THGEKITHOHHBIH

SHJIOKApAUT U JIp.).

GLOMERULONEPHRITIS The spectrum of glomerular diseases
:L-'
SLE
Antigen-Antibody IgA nephropathy
Complex From Recent » .
ﬁtrep Infection Minimal change Anty-GBM
nephropathy disease
Headache .
A FSGS Diabetic Small
—TBF nephropathy a::SI:qt?sl
3 = . " ’ It
Antigen-Antibody Facial / Periorbital MCGN e
Complex in Glomeruli Edema
Causing: i ; s v Membranous| Amyloidosis | Post-streptococcal
- Inflammation Lethargic nephropathy glomerulonephritis
- 4 Glomerular Neohiot
Filtration —Low Grade Fever ephrotic Nephritic
; : i
Aaie ~Weight Gain (Edema) =~ Mechenism Mechanism
* Injury Lo pedocyles « Inflammation
Proteinuria it *Roacie ol
Hematuria — ) PISERY
Oliguria S, Haematuria * Breaks in GBM
: * Deposition of - Crescent formation
Dysuria malrix or other

Slomeris Proteinuria



ITHUOJOI'UA

Otunonorudeckuii paxkrop yna€rcst yCTaHOBUTD:

80-90% ciydaeB ocTporo romMepyaoHedppura

5-10% xpoHuUecKoro roMepysioHeppura.

VY ocTaibHBIX NpUYMHA OCTAETCA HEM3BECTHOM.

K pazBututo npuBoAsT OakTepuaibHble HHPEKIUU:

CTPENTOKOKKOBas (Hambosee 4ETKas STUONOTHYECKas CBA3b), CTA(QUIIOKOKKOBAs, TyOepKyJIEs,
Massapusi, CUQUIUC U Jp.

B nocneanee Bpems 00J1bII0€ BHUMaHUE OTBOASAT ATHOJIOTUUECKOM poiu BUPYCOB (remnarura B u
C, repniecBupycsl, BUY u ap.).

B xadecTBe 3THOIOTHYECKUX (DAKTOPOB TAK)KE MOTYT BBICTYIIaTh TOKCUYECKHE BEIICCTBA
(OpraHuuYecKHUe pacTBOPUTENH, AJTKOTOJIb, HAPKOTUKH, COCTMHEHHUS PTYTH, CBUHIIA, JTUTHUS U JIp.),
JIC, sx30reHHbIe AT, ACHCTBYIONINE OMOCPEAOBAHHO YEPE3 UMMYHHBIE MEXAaHU3MbI, B TOM YHCJIC
U B paMKax TMIIEPUYBCTBUTEIHLHOCTH HEMEJICHHOTO THUIIA, a TAaK)KEe DHAOTCHHbIE AT
(omyxonessie, JIHK, ModyeBast kuciora u T.1.).

OxJtakJIeHne - MMyCKOBOM (haKTOp B BOSHUKHOBEHHH M 00OCTPEHUHU IIIOMepylIoHeppHTa, Kak U
UHCOJISNS (TIPU BOJTYAHOUHOM TIOMeEpyIoHeppure).



KJIACCU®UKALMS

Knaccudukainus rimoMepynoHepUTOB OCHOBBIBAETCS HA BBIJICIICHUH:

* BEIYyIIEro CUHApOMa (reMaTypUIeCKUM, TUHIIEPTOHNYSCKHI, He()POTUUECKHUM);

* BapuaHTa T€YEHUS (OCTPBIN, XPOHUYECKUMN U OBICTPOIPOTrPECCUPYIOIIHH);

* TUna MOp(oJIOrHUeCKUX U3MEHEHUM (TTposiudepaTUBHbIEC U HENMPOJIU(EepaTUBHbIE

hopMBI).

[IponudeparuBHbie GOpMbI HenponudeparuBubie Gopmbl
OcTpblii NOCTCTPENTOKOKKOBBIN .
. ®DOoKaIbHO-CErMEHTAPHBII [NIOMEPYIOCKIEPO3
(MHTpaKanuJUISIpHBINA) TIIOMEepyIoHeDpUT

bricTponporpeccupyronuii rmoMepyioHeppur:
C AMMYHHBIMU JIETIO3UTAMU; MeMOpaHO3HBbIH TTI0MEPYIOHEDPUT

Majo(pauci)uMMYHHBIN*

. [momepynoneppuT ¢ MUHUMAJIBHBIMU

Me3zanruonponudepaTuBHbIN TII0MepyI0HEHPUT
U3MEHEHUSMHU

IgA-nedponarus

Me3aHrnokanuIIpHbIN TIIOMepyaoHeQpUT



HopmanbHoe cTpoeHune
KyoGo4ka

CTUMy/MpYloLme GakTopbl /\\mwnumwed:amw daroumTUpyioume |

B & o

MponudepatnBHbII
rnomepynioHedput




OCTPBIH NIOCTCTPENTOKOKKOBBIN INTIOMEPYJIOHE®PUT

OCTpBIif MOCTCTPENTOKKOKKOBBIN TIIoMepyI0HePUT - ¢ Hy3HOC UNMMYHOKOMILIIEKCHOE
BOCIAJICHUE MOYEUHBIX KITyOOUKOB, pa3BUBAIOIICECs Yepe3 2-3 Hell 0Ciie aHTUTEHHOTO BO3/ICHCTBUS
Y KIIMHUYECKH TIPOSIBIISIONIEECS OCTPOHEPPUTHICCKIM CHHIPOMOM.

Mopdomorudecku COOTBETCTBYET KapTHHE MPOIU(EpaTUBHOTO HHTPAKAITUILIIPHOTO
romepyinoHedpura.

3a0oJieBaHKE PA3BUBACTCS y JIUI MOJIOJIOTO BO3PACTa, B MOCIEAHEE BPEMSI BCTPEUACTCS B TIOKUIIOM U
CTap4YeCKOM BO3pacTe.

B 2 pa3a yare pa3BuBaeTcs y My>KUHH, YeM Yy JKCHIIHH.

+ OCTPbIA
rMOMEPYNOHE®PUT

. (FIOCTCTPEI'ITOKOKKO?bIV‘I
» AHTPAKANMUANAPHbLIWN)

*  MUMMYHOKOMIMAEKCHDIIA
s AUOY3HDbI
*  UHTPaKanuANApHbIA.

* MOCTCTPENTOKOKKOBbIA
{ B-reMonUTUUECKUA
CTPENTOKOKK rpynnbl A,
yepes 1-3 HeA,)

* B BoO3pacTte 5-12 nert, y
noApPoOCTKOB

»  He(PUTUUECKUNIA CUHAPOM

Vicxop - GnaronpuATHelA - HopManusauua nokasareneid moun - yepes 2
Mec., CUMNTOMbI — 60ee B Mec. - 3aTAKHOE TedeHne, Gonee 1 roga -
XpOoHU3aLna



ITHUOJOI'UA U ITATOI'EHE3

Pa3BuTHe CBA3BIBAIOT ¢ HE(PPUTOTEHHBIMH IITAMMAMH [-T€MOTUTHUYECKOTO CTPENTOKOKKA TPYTIIIBI
A (mrramwmabl 1, 2, 4, 12, 18, 25, 49, 55, 58 u 60).

B octpyto cranuio 3a0oneBanus Ha 0a3anbHOM MeMOpaHe KIyOOUKOB W/WIIH B ME3aruajibHOM TKaHU
(bOpMUPYIOTCSI HUMMYHHBIE KOMILIEKCHI, COIEpkKaIie AT CTPENTOKOKKA.

Haubonee 3HaunMbie U3 AT - SHIOCTPENTO3MH (IIUTOIIA3MATUYECKUI AT CO CTPENITOKMHA3HON
AKTUBHOCTBIO) U HE(DPPUTOTEHHBIN IJIa3MUH-CBSI3bIBAIONTUI O€NOK (TPeIIeCTBEHHUK MUPOTEHHOTO
9K30TOKCHHA B), 06magaroniuii BRICOKMM CPOJICTBOM K CTPYKTYpaM KITyOOUYKOB.

MIMMyHHBIN OTBET pa3BUBAETCS uepes3 2-3 Hel U COMPOBOXKIACTCS aKTHBAITUEH TyMOpaIbHBIX
CUCTEM BOCHAJICHHS, KIIFOU€BOE 3HAYCHHUE CPEN KOTOPBIX MPHUAAIOT CUCTEMaM KOMIUIEMEHTA,
CBEPTHIBAIOIIIECH, TPOTUBOCBEPTHIBAIOIIEH, KAJUTMKPEUH-KUHUHOBOM, a TAK)KE TUCTAMUHY U
CEPOTOHHHY.

OCTpBIi M0 CTPENTOKOKKOBLIA Post-streptococcal Glomerulonephritis
r7I0MepyJ/IoHe(ppUT: cXeMa pa3sBUTHS Pathogenesis

Streptococcal
— proteinase

exotoxin B (SPEB)

& Nephritis-
BeTa -reMONM3UPYIOLLMIA CTPENTOKOKK TPYMMbI A | associated plasmin [e——
l J receptor (NAPLr)

Streptococcal
Infection

Tvn 12 T™n 49 o
l J Development of
circulating
CDapMHFI/IT UMMeTUro immune complexes
6-20 AHEN -y o 14-28 e ‘ A local direct mechanism of glomerular inflammatory damage J

OCTpblii [/ToMepyIoHePUT

| it is not co-localized with complement or immunoglobulin I




Kackaa akTuBanmum cucTeMbl KOMILIEMeHTa obecnieunBaeT xemoTakcuc (C3a, C5a, C5-C7) u
aares3uto (C3b) monmuMopHOAIEPHBIX JEHKOIUTOB U TPOMOOIIUTOB, ACTPAHYIALNIO 0a30()UIIOB U
TyuHbIX KJIeTok (C3a-C5a) u mpuBoaut k GopMUPOBAHUIO MEMOPAHOATAKYIOIIETO KOMILJIEKCA
C5b-Co.

[TpuBnedy€HHBIC B OYaT MPOBOCHAIUTENbHBIC KIETKU BBIACISIIOT MOBPEKAAIONINE JTU30COMaTbHbIE
dbepmMeHTHI (MpoTeasbl) U AKTUBHBIE METAOOIUTHI KUCIOPOa (peCITUPATOPHBINA B3PHIB),
CTUMYJIUPYIOT IKCIIPECCUIO aAT€3UBHBIX MOJICKYJ, CHHTE3 aKTUBHBIX JIUMHI0B ((pakTopa
aKTUBAIIUHA TPOMOOIIUTOB, 3¥K03aHOoU10B), IUTOKHHOB (MJI, DHO-0, TpomMOoIMTapHoro gakropa
pocTa, Tpanchopmupyroiiero ¢akropa pocra-f§ v ap.), IPOBOCHATUTEIBHBIX MPOCTATIaHIUHOB,
MPOKOATYJISTHTHBIX M BA30aKTUBHBIX CyOCTaHIIUM, CTOCOOCTBYIOIIUX CTUMYJISIIUU U poudepaluu
SHOTEIUAIBHBIX, SMUTEINATBHBIX U ME3aHTHATBHBIX KJIETOK KIyOouKa.

BaxxHy1o posib UTPAIOT TakKe KJIETOUHbIE MEXaHU3MbI, TeMOKOAry/IsIIuOHHbIE (00pa30BaHUE
MUKPOTPOMOOB B MOYEUHBIX COCY/AAaX) U TEMOJMHAMUYECKUE HAPYIICHUSI.

OO6m1ue 1 JIOKaJIbHbIE TEMOJIMHAMUYECKHIE HAPYIIEHUS TP OCTPOHEDPUTUUECKON CTaIUU
00yCJIOBIIEHBI TPEUMYIIIECTBEHHO Ba30KOHCTPUKTUBHBIM 3 pexTom netikoTpuenoB C4 u D4,

anrnorensuna II, tpomOokcana A2.
BapuaHTbl OTNOXEHNSI UMMYHHbIX

KOMMIEKCOB Npu rnomepynoHedpute

A — KpynHble cyGanuTenuanbHble OTIoXeHUs. b — rpaHynsipHble
cyBanuTenuansHble oTrnoXeHns. B — cyGaHaoTenuansHble
OTNOXeHus. [ — BHyTpUMeMBpaHHble OTNoXeHus. [ —
Me3aHrnasbHble OTIIOKEHUS.



HATOMOP®OJIOI'UA

WNHTpakanuisspHbIi MponudepaTUBHBIN TTIOMEPYIOHEPUT MPOXOAUT HECKOIBKO (a3:
AKCCYIAaTUBHYIO,

AKCCYIATUBHO-TIPOJIU(EPATUBHYIO,

nposugepaTuBHYIO

OCTATOYHBIX SBJIICHUU.

KiryOouku yBeNTMUYMBAIOTCS B pa3Mepax, COCYAUCTHIC METIN MOJHOCTHIO 3aHUMAIOT MOJIOCTh
KaricyJibl.

Kanunnsipaelie neTiv 00auTeprupoBaHbl HAOYXIIUMH U MPOIUGEPUPYIONIMMU SHAOTEINATbHBIMU
Y ME3aHTHaIbHBIMU KJIETKAMU U UHOUWIBTPUPOBAHBI MOTUMOPPHOSIACPHBIMU JIEHKOIIUTAMH.

B yactu ciydaeB B MOJIOCTH KarCybl IPU BBIPAKEHHOM MOJIHOKPOBUHU KAMMIIISIPHBIX METEIb
MOXXET CKaITUBAThCA reMOpparudeckuii skccyaar (reMmopparudeckas gopma).

B HexoTOphIX KITyOOUYKax SHIOTEIUN KarcCyisl mpoiaudepupyer ¢ oopa3zoBaHueM "MOTyIyHUN".
[Ipy *MMYHOTUCTOXMMHUYECKOM UCCIEAOBAaHUU B KaMMILIsApax oOHapykuBaroT quddy3Hoe
otnoxkenue [gG u komnoneHTa komruieMenTa C3 rpaHyIsIpHOrO Xapakrepa.

[Ipu 351eKTPOHHONM MUKPOCKOTIMU OOHAPYKUBAIOT OTIIOKEHUS SJIEKTPOHHO-IJIOTHOTO MaTepuaia
Ha SIUTEINATBLHON CTOPOHE 0a3albHOM MeMOpaHbl KITyOOUKa - Tak Ha3bIBaeMbIe "TOpOBI"
(humps).

OTMeYaroT Takke U3MEHEHHSI OTPOCTKOB MOJIOLUTOB, CBA3aHHBIE C UX AKTUBHBIM BOBJICUCHUEM B
MPOILIECC ATUMHUHAIIMY UMMYHHBIX KOMIUIEKCOB. Me3aHruanbHas nmpoiaudepannsi 1 CHHEXUH
MEXy KaluUISIpaMH U KarcyJlol MOTYT COXPaHAThCA B TEUEHUE HECKOJIbKUX MECAIIEB TIOCIIE
BBI3JIOPOBJICHUSI.



KIIMHUYECKASA KAPTUHA U AIUATHOCTHUKA

3aboJieBaHrEe Pa3BUBACTCS OCTPO uepe3 2-3 Hell MOCie CTPENTOKOKKOBOM MH(MEKIIUK (aHTHHBI,
CKapJIaTUHBI WU CTPENTONMUOAECPMHUN) U MAaHU(DECTUPYET OCTPOHEPPUTHIECKUM CHHIAPOMOM -
peHasbHbIE (OJUTYPHUI0, FTEMaTypPUI0, TPOTEUHYPHUIO, IUIIUHPYPHIO)

IKCTpapeHanbHbIe (0TEKU, Al U JIp.) CHMIITOMBI.

» I'emarypus - ocHOBHOU cuMnTOM, HaOmonaembid y 100% manueHToB, NpuuéM B OJOBUHE
CJIy4yaeB OTMEYal0T MaKporeMaTypuro (Moda npruoOpeTaeT BUJl "MICHBIX ITOMOEB").
[IpoTennypus yaie cyoHepporudeckoro ypoBHs, B uactu ciydaeB (10-30%) MoxeT pa3BUBaThCS
HeppoTUUECKUI CUHIIPOM (TTpOoTeHHypHs Oosiee 3,5 T/cyT, runoanbO0yMUHEMUs],
TUTIOTIPOTCUHEMMUS ).

* OJIHOBPEMEHHO € reMaTypuei WiIu 4yTh MO3KE PA3BUBAIOTCS IPU3HAKY CHUKEHUS
buUIBTpaIMOHHON ciocOOHOCTH MoYeK BIUIOTH A0 OITH: ymeHbIaeTcst KOITM4ecTBO MOUYU
(omurypus unu anypusi), camkaetcss CK®, pa3BuBaeTcsi a30TeMHs.

OTEKM MOABIIAIOTCA CHaYaa Ha JIUIIE, 3aTeM CTaHOBATCS 00Jiee BhIPA)KEHHBIMU,
pacrpoCTpaHEHHBIMU U MOTYT IOCTUTATh CTENIEHU aHACAPKHU.

OTéku 00yCIOBIEHBI TUIIEPBOJIEMUEH BCIIECTBUE BHIPAKEHHOTO CHUKEHUS (PUIBTPALIMOHHOM

CITIOCOOHOCTH MOYEK M 33JICP>KKH HATPHS. .
Nephritic syndrome

4

Hematuria
(blood in the urine)

O

Proteinuria

(protein in Blurred

the urine) vision
D —

¢ -
>

Azotemia
(abnormally high levels o Hypertension
of nitrogen-containing ) (high blood pressure)

Oliguria
(low output of urine)



» ATl cBs3ana ¢ runepBosiemueii u B 60% ciryuaeB ObIBaeT cpeHeit u Tspkénoi crenenn (A /]
oomee 180/100 Mm pT.CT.).

BripaxxeHHas Al' OCIOXKHSETCS OTEKOM MO3ra ¢ MPU3HAKAMUA SKJIAMIICUH, OTEKOM JUCKa
3pPUTEILHOTO HEPBA CO CHUKEHUEM 3PEHHUS], CEPACUYHON HEOCTATOYHOCTHIO C Pa3BUTHEM
TaxXUKapAuu, pUTMa rajona, CMEIIEHUEM KHAPYKHU T'PaHUI] CEPALA.

Hapymienne kpoBooOparieHus: pa3BUBaeTCs M0 MAJIOMY KPYTy (MHTEPCTHIIMATIBHBIN OTEK JIETKUX C
MPUCTYIIaMH CEPACUYHON acTMBbI). BO3MOXKHBI THIPOTOPAKC U TUAPOIIEPUKAP.

B TUNWYHBIX CiTydasx OCTPBIN IIIOMEPYITOHEPPHUT XapaKTepU3yeTcs IIUKINYECKUM TEUCHUEM C
MOCJIE0BATEIbHON CMEHOM TPEX MEPHUOJIOB:

OCTPOHEPUTHUYCCKOTO,

00paTHOTO Pa3BUTHS CUMIITOMOB,

KJIMHUKO-JIA00PaTOPHOU PEMUCCHH.

B nocnennee BpeMst HabM0AaI0T CTEPTYIO (JIATEHTHYIO, alIUKIMYECKYI0) (popmy 3a00sieBaHus,
MIPOSIBIISIFONTYFOCS MOYEBBIM CHHIPOMOM (MUKpOTeMaTypus, IPOTeUHYpUs MeHee 1 1/CyT,
UUAJMHAPYPUS) U YMEPEHHOU HeCcTOMKON Al

VY 20-30% 60nbHBIX MOXKET HE OBITh HU Al, HU 3HAYUMOTO CHWKEHUS (PYHKITUN MTOYEK; O
CYILIECTBY OCTPOHE(DPUTUUECKUN CUHJIPOM Y TaKUX MAIUEHTOB OTCYTCTBYET.

L B

. ot e s 3 - Acute MI
Accumulation of fluid in the ’ Pulmonary edema ‘

air sacs (alveoli) in the lungs Butterfly distribution



B GonpImmMHCTBE cilydaeB rIoMepyloHehPUT 3aKaHIMBASTCS IMOJTHBIM BBI3ZIOPOBICHHUEM Yepes
1,5-2 mec.

TeueHnue cunTaIOT 3aTSHKHBIM, €CIIA OT/ACJIbHBIC CUMIITOMBI (M3MEHEHHS B aHaln3ax Mo4u, Al
WJIY HETIOJTHOE BOCCTAHOBJICHUE (DYHKIMI MMOYEK) COXpAHSIOTCS Oosee 6 Mec.
[IpomoKUTENTBHOCTh CUMIITOMATUKH OoJiee 1 ro/1a 00BIYHO CBUIETEIBLCTBYET O MEPEXO/IC B
XPOHUYECKUU mToMepyaoHePpuT, uto HabmoaatoT B 5-10% ciydaes.

HeGmaronpustHeie mporHocTudeckue GakTophl pa3BUTUS XPOHUYIECKOTO TIIOMEpYyIoHehpuUTa:
* aHypHs WU COXpaHEHHUE OJIMTYpHUH Oojee 3 Hex;

* pa3BUTHE HEPPOTUUECKOTO CUHIPOMA;

* nepcuctupyromas Al

* CHIDKCHHE B TeueHHe Oosee 8 Hen oOlel reMOIUTUYEeCKOM aKTUBHOCTH KOMITJIEMEHTA WIIN
ero C3-dpakuuu;

* 3a00JI€BaHNE MMOYCK B aHAMHE3€ WK B CEMBE.




JIABOPATOPHBIE UCCJIEJOBAHUSA

» OO aHamu3 KPoBU: yMepeHHoe noBbiieHre COD , CHUKEHUE KOHIICHTPAIUs
reMorioOnHa BCIIEICTBUE Pa3BEACHUS KPOBHU.

» buoxumuueckuil aHaIu3 KPOBU: MOBBIIIEHUE KOHIICHTPAUHA a30TUCTHIX IILIAKOB
(KpeaTUHHHA, MOYEBUHbBI, MOYEBOW KUCIIOTHI) U SJIEKTPOJIUTOB (KAl U HATPUS);
KOHI[EHTPAIIUSI CBIBOPOTOYHBIX OEJIKOB HOpMAJIbHASL WJIM HECKOJIBKO CHUYKEHHAS 32 CUET
TUIIEPBOJIEMHM, BOBMOXHA TUIIEPraMMarioOyJInHEMUS.

[Tpu pazBUTHM HEPPOTUUECKOTO CUHIPOMA BBIPAXKEHHAS TUIOATLOYMUHEMHUS U
TUIIONIPOTEUHEMMUSI, JUCTIPOTENHEMUS 3a CUET MOBBIIIEHUS YPOBHS 02-(paKiuu,
TUIIEPX0JIECTEPUHEMUS (YACTBIN, HO HE 00s3aTEIbHbBIN MPU3HAK).

KityboukoBas dunbrpanus (mpoda Pebepra-Tapeesa) cauxkena. KOHTposb KityOOUKOBOM
(bunbTpanuy BaXeH sl BbIOOpa afaekBaTHOM 10361 JIC.

» Koarynorpamma: npu TsKEIOM T€UEHUU OOJIE3HU U MPUCOEAMHEHUHN HEPPOTUUECKOTO
CHHJIpOMa ONPEACISIOT TUNeppruOpUHOTCHEMMUIO.

¢ IMMyHOJIOTHYECKHUE TECTHI: XapaKTEPHO MOBBIIEHUE TUTPOB AT K AT CTpEeNnTOKOKKA
(anTucTpentonuznuHa O, aHTUCTPENTOKNHA3BI, AHTUCTPENITOTMATYPOHUA3bI); CHUKEHUE
00111e¥1 TeMOJIUTUYECKON aKTUBHOCTH KOMIUJIEMEHTA U 0COOEHHO KOHIeHTpauu C3-dpakiuu
OTPAXKAET CTENEHb BBIPAXKEHHOCTH BOCTIAJIUTEIBLHOIO MPOIIECCa B MOYKAX U COXPAHSETCS B
TeueHue 6-8 Hex.




e OOmwMi aHaIU3 MOYU: TPOTEUHYPUSL, TEMATYpHUsl, IUIUHPYPHS PA3HOU CTENEHU BBIPAKEHHOCTH;
OTHOCHTEBHAS TIOTHOCTh MOYY HE U3MEHSIETCS.

Ha HauanbHbBIX cTanusx 00J€3HU BO3MOXKHA JOBOJIBHO BBIPAXKEHHAS ACENITUYECKASI JICHKOIUTYPHUSL.
* AHanmm3 moun o HeunnopeHko mo3BONISET YTOUHUTh CTETIEHD BEIPAXKEHHOCTH I'eMaTypHH,
JICUKOLUTYPUHU U UJIMHAPYPHUH.

* CyTouHas MPOTEUHYPHS - KOJIMYECTBEHHBIN METOJ, YYUTHIBAOIINN CyTOYHBIN AUYPE3, -
MO3BOJISIET 00JIE€ TOUHO OLIEHUTh JTUHAMUKY MPOTEUHYPUH, B TOM YUCIIE MOJ] BIUSHUEM JICUEHUS.
[IpoTrennypust HECENEKTUBHAS.

* IIpo6a 3UMHUIIKOTO: OTHOCUTEIbHAS TUIOTHOCTH MOYM HA HaYaJbHBIX 3Tanax 3a00JeBaHus
OCTAETCS COXPAHHOU.

Ha craguu BbI3IOPOBICHUS TPU MOJIMYPUHN MOXKET HAOJIOIaThCsl BPEMEHHOE CHUXKEHUE TIIIOTHOCTU
MOYH.

* bakTtepuosiornyeckoe HccieI0BaHMEe Ma3Ka U3 3€Ba WK BBICHIIAHUN Ha KOXe (IIpY MHUOJAEPMUU )
MO3BOJISIET OOHAPYKUTH CTPENTOKOKK.




NHCTPYMEHTAJIBHBIE UCCJIEJOBAHUA

* OKI': u3MeHEeHNE TONOKEHUS SIICKTPUUECKOM OCH CEep/Ilia, MPU3HAKH MIEPETPY3KH JIEBBIX OTAECIOB
cepaua, JEro4YHON TMIEPTEH3UH, IIEKTPOIUTHBIX HAPYIIEHUH (IPU3HAKYA BHYTPUKIECTOUYHON
TUNIEPKATUEMUN ).

* Ox0KI': BO3BMOXHBI AUIaTalMs MOJOCTEN CEP/Illa, TOBBIIICHUE IABJICHUS B JIETOYHOM apTepUH U
OOHapyXEHUE KUJAKOCTHU B MIEPUKAP/IE.

* Pentrenorpadus opraHoB rpyqHOM KJIETKU: MPU3HAKK 3aCTOSI B MAJIOM KpPyre KpoBOOOpalieHus,
VHTEPCTULIMAIIBHBINA OTEK.

* V3U: nouku MOryT ObITh HE UBMEHEHBI, MHOITIA HAOMIOAI0T HEKOTOPOE YBEIIMUCHUE UX
pa3mepoB (0osee 120x65%50 MM), OTEYHOCTh MapeHXUMBI. [Ipu 1oNmIepoBCKOM KapTUPOBAHUU -
MMPU3HAKA UIIEMUHU.

* OCMOTp IJ1a3HOTO JIHA: U3MEHEHUSs1, 00yCIOBIECHHbIE rurnepBoiieMueii u Al (cy>keHue apTepuoi,
(peHOMEH NaTOJOTUYECKOrO apTEPUOBEHO3HOIO MEPEKPECTA, OTEK NUCKA 3pUTEIBHOIO HEPBA,
KPOBOU3JIUSHUS).




JANOPEPEHIINAJIBHAA IMATHOCTHUKA

OcCTpBIil MOCTCTPENTOKKOKKOBBIN TIIoMepyoHeDpUT HeoOxoaumo auddepeHIrpoBars C:
OCTPBIM HHTEPCTHUITUATBLHBIM HEPpUTOM,

nuenoHeGpruToMm,

000CTpEeHHEM XPOHUYECKOTO TIIoMepyaoHehpuTa,

MOpaKeHHEM TIOYEeK MPU CUCTEeMHBIX 3a0oseBanusx [mpu CKB; remopparnueckoM BacKyIuTe;
MH(PEKIIMOHHOM SHIOKAPINTE;

BaCKYJIMTaX, aCCOIIMMPOBAHHBIX C aHTUTEIaMH K UToIasMe Heirpoduinon (AHILIA)],
KOTOPBIE MOTYT HAUYMHATHCS C MOPAKEHUS TTOYCK.

Hawnbonee 3naunmoe rccienoBanue npu nposeaeHuu audpepeHnnanbHoi TMarHoCTUKY -
OUOTICHS TIOYKH C OTIpeACICHIEM MOP(OIOTHIECKOT0 CyOcTpara 3a00JIeBaHMsl.




JIEHEHUE

JleyeHue mpu 0CTPOM MOCTCTPENTOKKOKKOBOM INIOMEPYIOHE(PPUTE KOMIUIEKCHOE (palliOHaIbHBIN
PEXKUM, JMeTa, MEIMKaMEHTO3Hasl Tepariys) U HalpaBjIeHO Ha JOCTUKEHHE BBI3IOPOBIICHUS.
Llemm nmeuyenus:

* JIMKBUJALIUS CTPENTOKOKKOBOM MH(DEKIINH;

* KyINHUPOBaHHUE OCTPOHEHPUTHUUECKOTO CUHAPOMA:

¢ Hopmanmzauus AJl;

0 YMEHBIIEHUE OTEKOB;

¢ moajiep)kaHue BOJAHO-3JIEKTPOJIUTHOTO OajlaHCca;

* JICUCHHUE OCJIOKHEHUH (PHIedaonaTuu, TunepkaiiemMun, oréka aérkux, OITH);

* YMEHBIIIEHHE aKTUBHOCTH UMMYHHOTO BOCIIAJICHHUS MIPH 3aTSKHOM TECUCHUHU, MPUCOCTUHECHUH
HEe(PPOTUUECKOTO CUHAPOMA WJIH MPOTrPEeCCUPYIONIEH MOYEYHOM HETO0CTAaTOYHOCTH.

B cBsi31 ¢ BBICOKUM PUCKOM Pa3BUTHSI OCI0KHEHUH OOJIbHBIM OCTPBIM MOCTCTPENTOKKOKKOBBIM
IJIOMEPYJIOHE(DPUTOM TTOKa3aHa TOCIUTAIN3ALMS, CPEIHSIS MPOAOJIKUTEIBHOCTh KOTOPO
cocrasisieT 6-8 Hen. OOIIas TPOIOIKUTEILHOCTh BPEMEHHON HETPYOCIIOCOOHOCTH TIPU
HEOCJIO;)KHEHHOM T€UEHHMHU COCTaBisieT 6-10 Hes.

OBILIUE MEPOIIPUATHUA

Ha nepBbIx sTanax 601€3HU MOKa3aHO COOMIOACHHE MOCTEILHOTO PEXKUMA B TEUCHUH 2 HEJI.

B nmocnenyromeM HeoOXoAUM AN peKUM B TedeHue | rofa (orpaHndeHne GU3NIECKUX HArPpy30K,
n30eraTh nepeoxaaxacHu).

BaknuHanuro He TpOBOAT B TeueHUE 1 Toma nocie nepeHecéHHOro rIoMepyaoHepuTa.

Jluera: orpaHUYMBAIOT IPUEM KUAKOCTH (IIPH BBIPAKEHHBIX OTEKAX M aHyPUH TIEPBBIE CYTKHU KHUIKOCTH JTyUIIe
HE yIoTpeOsaTh, a B MOCIEAYIOMEM e€ 00bEM JOIKEH COOTBETCTBOBAThH KOJIMYECTBY BBIICIICHHONW MOYH 32
npeapiaymue cytku + 200-400 mut), conu (o 1-2 r/cyt), 6enkoB (10 0,5 T/Kr/cyT).



JEYEHUE CTPENITOKOKKOBON UH®EKIIUN

DTHOTpOIHAS TepaIus IMOKa3aHa Mociie NepeHecEHHOro (papuHruTa, TOH3WILINTA,
CTPENTOITUOICPMHIH, TP TIOJIOKUTEIBHBIX PE3yIbTaTax MOCEBOB C KOXKH, 3¢Ba WIIH TIPH
oOHapyXEHUH BBICOKHX TUTPOB AT K CTpenTOKOKKY (aHTHCTpenToau3nHa O u ap.).
AHTHOMOTHK W3 TPYIIBI MEHUIWUTHHOB (aMITUIIHIUTHH, (PEHOKCUMETHIITICHUTIUIUIHH,
aMOKCHIIMJIIMH+KIIaByJIaHOBasI KHCIIOTA), 103y omnpeaesitor ¢ yuétom CKO.
ToH3WLIIKTOMIUS TTOKAa3aHa HE paHee YeM depe3 6 Mec MOoCIe HCUS3HOBEHUS KITMHIYECKUX
MIPU3HAKOB OOJIC3HHU.

JlnntensHas aHTHOAKTEpHAIbHAS TepaITUsl TakyKe He00X0IMMa IIPH Pa3BUTHH OCTPOTO
IoMepyHeppruTa B paMKax CENCcuca, CeNTUISCKOr0 YHIOKapIUTa.




JIJEYEHUE OCTPOHE®OPUTHUYECKOI'O CUHAPOMA

e OTEKM CBSA3aHBI C IEPBUYHOM 3aJEPHKKON KUAKOCTH, IOITOMY OCHOBY JICUEHHS COCTABIISIET
OrpaHUYCHUE TTOTPEOJICHUS COJTU U BOJBI.

N3 nuypetnkoB pypocemus B 103e 80-120 Mr. ['mapoxnopoTrazug MOKET 0Ka3aThCsi HEA(DPEKTUBHBIM
pu cHKeHnU CK®, a CIUpOHOJIAKTOH U TPHAMTEPEH HE MPUMEHSIOT U3-3a YTPO3bl PA3BUTHS
TUTIEPKAIIUEMUH.

JInypeTuKu KaKk KOMIIOHEHT aHTUTUIIEPTEH3MBHOM TEpanuu CHUKAIOT NOTPpeOHOCTH B Jipyrux JIC.
 Jlns xkynupoBanust ymepenHoi Al (nnactonmyeckoe A/l He Boie 100 MM PT.CT.) JOCTAaTOYHO JUETHI
C OTPAaHUYECHUEM COJIU U BOJIbI, IOCTEIBLHOIO PEXKUMa U TpuEMa TnypeTukoB (pypocemuna). [Ipu
BBIpaXXEHHOU U cToWKOW Al 100aBisAroT apyrue npenaparsl. [Ipeamnoyrenre otaaoT
Ba3oJIlJIaTaTopam, HalpuMep OJI0KaTOpaM MEJIEHHBIX KaJbIIMEBBIX KaHANOB (Hu(eaunuu mno 10 mr);
uHruouropsl AII® crenyeT ucnoab30BaTh C OCTOPOKHOCTHIO U3-3a PUCKA TUIIEPKATUEMUH.

d
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JJEUEHUE OCJIOXKHEHUU

* ['unepronnueckas sH1eanonaTus (HEKynupyeMble rojoBHasi 00Jb, TOUTHOTA, PBOTA) Ha3HAYAIOT (ypOCEMHU/T B
OonbmKx go3ax. [Ipu cynopoxHOM CHUHIpOME - AMa3enaM, KOTOPbIA B OTIIMYHUE OT IPYTUX MPOTUBOCYAOPOKHBIX
JIC metabonu3upyeTcst B IEYEHU U HE BHIBOJAUTCS MOYKAMHU.

* OTé€K NErkux npu 0CTPOHEHPUTUUECKOM CUHIPOME PA3BUBAETCS BCIIEICTBUE TUIIEPBOJIEMUMU.

CepaeuHble IIMKO3U/IbI B 3TOM cllydae He3(DPEKTUBHBI U MOTYT BbI3BaTh MHTOKCHUKAI[UIO. JIeueHue BKIIIOYaeT B
ce0st MepONPUSITHS, HAPABJIEHHbIE HA CHUYKEHUE JaBJICHUS B JIETOYHBIX COCY/IaX U YMEHbILIEHNE BEHO3HOTO
MPUTOKA K CEPIILY.

¢ OOume MepOIpUsATHUS: MOJIOKEHUE B KPOBATH C BO3BBIIIIEHHBIM FOJIOBHBIM KOHIIOM, MHTAJISIIUU KUCIOPOaA,
MeHoracuTenu, mpu Heobxoaumoctu - UBJI.

¢ Iletneswie nuypetuxu: pypocemun B 1o3e 40-80 M BHyTPUBEHHO CTPYWHO, 3aTEM, IPU HEOOXOAUMOCTH,
KareiapHo 10 200 Mr

¢ HapxoTuueckue aHaJIbreTUKU U HelposienThuku: MopduH (2-5 mr BHyTpuBeHHO), hertanuin 1-2 miu 0,005%
pacTBOpa BHYTPUBEHHO WJIM BHYTPUMBIIIEYHO, Aporiepuaoi 2-4 mit 0,25% pacTBopa BHYTPUMBIIIEYHO UIH
BHYTPHUBEHHO.

¢ Bazomunararopsl, HaMpUMeEp T03UPOBAHHOE BBeJIeHUE HUTporpyccuaa HaTpus (0,1 MKr/Kr B MUH).

¢ [ns yMeHbIIEHUs COMYTCTBYIOIIEH OPOHX000CTPYKIIMK BHYTPUBEHHO BBOJAT MpeAHU30J10H B 103€ 30-100 mr,
amuHopwuiun 10-20 M 2,4% pacTtBopa.

¢ Ilpu BbIpa)k€HHOM TUIIEPBOJIEMHH MMOKA3aHbl CEAHCHI TEMOUANIN3A B PEXXKUME YIBTpaduiIbTpaLIUU.

* [Ipu OIIH pe3ko orpaHn4MBarOT NOTPEOIECHUE COU, Kausl, OETKOB U KUIKOCTH. [Ipu HapacTaromux a30TeMun
Y TUNEPKAIIMEMHH TTOKa3aH N'eMOIUAIIN3; Y JETe U MOXKHUIIBIX MallMEHTOB MPEANOYTUTENIEH IEPUTOHEATBHBIH
IUan3.

* [Ipu runepkanvemMun Ha3HaYaOT OOJBIINE 1036l (PypOCEMH/Ia, BHYTPUBEHHO BBOJSAT MHCYJINH, PACTBOPBI
[JTIOKO3bI, KaJIBITUS TIFOKOHATA U HaTpus OukapOoHara.

[Ipu pa3BUTUHN KUZHEHHO OMACHOW FMIEPKATMEMUH HEOOXOUMO 3KCTPEHHOE TPOBEICHNE TeMOANAIN3A.



NMMYHOCYIIPECCUBHAA TEPAIIUA

NmMmmyHonenpeccanThl HA3HAYAIOT IPU IPUCOETUHEHUH UM COXPAHEHUU HE(QPOTUUECKOTO
CUHJIpOMA W/WJIA MPU HEMOJIHOM BOCCTAHOBJIECHUU (PYHKIIMU TTOYEK.

O6bruno npumensitoT ['K (nmpeaun30oH B 03¢ 1 MI/KT B IEHB).

[Tpu ObICTpOIIpOrpeCcCCUpPYIOIEH MOYEYHON HEJOCTATOUHOCTH (HapacTaHUE KOHLIEHTpaIuu
KpEaTHHUHA B CBIBOPOTKE KPOBH B 2 pa3a B TEUCHHUE TPEX U MEHEE MECSIIEB) MOKa3aHa OMOIICHUS
MTOYKH.

Ecau obHapykuBatotcs "moyliyHus", peKOMEHAYIOT Kypc MyJbC-Tepauu
MetwinpeHn3010HoM (1o 500-1000 Mr BHYTpUBEHHO €XETHEBHO B T€UCHUE 3-5 JTHEM).
[{utocTaTuku (B TOM YKCIIE MyJIbC-TepaNni0 NUKI0(OCHaMUIOM) MOXKHO MIPUMEHSTH TOIBKO
IpU OTCYTCTBUM aKTUBHOM MH(EKIUU.

CAHATOPHO-KYPOPTHOE JIEYEHHUE

CaHaTopHO-KypOPTHOE JICUCHHE HAUMHAIOT Yepe3 6 MecC MOoCiie UCUE3HOBEHUS KIIMHUYECKUX
MPU3HAKOB OOJIE3HU.

PekoMeHIyI0T MECTHBIE CAHATOPUU OOIIETo TUIA, 0€3 PE3KOM CMEHBI KIIMMAaTUYECKUX YCIOBUM.
JledeHue Ha KypopTax ¢ CyXHM ITyCTHIHHBIM KJIMMAaTOM HE MOKa3aHO (MCIOIb3YETCs TOJIBKO IS
OOJIBHBIX C U30JUPOBAHHBIM HEPPOTUUECKUM CUHIPOMOM ).

BonbHBIM IPOTUBOTIOKA3aHA UHCOJISIIUS.



JANCITAHCEPU3ALIUA

[Tocne mepeHecEHHOTO OCTPOTO IMIOMEpYyIoHEehpHUTa HEOOXOUMO TUCTIaHCEpHOE HAOI0IeHNE B TeueHue 2 JeT. B
MIEPBBIC MOJITO/A TIOCEIICHHUE Bpavya TOJKHBI ObITh €)KEMECTIYHBIMH.

OcymecTBIAIOT KOHTPOJIb TIOKa3aTeNIe 00IIero anaiu3a MOYH, aHalin3a MouH 1o Heunmopenko, obiero u
OMOXMMHUYECKOTO aHaau3a KpoBHU (00Ul OETOK U a30TUCTHIC IIUIAKH ).

CaMocCTOsTENNbHBINH KOHTPOJIb 00JbHBIM AJl.

B nocnenyrommue 1,5 roma o06ciaenoBaHue MOBTOPSIOT Kaxaple 3 Mec. B TeueHue

2 JIeT OoKa3aHo COONIOIEHNE JUETHI C OTPAHUYCHUEM COJIH, MPOTYKTOB, OOTaThIX MyPHUHOBBIMH OCHOBAaHHUSMH.
BwmecTte ¢ Tem nuera qomkHa cofepKaTh aJeKBaTHOE BO3PACTY KOJIUYECTBO KUBOTHOTO Oenka. [lone3Hbl coku u
KoMITOThI. ClieTyeT CKITIOUUTh KypeHHe, yIoTpeOIeHne aakorofisi, bnonorundeckux 1006aBok u JIC, B Tom uuce
dbuTonpenaparos, 061agaroMX HePpoTokcuuHbIM aeiicTBueM. [locne Bei3nopoBiaeHus 3anumarotcs JIOK.
[1naBanue, AmuTenbHAs X0Ib0A U YPE3MEPHO TOJBUIKHBIC CIIOPTUBHBIE UTPHI TPOTUBOIIOKA3aHBI, TSKEIBIN
busndeckuit Tpy, padboTa B YCIOBUSAX PE3KOM CMEHBI TEMIIEPATYPHOTO PEKUMA, KOHTAKT C TOKCUUECKUMU
BEILIECTBAMH.

IMPOT'HO3

B 90-93% ciy4yaeB oCTpbIi TOCTCTPENTOKKOKKOBBIN TTIOMEPYTIOHEPPUT 3aKAHIMBACTCS TTOJTHBIM
BBI3JIOPOBJIICHUEM.

JleTanpHBIC MCXOMBI HAOTIOMAIOT PEIKO, OHU MOTYT OBITh CBSI3aHBI C OCIOKHEeHUSIMU: Tiopaxeruem [[HC
(aKIIaMIicuei, cymoporamMu, MHCYJIbTOM Ha (hoHE BhIpakeHHOUW Al’), OCTpOIl JIEBOKEITYIOUKOBOM
HegocTtarouHocThio, OITH.

VY gactu 00NbHBIX 3a00JI€BaHUE PEIMAUBUPYET MPU COXPAHEHUU UCTOYHUKA WH(GEKITUHN WIIA TIOBTOPHOM
WHOUIIMPOBAHUHU CTPEITOKOKKAMH.

B 5-10% cnydaeB mpoucXoauT XpOHHU3AIMS MIpoiiecca ¢ Tpancopmaimei B oHy u3 GOpM Me3aHTHATBHOTO
rioMepyrnonedpura.



APYI'ME ®OPMbI OCTPOI'O INTOMEPYJIOHE®PUTA

K pa3Butuio octporo rmomepyiaoHeppuTa MOTYT PUBECTH U Jpyrue OaKTepUanbHbIE U BUPYCHBIC
3a00JIeBaHMUSL.

[Tpu napazuTapHbix 3a00J€BaHUSIX OOBIYHO HAOIIOIAIOT MEMOPAHO3HBIN ITIOMEPYIOHEPPHUT,

IIPU 3JI0YTIOTPEOICHUH AJIKOTOJIEM - ME3aHTHOIIPOJIU(EepaTUBHBIIH.

Knunnueckast kapTuHa MOXKET OBITH MPEACTABICHA KaK N30JIMPOBAHHBIM MOYEBBIM CUHAPOMOM, TaK U
TsoKENBIMU (hopMamMu HeppuTa (HepOoTHUIECKON, CMEIIIaHHOM ).

JlexapcTBEHHBIEC UM TTOCTBAKIIMHAJIbHBIE TIIOMEPYIOHE(PPUTHI MOTYT OBITH O0YCIIOBIIEHBI O0JIE3HBIO
MUHUMAJbHBIX U3MEHEHUH U MPOSIBISIIOTCA HEPPOTUUECKUM CUHIPOMOM.

OcTpblii ITIOMEpYIOHEPPUT, BHI3BAHHBIM YKyCaMU STOBUTHIX HACEKOMBIX, PA3JIMYHBIMU aJlJIepreHamMu (B
TOM YUCJIE€ U MUILIEBBIMU) MaHU(DECTUPYET HEPPOTUUECKUM CUHIPOMOM C HApYyIICHHEM (PYHKIIHI MOYeK
(Mopdomorudecku - Me3aHTrHONPOIU(EepaTUBHBIN WIIKM MEMOPaHO3HBIN TIIOMepyIoHePPUT, 100
IJIOMEPYIOHEPPUT C MUHUMAJIbHBIMU U3MEHEHUSIMHU, MHOT/IA C BBIPAXKEHHBIM UHTEPCTUIIMATIBHBIM
KOMIIOHEHTOM).

HedpoTtuueckuii cuHaIpoM 00BIYHO Pa3BUBAETCS CIEIOM 32 APYTUMH AJIEPrUYECKUMHU MPOSIBICHUSIMU
(epmarut, OpoHXUaIbHAS aCTMa, TAHKPEATHUT), HO B HEKOTOPBIX CIy4asix - KaKk €IMHCTBEHHBIN MPU3HAK
aJJIePTUH.

[TomMumoO U3MEHEHUH - XapaKTEPHBIX IJIs1 HEPPOTHUUECKOTO CUHAPOMA, B KPOBU OINPEACIISIIOT BHICOKYIO
KOHILIeHTpauuto IgE.

JleueHne aHAJTOTUYHO TAKOBOMY IIPH OCTPOM MOCTCTPENTOKKOKKOBOM IIIOMEPYIOHE(DPUTE (IIUMUHALUS
ATUOJIOTUYECKOTO (PaKTOpa, KyMUPOBAHUE OCTPOHE(HPUTHUECKOTO CUHIPOMA U OCIOKHEHHUH U T.11.).
Ecnu 3a601eBanue mpoTeKaeT ¢ BEIPAKEHHBIM HE(QPOTUUECKUM CUHAPOMOM UJTU C MPOTrPECCUPYIOITUM
HapyuieHueM GyHKIui noyek, HazHayarot ['K.

B yacTu ciiyyaeB BO3MOXKEH Mepexo]] B XpOHUYECKUI IMTOMEpPYIOHEPPUT, 0COOCHHO MPU MOBTOPHOM
BO3/ICHCTBUU ATHOJIOTUYECKOTO (haKTopa.



Glomerulonephritis

Non-Proliferative Proliferative

Minimal Change
Glomerulonephritis
Abnormal Podocytes
Seen on Electron Microscopy

Treat with Supportive care
+ Prednisolone

Membranous
Glomerulonephritis
(MGN)
Thickened Glomerular
Basement Membrane
Usually idiopathic
1/3 have chronic MGN
1/3 go into remission
1/3 progress to renal failure

IgA Nephropathy
Most common type of GN in adults
Macroscopic haematuria
Appears 24-48hrs post URTI/GI infection
IgA deposits seen in the matrix

Membranoproliferative
Glomerulonephritis
Primary (immune mediated)

Secondary (SLE, Hep)

Usually progresses to
End Stage Renal Failure

Post Infectious
Glomerulonephritis

Rapidly Progressive
Glomerulonephritis
(Crescentic)

Most respond well
Occurs weeks after URTI
Usually Strep Pyogenes

Supportive treatment

Focal Segmental
Glomerulosclerosis l Resolves over 2-4 weeks
Segments of Glomeruli Develop Sclerosis
Presents with Nephrotic Syndrome AW
Genetic causes identified Vasculitic Goodpastures
Disorders Syndrome
Autoimmune

Steroids often ineffective

50% Progress to Renal Failure 5 g
anti-GBM antibody

Glomerulus & Lung affected
I I Haematuria & Haemoptysis
Treat with steroids

.
The spectrum of glomerular diseases . A
Wegeners . Mlcrosco‘p!c +/- steroid sparing agents
Granulomatosis Polyangitis
Vasculitis Small vessel vasculitis
Lungs, Kidney & other organs p-ANCA +ve
c-ANCA +ve Treat with long term steroids

Treat with Steroids +/- cytotoxic agents

SLE
+ Cyclophosphamide
lgA nephropathy
Minimal change Anti-GBM
nephropathy disease

FSGS Diabetic Small

nephropathy vessel

vasculitis

MCGN
Membranous| Amyloidosis | Post-streptococcal
nephropathy glomerulonephritis
Nephrotic Nepﬁritic
Mechanism Macranten
* Injury Lo pedocyles I | « Inflammation
* Changed + Reactive coll
architacture: : proliferation
Boaning Haematuria - Breaks in GBM
*Deposition of - Crescent formation
malfix or other
okl Proteinuria



BBICTPOIIPOIPECCUPYIOIIUA ITTOMEPYJIOHE®PUT

bricTpornporpeccupyromuil (3KCTpakanuuIsIpHBIN, "'3710Ka4eCTBEHHBIN'") IOMepyJIoHEQPUT
XapakTepu3yeTcs: ObICTPHIM (32 HEIEIIM WIIM MECSIIbI) IPOTPECCUPOBAHUEM 10 TEPMUHATBLHON

ctaguu XIIH 0e3 cIoOHTaHHBIX PEMUCCHUH.

Knunnuecku npoTekaeT ¢ oCTpOHEPPUTHUECKUM CUHIAPOMOM (reMarypuei, orékamu, Al, Hepenko
CEpACUHON HEOCTATOYHOCTHIO) U OBICTPHIM YXYILICHHEM (DYHKIIUN MOYEK.

[Taromopdonoruuecknii IpU3HaK - SKCTPAKAMWIUIAPHBIA [IOMEPYIOHEPPUT C KIIETOUYHBIMU WUITU
(UOPO3HO-KIETOUYHBIMH "TOTYTYHUAMU'" BOKPYT OOJIBIIEH YaCTH KITyOOUYKOB.

YacTtoTa OBICTpONpPOrpecCUpyIONIETo moMepynonedpura cocrapisieT 2-10% Bcex hopm
JIOMEPYIOHE(DPUTOB, PETUCTPUPYEMBIX B CIIEIIUATIUIUPOBAHHBIX HEPPOJIOTUUECKUX CTAIIMOHAPAX.
CrnenyeT Takke IOMHUTH O BO3MOXXHOCTH Pa3BUTHSI 00OCTPEHUM pa3TuYHbIX BAPUAHTOB
XPOHUYECKUX TIIOMEPYIOHE(QPUTOB, MOJTHOCTHIO MOBTOPSAIONIUX KIIMHUYECKYIO KAPTUHY
OBICTPOIPOrPECCUPYIOIIETO TIIOMEPYIOHE(pHUTA (B IEPBYIO OYEPEIb HATUUUEM MPOTPECCUPYIOIIETO

CHUYKEHHS TTOUEUHBIX (DYHKITUN).

IIpu 3TOM UMEET MECTO CBOCOOPa3HbIN ""CHHIPOM OBICTPONPOrPECCUPYIOIIETO IIIoMepyIoHeppuTa".

Nephritic syndrome

-

Hematuria
(blood in the urine)

Proteinuria \\J
(protein in Blurred
the urine) vision

~ &
Azotemia L4

(abnormally high levels ’ Hypertension
of nitrogen-containing ) (high blood pressure)
Oliguria
(low output of urine)

GLOMERULONEPHRITIS Nephron

Glomerulus

Pyramid - — Minor — Cortex

calyces

Major
calyces

=

Bowman's
capsule )

Renal
pelvis

Inflammation of the
glomeruli and of the
small blood vessels

Fibrous capsule

~— Ureter

Normal kidney Glomerulonephritis



ITUOJOI'UA U ITATOI'EHE3

OObI4HO OOJEIOT JIKIIAa CPEAHETO U MOXKUIIOTO BO3PACTA, Yallle MY>KUYMHBI.

bricTpornporpeccupyromuii rmoMepynoHepuT pa3BUBAETCS B acCOUMAIMU ¢ UHPEKIHEH
(1oMepysioHEepPUT MOCTCTPENTOKOKKOBBIN, MPU MOJ0CTPOM UH(PEKIIMOHHOM SHJIOKAp/IUTE, CENICUCE,
BUPYCHBIX WM Napa3uTapHbIX 3a00J1€BaHUsX ), peBMaTnueckumu 3adoneBanusimu (CKB,
reMOpPparuuecKuili BaCKyJuT, rpaHysieMaro3 Berenepa, MUKpOCKONMMYECKUH MTOJTUAHTUHUT), CHHAPOMOM
['yamacuepa.

BriensitoT HECKOJIBKO TUIIOB OBICTPOIPOTrPECCUPYIOLIETO IIOMEPYIOHEPPUTA B 3ABUCUMOCTH OT
HaJIM4YWsl WIK OTCYTCTBUSI UMMYHHBIX JICTIO3UTOB B KJIyOOUYKax MOYEK U UX XapakTepa npu
UMMYHO(IFOOPECIICHTHOM HCCIICIOBAHUU.

* beicTponporpeccupyomuii moMepyaoHe@puT, cBsi3anubiii ¢ AT k 0a3anbHO MeMOpaHe
KJIyOOUKOB; ONPEJICIAIOT TUHEUHOE CBEUEHUE MPU UMMYHO(IIFOOPECLICHITUH.

K aTOMy THITy OTHOCAT "KJIacCUYECKUN'" HIMONAaTHYECKUI TTOAO0CTPHIA IIIOMEPYIOHEPPUT C
"monmysmyHus MU' ¥ CHHAPOM [ 'yaracuepa - mO4eHHO-JIETOUHBIN CUHAPOM, XapAKTEPUIYIOIIUNCS
Hapsy ¢ OBICTPONPOTPECCUPYIOITUM INIOMEPYIOHEPPUTOM TAKKE JIETOUHBIMU KPOBOTECUCHUSMU U3-
3a mepekpecTHoro pearupopanus AT k 6azaabHON MeMOpaHe KJI1yOOUYKOB ¢ 0a3albHBIMU MEMOpaHaMU
aJIbBEOIL.
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* BeicTponporpeccupyronyii HMMYHOKOMITJIEKCHBIN TTIOMEPYJIOHE(DPUT ¢ OOHAPYKEHUEM
TPaHyJSIPHBIX AEMO3UTOB IPU UMMYHO(IIFOOPECHICHITUU.

K 3TOMy THITYy OTHOCST OCTCTPENTOKOKKOBBIN OBICTPOIPOTrPECCUPYIOLINNA TIIOMEPYIOHEPPHUT,
obicTpornporpeccupyromuii rmomepynonedpur npu CKB, remopparnueckoM BacKyJIuTe
(mypmypa llIénnsiina-I'eHoxa), CMEIaHHON KPUOIIIOOYIMHEMHH (Yallle B aCCOLUAIUU C
uHpuuupoBanrueM BupycoM remnarura C), monrocTpoM HHOEKIIMOHHOM 3HAOKAPAUTE.
CyniecTByeT U IEPBUYHBINA OBICTPOIIPOTrPECCUPYIONTUN IIIOMEPYIOHEPPUT JAHHOTO THUIIA.

* BeicTponporpeccupyronmii MaTOMMMYHHBIN (pauci-UMMYHHBIN) TTIOMEPYIOHEDPUT, IPU
KOTOPOM MMMYHHBIE JICTIO3UTHI B KITyOOUYKaxX 1mouek He oOHapykuBaroT. Y 80% 3THUX O0IbHBIX
ONPEACIISIIOT HUPKYIUpYIolre B KpoBH AT K KOMIIOHEHTaM I[IUTOIIa3Mbl HEUTPOPHUIIOB -
nporenHase-3, muenonepokcuaasze u ap. (AHILIA). Pauci-uMMyHHBIN OBICTPOIIPOTrPECCUPYIOITUI
JIOMEPYIOHE(MPUT BO3HUKAET MPU HEKPOTUZUPYIOIIMX BacKynuTax (rpanyiaemaro3 Berenepa,
MUKPOCKOTTMYECKUN MOJTUAHTHUT).

V¥ 10% OonbHBIX BO3MOXHO OJIHOBpeMeHHOE npucyTcTBre B KpoBu AHIIA u AT k 6azanpHOU
MeMOpaHe KITyOOUKOB IMOYKH.

[Tpu ObICTpOIIpOrpeCCUPYIOLIEM MIOMEPYIOHEPPUTE CIIOHTAHHOTO PA3pEIICHUS
BOCTIAJIMTEILHON PEAKIIUY OOBIYHO HE MTPOUCXOAUT - pa3BUBAIOTCA PUOPO3HBIC N3MEHEHUSI.
OOHapy>keHbl MPOPUOPOreHHBIE ITUTOKUHBI, CHHTE3UPYEMbIE KJIETKAMHU KIIYOOUKOB U KaHAJIBIICB
Y MUTPUPOBABIIMMUA UMMYHHBIMH KJIETKAMU BOCIIAJICHHUS.

Cpenu HuX 00JBIIOE 3HAYEHHUE NPUAAIOT TpaHChHOpMUpYIoleMy (GaKTOpy pocTa-3, KOTOPHIii
YCUJIMBAET CUHTE3 BHEKJIETOYHOTO MAaTPUKCa, a TAKXKE MPENATCTBYET CUHTE3Y MPOTEa3s,
pazpymarmmx OeJIK1 MaTpUKCa.

OT10T qucbananc cnocoocTByeT (hUOPO3UPOBAHUIO (CKIIEPO3Y) B MOYKAX.



Wegener's Granulomatosis

Wagener's Is iInfamous for its subtle
presentation, and Its lethality If it is
not correctly diagnosed and treated.

It is caused by autoantibodies against
proteinase 3,

Positive c-ANCA Granulomas &

(Anti-neutrophil patchy necrosis

cytoplasm Test) in arteries &
veins

*Sore Eye
*Sore Ear
*Stuffy Nose

*Destruction
of the Face




ITATOMOP®OJIOI'UA

TunuynHa >KcTpakanuuIsipHas npoiudepairs KJI€TOK B MpocTpaHcTBe boymeHa, mpuBoasias K
oOpazoBanuto "monynyHuid" B 60-100% Bcex KITyOOUKOB.

bazanbHast MemOpaHa ki1yOoukoB noBpexkaaercss AT 1 UMMYyHHBIMU KOMIUIEKCAMU, YTO MPUBOAUT
K GOpMHUPOBAHUIO B HEM E(HEKTOB, YEPE3 KOTOPHIE B MTOJIOCTH KarCyibl KI1yOO4YKa MPOHUKAIOT
(GbuOpUH, KJIETKH BOCHAJIEHHUS, B YACTHOCTH MOHOLUTHI, BBIACISIONIUE (DAKTOPHI, CTUMYIUPYIOIINE
npoaudepannio KIETOK SMUTETUs KarCybl.

dopmupyercss THOUIBTPAT, COCTOSIIUN U3 MOHOLIUTOB, MPOJIU(EPUPYIOIIETO MAPUETAIBHOTO
AMUTEINSI M KOJIJIAT€HOBBIX BOJIOKOH, ¢ 00pa3oBaHueM "MOMYAyHUN'", YACTUYHO WJIU MOJTHOCTHIO
OKPY KaIOIIMX KaMMJLUIAPBI KJyOOUKa M BBI3BIBAIOIIMX UX CHaJieHue (KOJIarc).

[Ton BusHMEM BOCHAICHUS MOJOMTHI MEHSIOT CBOM (PEHOTUI HA MOHOLIUTOIIOIOOHBIH,
MOJIBEPTaroTCs "MUKPOBOPCUHYATON TpaHChopManuu'" (MpUOOPETarOT MOBBIICHHYO
MOJIBUKHOCTH), CIIOCOOCTBYIOIIEH (hUKCAIIMK TIOJIOIUTOB K MapueTaabHON 0a3aipHONM MeMOpaHe ¢
00pa3oBaHHEM MOCTHKOB MEXKTY KIIYOOUKOM U KarcysoM.

Pa3pbiBBI Karcynbl B MECTaX BHEAPEHUSI OTPOCTKOB MOAOLIMTOB CTUMYIUPYIOT KICTOYHYIO
nponudeparuio, Tud@y3n0 BoCTaTUTEILHBIX MEIUATOPOB (XeMOKHWHOB M (haKTOPOB pOCTa) B
NEPUTIIOMEPYISPHOE TPOCTPAHCTBO C Pa3BUTHEM MHTEPCTUIIMATIBLHOTO BOCTIAJICHUS U 3aTEM
budpo3a, a Takke 00paTHYIO MUTPALHI0 (UOPOOIACTOB M3 UHTEPCTHUIINS, CTIOCOOCTBYIOIIYIO
HeoOparuMomy GUOPO3HOMY MPEBPAIICHUIO "TIOMYTyHUM".

B TepmunanbHOM cTaauu 3a00jieBaHUs MOYeYHas TKaHb 3aMernaeTcs puopo3noi. [Tomumo
KJIACCUYECKOM KapTHUHBI HKCTPAKAMMIIIIPHOTO TIIoMepyIoHe(hpUTa, BOSMOXKHBI CMEIIIaHHBIE
BapHaHTHI, T.€. 00pazoBaHue "momynyHuil" Ha HOHE ME3aHTHOKAMMILIIPHOTO0, MEMOPAHO3HOTO
rmomepyinoHedpura, [gA-nedpura.



KIIMHUYECKASA KAPTUHA

B nebrote 3aboeBaHre HAITOMUHAET OCTPHIN TTIOMEPYIOHEMPUT U TPOSBIISAETCS
OCTPOHE(PPUTHUECKUM CHHIPOMOM: SPUTPOLIUTYPUEH, TPOTEHUHYpHEH 00bIYHO MeHee 3,5 T/CcyT
(amxe HegpoTudeckoro mopora) u Al'; B yacTu ciydaeB popMupyeTcss HeppoTUIeCKUit
CHUHJIPOM, TakKe coueTaronuiics ¢ Al

B anamHe3e yka3zaHusi Ha OCTPO€ IPUIIIIONOI00HOE 3a00JIEBaHHUE 32 HECKOJIBKO HEIEIb JI0
pa3BUTHUSL CHMIITOMOB MTOYE€YHON HEAOCTATOYHOCTH.

* Ha HauanpHBIX cTaausaX 3a00JIeBaHUS Kan00bl OOJIBHBIX HAIOMUHAIOT TAKOBBIE MPU OCTPOM
rioMmepynoHedpure. Uepes HECKOIBKO HEAEIb WK MECAIIeB oTMedaroTcs mpuzHaku XITH:
c1ab0CTh, YTOMIISIEMOCTD, TOIIIHOTA, PBOTA, AHOPEKCHSI.

* [Ipu 00beKTUBHOM OOCII€TOBAaHUH OOHAPYKUBAIOT OTEKH (TIPU HEPPOTUUECKOM CHHIPOME
BILIOTH JI0 aHacapku) U noseimeHue AJl. AI' 00bIYHO UMEET 3JI0KaueCTBEHHBIN XapaKkTep -
peructpupytot noabeM AJl 6omnee 200/110 MM PT.CT., ”BMEHEHHUS TIIA3HOTO THA B BUJIC
PETUHONATUH C OTEKOM CETYaTKHU (B TOM YMCIIe B 00JIACTH COCKa 3pUTEIILHOTO HEPBA).
['momepynoneppuT Npu MUKPOCKOITMYECKOM MOJIMAHTUUTE (B OTIIMUUE OT APYTHX TUIIOB
OBICTPOIPOTPECCUPYIOIIETO TIIOMEPYIOHE(DpUTa) HE 003aTEILHO COMTPOBOXKAACTCS BHICOKOW Al
BO3MOXKHO JIETOYHOE KPOBOTEUEHUE 0€3 MPU3HAKOB pacraja JErouHoN TKaHH.



JIABOPATOPHBIE UCCJIEAOBAHUA

 OO1IMii aHAJIU3 KPOBU: UMEET 00JIee BHICOKYIO JUArHOCTUYECKYIO 3HAYMMOCTh, YEM MPHU OCTPOM
roMepynoHedpure. XapakrepHsl aHeMus, yBennuenue COD, BO3MOXKEH JIEUKOIIUTO3 C
MAJIOUKOSICPHBIM CIIBUTOM JICUKOLIMTAPHON (HOPMYJIBI.

* buoxumuyueckuii aHanu3 KpOBU: MOBBIILIEHA KOHIIEHTPALIMS KPEaTUHWHA, MOYEBUHBI B CHIBOPOTKE
KpOBHU, OTMEUAIOTCS MMPU3HAKU HEPPOTUUECKOTO CUHIPOMA - TUTIOIPOTEUHEMHUIO MPEUMYILECTBEHHO
3a CY€T MOTEPHU ATbOYMUHOB, IUCIIPOTCHHEMHIO C IPEOOIIaIaHUEM 0.~ U Y-(PPaKIHi [IOOYIHHOB,
TUTNIEPIIUTTHIEMHUIO.

* [Ipo6a PeGepra-Tapeesa: ooHapyxuBaeT cHuxkenue CKO.

» OO1IMIA aHAJIU3 MOYU: ONIPEACIISIIOT TPOTEUHYPHUIO0, MUKPOTEMATYPHIO, aCEITUYECKYIO
JEUKOIUTYPUIO, IMHAPYPUIO (IIUIUHAPHI Yallle SpUTPOLUTAPHBIE, PEKE 3EPHUCTBIC U
BOCKOBHU/JIHbIE). OTHOCUTEIbHAS INIOTHOCTh MOYM CHIDKEHA.

* AHanu3 MOYM 1O 3UMHHUIIKOMY: CHUKEHUE OTHOCUTEIBHOM TIIOTHOCTH, MHOTA A0 CTETICHU
U30CTCHYPHHU.

» CyTo4Hasi IPOTEUHYPUSL: Ha HAYaIbHBIX CTAIUSIX 3a00JI€BaHUs IPOTEUHYPHUS HOCUT
cyOHedpoTudeckuii xapakrep (He 0onee 3,5 r/cyT), HO 3aTeM MOXKET CHOPMHUPOBATHCS KIACCUUECKHI
HEe(PPOTUUECKHUI CHHIPOM.

* IMMyHOJIOTMYE€CKHE UCCIIEIOBAHUSI COOTBETCTBYIOT IAHHBIM UMMYHO(IIIOOPECIIEHTHOTO
UCCJIEIOBaHUS OMoMNTaTa MOYKH.

Huzkoe copeprxkanre KoMInoHeHTa koMiieMenTa C3 Wi reMOJTMTUYECKON aKTUBHOCTH CUCTEMBI
komruiemenTa (CH, ) COnpsiKeHO ¢ rpaHysIPHBIM THIIOM OTJIOKCHHI MMMYHHBIX KOMILIEKCOB.
Oo6napyxenue AT k 0azanpHOl MeMOpaHne kiyooukoB (AT k kosnareny [V Tumna) coueraercs ¢
JMHEHWHBIM TUIIOM UMMYHHBIX OTJIOKEHUN TP UMMYHO(DITIOOPECIIEHTHOM HCCIIEOBaHUY.
Oo6napyxenue AHIIA - mapkép Mai1oMMMyHHOTO rJIoMepyioHedpuTa.



NHCTPYMEHTAJIBHBIE UCCJIEJOBAHUA

* Y3U: coueTanue ObICTPO HapacTaroleld MoOYeYHON HEeJI0CTaTOYHOCTH C HOPMaJIbHBIMHU
pa3sMepaMu MOYEK, OHU YMEHBIIAKTCS IMPU TPOTPECCUPOBAHNN CKIIEPOTUUYECKHUX
U3MEHEHUU.

e [TyHKIIMOHHAs1 OMOTICHS TTIOYEK - OOHAPYKEHUE IKCTPAKAMWIIIAPHBIX '"TIOTYTyHUR"
oosnee ueMm B 50% Ki1yOOUKOB HE TOJIBKO MOJATBEPKAAET JUATHO3, HO TTO3BOJISIET OLICHUTh
CEpPbE3HOCTh MTPOrHO3a U 000CHOBATH HEOOXOAMMOCTh AKTUBHOM TEpaIu.

* lcciienoBanmne MIa3HOTO JHA: U3MEHEHHUS, XapakTepHbie st Al - Cy:)KeHHe apTepHro,
(€HOMEH MaTOJIOTMYECKOI0 APTEPUOBEHO3HOTO MEPEKPECTA, OTEK TUCKA 3PUTEITBHOTO
HEpBa, TOYECUHBIE KPOBOUZIUSIHUS, HHOTJIA OTCIOMKY CETYaTKU (IIpU BbhIpakeHHOU Al).




ANPDOPEPEHIIUMAJIBHAA TUATHOCTHUKA

Jlnarao3 ObICTPONPOrPECCUPYIOIIETO TIIOMEPYIOHEPPUTA BEPOSITEH - B TEUEHUE MIEPBOTO
Mecsiia 3a00J1eBaHus MPOUCXOAUT CHUKEHUE OTHOCUTENIHHOM MIIOTHOCTH MOYH,
Pa3BUBACTCS aHEMUSI, HAPACTAET KOHLIEHTPALMA MOYEBUHBI U KPEATUHUHA B CBIBOPOTKE
KPOBH.

Jliist Bepuukanuu auardos3a rnoka3zana OUOICHs TTOYKH.

bricTponiporpeccupyronui rmomMepylioHeGpUT UMEET YETKUE KITMHUKO-MOP(OIOTHUECKHE
Kputepuu, TupdepeHInaIbHyI0 TMarHOCTUKY MTPOBOAST BHYTPHU TPYIIIIbI
OBICTPOIPOTPECCUPYIONTUX TIIOMEPYIOHEPPUTOB: B KAXKJAOM CIIy4ae ClIeayeT
pOaHAIU3UPOBATh BOBMOKHOCTh BTOPUYHOTO ITIOMEPYJIoHEehpUTa Ha POHE CUCTEMHBIX
3a00J1€BaHNI COEIMHUTEILHON TKaHU, CHCTEMHBIX BaCKYJIUTOB, OaKTEpUATLHON WU
BUPYCHOM MH(EKITUU.

bUOMNCKA MOYKK
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JIEHEHUE

BricTponporpeccupyromnuii rmoMepyIoHePUT pacCMaTPUBAIOT KaK SKCTPEHHYIO (YPIEeHTHYIO)
KJIIMHUYECKYIO CUTYaIlUIO0, TPEOYIONTYI0 O€30TiaraTeIbHOM JUarHOCTUKHA U AaKTUBHOTO
("arpeccuBHOr0") J€UEHUS JJIs1 MPUOCTAHOBIECHUS OBICTPOTO YXYAIICHUS (PYHKIIHI TOYEK U
npeaynpexaeHUs HEM30€KHOTO Pa3BUTHUSI TEPMHUHAIBLHON MOYEYHOU HEAOCTATOUYHOCTH (TIPH
€CTECTBEHHOM TEUECHUU 3a00JICBaHUA).

[Toaxompl K JICUEHHUIO OJMHAKOBBI ITPU Pa3HBIX PopMax OBICTPOMPOTPECCUPYIOLIETO
romMepyinoHedpuTa (MIUONATUYECKU U BTOPUYHBIN ).
Llemm nmeuenus:

* I0JIABJICHUE UMMYHOBOCIAJIUTEIILHBIX PEAKIIHIA;

* sniumuHanus u3 kposu LUK ¢ momoripeio miazmadepesa;
* CHU)KEHUE CBEPTHIBAIOILECH aKTUBHOCTU KPOBU;

* YMEHBILIEHUE OTEKOB;

* AHTUTUIIEPTECH3MBHAS TEpAIIHsl.

OBIIUE MEPOIIPUATUA

Ha stane nocTaHoBKM AMArHo3a v nojoopa Tepanuu Heooxoauma rocnuTtanuzaius. O0s13aTebHO
COOJTIONICHNE AUETHI - CTOJ No7 ¢ orpaHMYEHUEM COJIU U KUJKOCTH; TIpu pa3Butun XITH
JOTOJHUTEIBLHO OTPAHUYUBAIOT OEJIOK.

OO0s13aTelieH eXeTHEBHBIM KOHTPOJIb BHIMUTON U BBIACICHHON KUIKOCTH.



NMMMYHOCYIIPECCUBHAS TEPAIIUSA

I'K (nmpeanuzoiion) u mukiaodochamul - OCHOBHBIE CPEACTBA JICUCHHUS OBICTPOIIPOTPECCUPYIOIIETO
romMepyinoHedpura.

* JleueHne pEeKOMEHAYIOT HAYMHATH C MYJIbC-TEPATUUA METUIPEAHUZ0JIOHOM, T.€. OTHOMOMEHTHOTO
BBesieHus 1500-1000-500 mr nmpemnapara BHyTPUBEHHO (71032 3aBUCUT OT OOIIETO COCTOSHUS
00JBHOTO, TSKECTU Al 3IEKTPOJIMTHBIX HAPYUIEHUM U TIP.) B TeueHue 3 aHel (odiras go3a 3-4 r) ¢
MOCIEAYIONIUM NIEPEX0A0M Ha IpUEM BHYTPh 110 1-0,5 Mr/kr B AeHb. Kypcbl mynbc-Tepanuu
MOBTOPSIOT uepe3 3-4 Hell, B TSHKENBIX CIydasix HHTEPBaJIbl MEXAY HUMU COKpAIIAloT 10 2 HEMA; TPU
3TOM OPUEM Mpernapara BHyTPb NpoaoxkaroT. [1o noctuxennn kamHudeckoro spdexra 103y
MPEAHU30JI0HA MOCTENEHHO (B TEUCHUE TPUMEPHO 12 HE) CHUXKAIOT 10 MUHUMAJIBHON
noazepxkuBaroiieil. Y oonpabix CKB nopaepsxuBaroriee Je4eHrue NpeaIHU30JI0HOM TPOBOIST
JUTUTENIBHO (TodaMM).

* O(pekTuBHBIN METON - yJbc-Tepanus nukiIopochamuaoM. [Ipu napeHTeparTbHOM HA3HAYEHUH
npernapar BbI3bIBAET MEHBIIE OCIOKHEHUW, YEM MPU NEPOPATIHHOM.

[Huknopochamua NpuUMEHSIOT B KOMOMHAIIUU C MPETHU30JI0OHOM BHYTPb 10 2-2,5 MI/KT B JIEHb WU
B Buje nynbc-tepanuu o 1000-600-400 Mr BHyTPpUBEHHO OJJHOKPATHO (J103y KOPPUTHUPYIOT B
3aBUCHUMOCTHU OT YPOBHS KIIyOOUKOBOW (DPUIIBTpALIUM, PUCKA PA3BUTHS MH(PEKIINI U BHIPAXKEHHOCTHU
[UTOIICHUH) C HTEPBAIAMHU MEXK]ly KypCaMu B HaYaJbHOU (aze Tepanuu 4 HeJ U MeHee (MpH
TSKEIIOM TE€YEHUU U HEBO3MOKHOCTH BBEICHUSA Cpa3y MOJHOMU JI03bI).



[Ipu 1oCTUKEHUM CTOMKOTO yaydieHus HUKIodochamMu] 100 MOJTHOCTbIO OTMEHSIIOT
(mpu rmomepynonedpute ¢ BeipadoTkoil AT Kk 0azaibHONM MeMOpaHe KIyOOUKOB, BKIIFOUAs
cunzipoM ['ynnacuepa, ormeHy ocyiecTBisatoT yepe3 10-12 Hen neyenust), 11do
MPOIOIKAIOT B ojAepxkuBatomux ao3ax (mpu CKB, cHCTEMHBIX BaCKyJIUTaXx).

IIpu cucteMHBIX BacKyauTax, accoruupoBanHbix ¢ AHIIA (rpanynemaro3 Berenepa,
MUKPOCKONMMYECKUI MMOJUAHTUUT), JIeUeHUEe UKIoPochaMuioM npoBOsT JJIUTEIBLHO, HO
IIPY 3TOM HEOOXOAMMO YUUTHIBATh CYMMapHYIO 103y npenapara (He 6onee 700 Mr/kr); B
Ka4eCTBE MOACPKUBAIOIICH TEpAlTUU MPUMEHSIOT TAKKE a3aTUOTPHUH.

VY G0BHBIX CO CMEIIAaHHOW KPUOTIIOOYJIMHEMHEHN, ACCOLIMUPOBAHHON C MH(PUIIMPOBAHUEM
BHUpycoM renaruta C, mpu Ha3HAYEHUM IUKI0pochamMuaa CIeayeT yUUThIBATh
BO3MOXKHOCTb O0OCTPEHUSI BUPYCHOM MH(EKIINU; B ATUX CIIyYasX MOCIE MOTyYEHUSI
OTBETA Ha HAYaJIbHYIO TEPAIUIO JOMOJTHUTEIBHO Ha3HAYal0T UHTEP(DEPOH anbda.

Wegener's Granulomatosis

Oral cavity: ulcerations Eye
throughout oral mucosa - pseudotumours
- conjunctivitis

/ \—Nose

g = Lungs
- caviti - stuffiness
3AOPOBOE o s BAALHRS ARTKOS —g?ggéis - nosebleeds
- lung infiltrates -saddle nose
Heart
- pericarditis
skin———————__ J
' Kidneys

- nodules on the elbow

- purpura - glomerulonephritis
Granulomas and b Positive
patchy necrosis &1 & anti-neutrophil
in blood vessels ﬂ cytoplasm test
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HJIASMA®EPE3

[1na3madepes mpoBOAST C LEIbIO YIAICHUS IUPKYJIUPYIONIUX ayTOAHTUTE.

Ero cunrtarotr BaHbBIM METOJIOM JICYEHHS OBICTPOIPOTPECCUPYIOIIETO
rioMepysoHedpurta, o0ycioBieHHOro oopazoBanueM AT k 6azanbHON MeMOpaHe
KJIyOOUKOB MOYKH (B JOMOJHEHUE K UMMYHOCYIIPECCUBHOM TEpaIivm).

Heo0OxoaumM MHTEHCUBHBIN €KeHEBHBIN M1a3zMadepes ¢ 00MeHOM 1-3 1 mia3mbl.
Bcero nmpoBoadar 10-14 ceancoB B TeueHue 2 Hex.

B nacrosiee BpeMs miazmadepe3 peKOMEHAYIOT U JIJIs JICUEHUS JPYTUX TUIIOB
OBICTPOIPOTrPECCUPYIOIIETO ITIOMEPYIOHEPPUTA, B HACTHOCTH PAUCI-UMMYHHOTO C
OBICTPOIPOrPECCUPYIOLICH MTOYEUHON HEJOCTATOYHOCTHIO.

[Ipu KpuOrOOYIMHEMUH KeaTeIeH Kpuoadepes.




AHTUAI'PETAHTBI U AHTUKOAT'YJISAHTBI

bricTponporpeccupyromuii rmomepynonedput pazsusiiuiics npu CKB u cuctemubix
BACKYJIMTaX, MOXKET OCIOKHUTHCS [IBC-cuHIpoMOM [B TOM YuCIie B paMKax BTOPUYHOTO
antudocdonmunuanoro cunaypoma (ADC) npu CKB], 4TO CylIEeCTBEHHO YXYAIIAET TPOTHO3
OOJIbHBIX.

[Tpu ABC-cunapome npoBoaaT HH(GY3UHU CBEKE3aMOPOXKEHHON JOHOPCKOM MIIa3Mbl - 10 6-12
MJI/KT B JIEHb B COUETAHUU C aHTUKOATYJISIHTaMu - Tenapu Hatpuid o 15 000-20 000 E[l/cyT
MOIKOXHO (403y IeNSIT Ha 4 BBEICHUS) UM BHYTPUBEHHO KalleJIbHO HEMPEPHIBHO B TEUEHUE
CYTOK (TI0JT KOHTPOJIEM 3a MOKA3aTeJIsIMUA CBEPTHIBAHUSI KPOBH).

[Tpu BropnunoM ADC MPOBOJAT TEPANTUIO AHTUKOATYJISIHTAMU - SHOKcanapuH Harpuu 1o 0,5-1,0
MI/KT B IEHb | pa3 MOJKOXKHO C MOCIEAYIOUIMM MEPEXOJIOM Ha MPUEM BHYTPb HEMPSMBIX
AHTUKOATYJISIHTOB - Bapdapud no 2,5-10 mr/cyt wim ¢pennnanox no 0,03-0,06 r B cyTku, u
AHTUATPETaHTOB - qunupuaamol 1o 250 mr/cyt (nenar Ha 3-4 npuéma), aleTUICATUIUIOBAs
kuciora no 125 mr 1 pa3 B ieHb (O] KOHTPOJIEM MTOKa3aTeIel CBEPTHIBAHUS KPOBU U arperaiuu
TPOMOOITUTOB).
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AHTUT'UIIEPTEH3UBHASA TEPAIIUA

OrpanuyeHust TOBapeHHOM coiiu B 1ueTre 10 3-S5 1/CyT..
JlexapcTBeHHas Tepanus: UHTuOuTopsl AII®, ogHako Mpu BIpaKEHHOW MOYSUHOM HETOCTATOUHOCTH

VX HE UCIIOJb3YIOT.
Nuru6utopsl AII® npuMeHsIOT B COYETaHUU C IETVIEBBIMU AUYPETUKAMU, a TAK)Ke CaMOCTOSATEIBHO.

BHOK&TOPBI MCIJICHHBIX KAJIbIIUCBBIX KAHAJIOB HA3HAYAIOT KaK B COYCTAHHUHN C IUYPCTUKAMU, TAK U oe3

HUX.
[Tpu 3nokauectBeHHOM Al' mokazana koMmOuHaIusa UHTHONTOPOB AII® n/mnm 6;10KaTOPOB MEJICHHBIX

KaJIbIIMEBBIX KaHAJIOB, IUYPETUKOB U B-aapeHo0okaropoB. CienyeT NOMHUTh O TUIIEPTEH3UBHOM
BIIMSIHUU nipuMeHsieMbIx [ K.

I'EMOIHAJIN3

['eMoamnanu3 mokazaH B TepMHUHAILHOU cTaauu 3aboneBanus (rpu passutun XI1H), a Takke B mepron
00OCTpEeHUS TIPU BHICOKOW THIIEPKATMEMHH, TUTIEPKPEATUHUHEMHH, 3JI0KaY€CTBEHHOU pedpakTepHOit
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TPAHCIIVIAHTAIIUA ITOYKH

OPdeKTUBHOCTH TPAHCIUIAHTALIMY MTOYKH B KAYECTBE METO/1a PaJIUKATLHONU KOPPEKIIUU
npoJIoJHKatoT u3y4darb. CyliecTByET PUCK pelurBa 3a00JI€BaHNs B TPAHCIUIAHTATE.

IHPOI'HO3

BonbHbIE ¢ OBICTPONPOTPECCUPYIOIIUM IIIOMEPYJIOHEDPUTOM, 00yCIOBIECHHBIM 00pa3oBaHueM AT k
0a3asibHON MeMOpaHe KITyOOUYKOB MOYKH, O€3 JICUCHUS] yMUPAIOT B TEUEHHUE MOTYTO/A.

[Ipu neyeHnr UMMYHOIETIPECCAHTAMU T'OIMYHASI BBKUBAEMOCTh ATUX OOJIbHBIX COCTABIISIET
70-90%, onnako Tonbko 40% U3 HUX Yepe3 roj HE HYKJAKTCS B TEMOIUAIIU3E.

BrokuBaemocTs HU3Ka (10%) y O0ONBHBIX C KOHIIEHTpAILMEN KpeaTUHUHA B CBIBOPOTKE KPOBH MEPE]
HavasioM JiedueHust 6oxee 600 MKMOIB/ 1.

[IporHo3 npu OBICTPONPOrpECCUPYIONIEM INIOMEPYIOHEPPUTE B paAMKAX BACKYJIUTOB,
accouuupoBanHbix ¢ AHIIA, ynydmmiicst mociae BHEAPEHUS B MPAKTUKY AKTUBHBIX
MaTOT€HETUYECKUX METO/I0B TEPAIUHU.

Pemuccun ynaérca nocturaythb y 75% O00abHbBIX, TpU4éM y 43% U3 HUX OHA COXpaHsieTCA J1oabiie 4
JIET.

KoHueHTpanus KkpeaTuHrHA B CBIBOPOTKE KPOBU TE€pPE]] Ha4aIOM JICYEHUS TTPU ITOM THUIIE
OBICTPOIPOrPECCUPYIOIIETO TIIOMEPYIOHE(DPUTA - OCHOBHOM (PAKTOP, ONpEIEIISIOIIAN NPOTHO3;
OJTHAKO Y YaCTH OOJIbHBIX C BBIPAXKEHHOM MOUYEUHOW HEIOCTATOYHOCTHIO B Hauasie 3a00JIeBaHUs U
HaXOJSIIUXCS HA TEMOJUAIN3E yIAETCsl JOOUTHCS MOJOKUTEIHHOTO OTBETA HA JICUCHUE U
YAYYIIEHUS MOYEYHBIX PYHKIIUM.



XPOHUYECKHUU NMIOMEPYJIOHE®PUT

XPpOHUYECKOE MMMYHHOE BOCTIAJIUTEIBLHOE 3a00JIEBaHUE TTIOUEK C JUTUTEIBHO
NEPCUCTUPYIOIINM UJIU PEIUIUBUPYIOIIMM MOYEBBIM CUHIPOMOM (MPOTEUHYPUSI U/UITU
remMaTrypus) U MOCTENEHHBIM YXYILICHHUEM MTOUYEUHBIX (DYHKIIHA.

XpoHUYECKU IIIoMepyIoHePUT - o1HA U3 0CHOBHBIX NpuurH XITH, TpeOyromieit
IIPOBEICHYS IIPOrPaAMMHOI0 TEMOAUANTN3A WY TPAHCIUIAHTALUU ITOYKU.
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KIJACCUOUKALUA

B nocnennee BpeMs npereprienna TpaHchopMaluio.

B HacTos111ee BpeMs XpOHUYECKUN ITOMEPYITOHEDPUT KIaCCUPUITUPYIOT IO
naToMOp(POTOTUUYECKUM U3MEHEHUSIM, 0OHAPYKUBAEMBIM MTPU TUCTOJIOTMYECKOM
MCCIIEIOBAHUM OUOIITaTa MOYKH.

J1J1s1 TOCTaHOBKHU JIMarHo3a no naroMopgoyornYeCKUM KPUTEPUIM HE00XoauMa
MyHKIITMOHHAs OUOTICHS TTOYKH.

Jlo cux mop ucnonb3yT 00e Kiaccupukalyu, NpearnoYTeHUEe OTIat0T
naToMop(}OIOTUIECKOM.



KIMHNYECKASA KIACCUDPUKALUA

B Hameli crpane mpuMeHsIeTCsl KITMHUYeCcKas KilacCUu(PUKAIHs XPOHUIECKOTO
romepynonedpputa E.M. Tapeesa (1958, 1972).

aTeHTHadA (XPOHUYECKHUH I[JIOMEPYJOHePPUT ¢ M30JUPOBAHHBIM MOYEBbIM CHHAPOMOM)

TAAUU XPOHUYECKOUN MOYEYHOU HETOCTATOYHOCTH




MOP®OJOTI'NYECKAA KIIACCUDOUKALIUA

[To maroMop(oa0rMYEeCKUM MPU3HAKAM BBIJICIISIIOT CIECAYIONUE (POPMBI XPOHUUECKOTO
rmomMepynoHedputa* ( knaccudukanus B.B. CepoBa u coanrt., 1978, 1983).

* JTIro0ast U3 3TUX MaToMOPdOIOTUIECKUX (DOPM MOKET MPOTEKATh KaK B OCTPOM, TaK U B
XPOHUYECKOM BapUaHTE.

Octpslii TIoMepynoHeppUT HauOoJIee YacTo IpeacTaBiieH U y3HbIM
npoin)epaTUBHBIM BAPUAHTOM, OBICTPONPOrPECCUPYIOLINAN TIIOMEPYIOHEPPUT -
rIoMepyaoHeppuToM ¢ "oynyHusMu'" .

Bce ocranbHble BapuaHThl XapaKTEPHBI OOJIbIIIE JJIs1 XPOHUYECKOTO IIIOMEPYJIOHE(DpUTA,
MOATOMY NTaTOMOP(HOIOTHUECKYIO KIAaCCU(PUKAILIUIO MTOCBAIIEHHBI XPOHUYECKOMY
IJIOMEepYyJIOHEPPUTY.

» Juddy3nbiii nponudeparuBHbBIM.

e C "monmynynusamu'" .

* Mezanruonpoyind)eparuBHbIN.

* MemOpaHo-niponudepaTuBHBIN (ME3aHTMOKATUIIISIPHBIN ).

MemOpaHO3HBIM ¢ MUHUMAaJIbHBIMUA U3MEHECHUSIMU.

* DOoKaTbHO-CErMEHTAPHBIN TIIOMEPYIOCKIEPO3.

OuUOPUIIAPHO-UMMYHOTAKTOUTHBIMN.

®uOpOIIaCTUYECKUM.



AMMUIAEMHNOJIOI'USA

* Me3sanruornpoiudepaTuBHbIN rioMepyaoHedput ormeuarot B 5-10% ciiyyaen
UIMONIATHYECKOTO HEPOTUUECKOTO CUHIpoMa y B3pocibiX. bone3nb bepxe -
reMaTypu4ecKuii Bapuanr ¢ [gA-aeno3utamu; NpenmMynieCTBEHHO pa3BUBACTCA Y
MOJIOZIBIX MYKYHMH; OJIHA U3 Hanbojee pacpoCTPaHEHHBIX TTIOMEPYJIOMATHA.

* MemOpaHo-nponudepaTuBHBIN (ME3aHTMOKATUIUISIPHBIN) [IOMEpyI0HE(PPUT BOZHUKAET
OJIMHAKOBO YaCTO y MY>KYMH U KeHIuH. Ha MmeMOpaHo-niposiudepaTuBHbBIN
rioMepysioHepput npuxoautca 15% ciiyyaeB nanMonaTuuyeckoro HepoTuuecKoro
cunapoma y aereu u 30% ciydaeB 3TOTO0 CHHIPOMA Y B3POCIHBIX.

* MemOpaHO3HbIHN ITIOMEpYIOHEGPUT 00BIYHO OTMEUatoT B Bo3pacte 30-50 seT, BaBoe
yarnie y My>k4uH. Ero ooHapyxuatot B 30-40% ciydaeB HePpOTUUECKOTO CUHAPOMA Y
B3pOCIIBIX U B 5% ciiyyaeB HE()POTUUECKOTO CHUHIPOMA Y JIETEH.

» ['momepynonedppuT ¢ MUHUMaJIbHBIMU U3MEHEHUSMHU - UK YaCTOThHI MPUXOIUTCS Ha
BO3pact 6-8 set. Ita Mopdoaorudeckast hopma CIy>KUT NPUIUHOU HEQPOTUIECKOTO
cunapoma y aereu B 80% ciyyaes.

* DOKAIBHO-CETMEHTAPHBIN ITIOMEPYIIOCKIIEPO3 - TpruurHa 10-15% ciayyaes
HepoTUuecKoro cuHapoMa y aeren u 15-25% ciydaeB y B3pOCIbIX.

* OUOPUIIIPHO-UMMYHOTAKTOUIHBIN TIoMepyaoHepput - meHee 1% Bcex ciiyuaen
rIIoMepysioHeppuTa y B3pOCIbIX.



ITHOJIOTUS XPOHUYECKUX IVIOMePYyJaI0HeppUTOB

Me3zanruonposngeparuBHbIi Ij1oMepyaoHedpur

IgA-HeponaTus (e€é paccCMaTPUBAIOT KAK MOHOCHMH/APOMHBIN BADHAHT IeMOPPAru4ecKoro BaCKy/JIuTa B3pOCJIbIX),
XPOHMYeCKHI BUPYCHBIN renatut B, 0ose3ns Kpona, cunapom Illérpena, ankni03upyronuii CHOHIMI0aPTPHUT,
aneHokapuuHoMbl JKKT

MemoOpaHo-npoiudepaTuBHbINA (Me3aHTMOKANWIJISIPHBIN) [JI0MepyJIoHe(ppUT

JTUONMATHYECKUHUI

Bropuunbiii npu CKB, kpuorio0yjJinHeMnu, XpOHUYEeCKUX BUPYCHBIX (Bupyc renatuta C) nim 6aKTepuaibHbIX HH(EKIUIX,
nmoBpexaeHnu Ka1yooukoB JIC TokcuHamMu

MemOpaHO3HbIii INIOMepy/10HeppuUT

aKM JIErKOro, KUIEYHUKA, KeJTYIKA, MOJOYHOM Kejie3bl U MOYKH (MMapaHeonIacTUYeCKUil riioMepyaoHedpur),
HeX0KKHUHCKAas JuM¢poma, Jeiiko3bl, CKB (BosuaHouHbIN 1710Mepy/ioHe(ppUT), BUPYCHBIN renatut B, cudgunuc, punspuaros,
MaJIIpUsi, IUCTOCOMO3, Bo3eiicTBHe JIC (mpenaparoB 30J10Ta M PTYTH, NEHUINLJIAMHHA)

F.J'IOMepy.]'IOHe(l)pI/IT ¢ MUHUMAJIBHBIMH U3MECHCHUAMMU

OcTpble pecIMPaTOpPHbIe HHPEKIUH, BAKIIMHALIMN; HHOTIA BOZHUKAET I0CJIe POSIBJICHUS aTONMMYeCKOro (peHOTHIA (CONPSKEH
Ar HLA B12), npu npuéme HIIBC, pudpamnununa nin narepgepona anbda; 6onesns ®adpu, caxapHbiii 1uader,
uMponpoandepaTuBHas naronorus (iuMpoma XoIKKHHA).

00JILIIMHCTBE CJIy4YaeB NPUYUHA OCTAETCS HEYCTAHOBJIEHHOM

DoKaJIbHO-CEerMEeHTAPHBIN [II0MEPYJI0CKIEpPo3

TUONMATHYECKUI

BTOpUYHBIN: CEPIOBUIHOKJIETOYHAS AHEMHUSs, OTTOPKEHHE NMTOYEYHOI'0 TPAHCINIAHTATA, TOKCHYECKOe BO3/1elCTBHE

LM KJIOCIIOPUHA, XUPYPIrHYeCKOe HCCeUYCHHE YAaCTH MOYeYHOM MapeHXuMbl, XpPOHHYECKHH ITy3bIPHO-MOYETOYHUKOBBIH peduitokc,
[PHEM reporHa; BPOXKIEHHBIE (JUCTeHe3usl He()pOHOB, NOo3AHUe cTaauu 0oJie3Hn Padpu) nedexTbl; BUY-undexnus
KoJuIancupywmas Hegpponarus)

OuOPUIISIPHO-UMMYHOTAKTOU/IHBIN I1I0Mepya10HeGpHUT

acTo acCOUMUPOBAH ¢ JuMdonpoaudepaTuBHBIMHU 3200/1eBAHUAMU (XPOHUYeCKU JuMoseiiko3, 1umMpoma XoaKKHUHA)

PudponIacTHUeCKuii rioMepyaoHegpuT

€x0/1 00JILIIUHCTBA [JIOMEPYJI0NnaTHii



IHATOI'EHE3

B pa3Butuu u nopaepkaHUM KMMYHHOTO BOCIIAJICHHSI YIaCTBYIOT T€ )K€ MEXaHU3MBI, YTO U TIPU OCTPOM
roMepynonedpure. [locie Toro, kak 3amycKaroTCss MHULIUMUPYIOIINUE MOBPEXKAAIONINE PaKTOPhI, KIETKU
BOCTIAIUTEIHHOTO MHPMIBTPATA U KIETKH KIIyOOUKa BBIACISIOT pa3indHble MeauaTopsl. [Ipoucxoaut
aKTUBalLlUA KOMIUIEMEHTa, npoayupyorcs uutokubl @HO-e, JI-1 u NI-6, y-UD), paxTopsl pocTta
(TpomMOOLUTapHBIN U TpaHCchopMupyroluii (HakTOpsl pocTa-ff) COMATOMEINHBI, XEMOKHHBI,
BBICBOOOKTAFOTCSI MPOTEOTUTHIECKIE PEPMEHTHI U KUCIOPOAHBIE PAIUKAIbl, aKTUBHPYETCS
KOAryJISIIIMOHHBINA KacKa, MPOIYIUPYIOTCS MTPOBOCHIATUTENbHBIC TPOCTATTIAHIUHBI.

[Tpomudeparus 1 aKTHBAIMS ME3aHTUATBHBIX KJIETOK UTPAIOT KITFOUEBYIO POJIh B IPOIECCaX HAKOIUICHUS U
U3MEHEHUS CTPYKTYPhl BHEKIIETOYHOTO MAaTPHUKCA, KOTOPHIE 3aKaHYMBAIOTCSI CKIIEPO3UPOBAHUEM KITyOOUKa.
OpHako A1 JajdbHEHIIero mporpeccupoBaHus IIIOMepyIoHeQpUTa UMEIOT 3HAU€HUE U HEMMMYHHbBIE
(bakTopsbl.

 V3MeHeHus: TeMOIMHAMUKY (BHYTPUKITYOOUKOBasi THIIEPTEH3MUS U TUTIEpPUIBTpaIusl) 3aHUMAIOT BEIyIIIee
MECTO Cpel HEMMMYHHBIX MEXaHU3MOB MPOTPECCUPOBAHUS XPOHUUECKOTO TIIOMEpyIoHePpHUTa.
[ToBrIIIEHUIO BHYTPUKITYOOUKOBOTO JIaBICHHSI CIIOCOOCTBYIOT cucTtemMHas Al, anantuBHas runeprpodus u
runepyHKIHS COXPAHUBIIUXCS HE(PPOHOB, COMYyTCTBYIOIIEE CHIDKEHIE TOHYCa apTepHoI (B OOmbIIei
CTENEHU MPUHOCSIIEH, YeM BBIHOCSIIEH) C CO3JaHUEM IpaJiieHTa TpaHCKanwIsipHoro nasieHus. Ha ¢one
BBICOKOTO BHYTPUKITYOOUKOBOTO JAAaBICHUS YCUIIMBACTCS POHUIIAEMOCTh KITyOOYKOBOTO (DUIIBTPA, UTO
COTIPOBOXKIAETCS OTIIOKEHUEM PA3IMIHBIX MaKPOMOJIEKYI IJIa3Mbl KPOBH B TKaHsIX HedpoHa. [log BusHuem
BHYTPUKITyOOUKOBOH THIIEPTEH3UH aKTUBHPYETCS CUCTEMA PEHUH-aHTMOTEH3WH-AJIbIOCTEPOH. YCTaHOBJICHO,
yTo aHruoteH3uH Il cnocoOcTByeT cuHTe3y TpaHchopMupyrIiero ¢hakropa pocta-f, a MoCIeIHUMA, B CBOIO
o4epelib, CTHMYJIHPYET MPOAYKIINIO BHEKJIETOUHOTO Marpukca. C Apyrol CTOPOHBI, aHTHOTeH3uH I ipsiMo
WJIU Yepe3 MPOIYKINIO TPaHC(HOPMHUPYIOIIETO (haKTopa pocTa-f§ CTUMYIUPYET IKCIIPECCUI0 HHTHOUTOpa
aKTUBATOpa TUIA3MUHOTE€HA, YTO MMPUBOIUT K YMEHBIIICHHUIO JIOKATBHON MOYEYHON MTPOAYKIIUHY TUTa3MHHA,
KOTOPBI MOJABIsIET 00pa3oBaHNEe KOMIIOHEHTOB BHEKJIETOYHOTO MaTPUKCa. DTO OJMH U3 BaKHBIX
MEXaHU3MOB Pa3BUTHS TJIOMEPYJIOCKIEpO3a U TYOyJIONHTEPCTUIIMATBLHOTO (hudpo3a.



* OTMeueHa npsiMasi KOppeJsaLus MPOrpecCUpoBaHUs XPOHUYECKOTO INIOMEPYIOHEPPUTA C HATTUIUEM
TyOyJIOMHTEPCTUIIMATBHBIX U3BMEHEHHI. B nX pazButun 00JbllIoe 3HaYCHHUE MPUAAIOT IPOTEUHYPUH, B IEPBYIO OYEPEIH
- C BBIJICJICHHEM albOyMuHa, Tpancdeppuna. [lonseprimmecs n30bITouHON (HUIBTpAlliU OEIKU BHI3BIBAIOT AKTUBALIMIO U
BBICBOOOXK/ICHHE KJIIETKAMU KaHAJIBIEBOIO AMUTENINS BA30AKTUBHBIX U BOCTIAIUTENBHBIX (DaKTOPOB, CPEAH KOTOPBIX
Oonbi10€ 3HaYeHue npuaarT xemokuHaM - MCP-1 (Monocyte Chemoattractant Protein-1 - MoHOUUTapHBI
xemortakcuueckuit mporenH-1), RANTES (Regulated upon Activation Normal T-cell Expressed and Secreted - gakrop,
PETYIHUPYIONINI aKTUBALMIO HOPMAJIbHON T-KJIE€TOYHOM SKCIPECCUU U CEKPELIUN) U SHAOTENHNHY. ITU (HaKTOPbI
BBI3BIBAIOT BOCTIAJIUTEIBHYIO HHTEPCTULIMAIBHYIO PEAKIIUIO, BEIPAXKEHHOE HaKoIrieHne (huOpo0IacToB U MOBBIIIEHHYIO
MPOAYKIHUIO BHEKJIETOYHOIO MaTPHUKCa, BEAYLIYIO K HApacTaHUIO TyOylIOMHTEpPCTUIIMATBHOTO (prdpo3a. YcTaHOBIEHUE
POJIM IPOTEUHYPUH B PA3BUTUHU TYOYJTOMHTEPCTULIMAIBHOTO (UOPO3a, KOTOPBIA COCTABISAET NATOMOP(POIOTUUECKYIO
OCHOBY MOYEUYHOU HEJIOCTATOUHOCTH, CHIIPAJIO BAXKHYIO POJIb B pa3pad0oTke HEPPONPOTEKTUBHOM CTpaTeruu (CM. HIKE).
* ['unepnunuaemusi, CONpoBOXkAArOIIas HEYPOTUUECKUI CUHIPOM, CIIOCOOCTBYET Pa3BUTHIO INIOMEPYIOCKIIEPO3a.
[IpoayKThl IEPEKUCHOTO OKUCIIEHUS JIMMKUI0B TOKCUYECKU JEHCTBYIOT Ha KJIETKU HE(POHA, BBI3BIBAIOT MPOJK(epanuto
ME3aHTHsl, CTUMYJIMPYIOT CUHTE3 KOJUIareHa.

* MHTEepKyppEeHTHBIE peLUIMBUPYIOUTIE HHPEKIIMN MOYEBBIBOJSAIIMX ITyTEH MOTYT ChITPATh PEIIAIOILYIO POJIb B
YXYAIIEHUH MTOYEYHBIX (DyHKLIHM.

* B nocnegnee Bpems 00bI10€ BHUMAaHKE yaEISETCs poiau oxupenus B narorenese XIITH. Oxupenue paccMaTpuBaroT
HE TOJIBKO KaK HEeOMaronpusATHIN "HEMMMYHHBIN" (DakTOp MporpeccupoBaHus MOUYEUHOU OOJIE3HU, HO U KaK
CaMOCTOATENbHBIN 3THONOTHYEeCKUN (pakTop mopaxeHus noyek. Ha paHHMX 3Tanax 0XKUPEeHUs pa3BUBAETCSA COCTOSHHE
OTHOCUTEIBHOUN onuronedponnu (aeuuutT Maccbl HE()POHOB MO OTHOIICHUIO K YBEJIMUYEHHON Macce Tena), 4YTo BEAET K
MOBBIIIEHHON (PUIBTPALIMOHHON Harpy3ke KiyooukoB (runepduibrpanun). ['unepdunsrpanuss HHUIIMUPYETCS U
MOJIIEP/KUBAETCSI META0OIUTAMU M TOPMOHAMU CaMOM KMPOBOM TKaHU, MPEXKE BCETO JICNITUHOM, Yepe3 aKTUBALUIO
BHYTPHUIIOYEUHBIX TOPMOHOB (aHHOTeH3UHa II, 3HI0TENMHA) U 3KCIPECCHIO PELIENTOPOB TpaHc(hopmupyromero hakropa
pocTa-f Ha MeMOpaHax HePPOILMTOB C Pa3BUTHEM TJIOMEPYJIO- U TYOYyJIOMHTEPCTULIMATBHOTO (hUbpo3a.



IHHATOMOP®OJIOI'UA U ITATOI'EHE3 OTAEJIBHBIX ®OPM

[TaroMmopdoaornyeckoe UCCae0BaHUE IMTOYECUHOTO OMONITaTa UMEET OOJIbIIIOE 3HAYCHHE
JUTSl TMArHOCTHUKH, JICUSHUSI ¥ OTIPEICIICHHS TIPOTHO3A.

ME3AHTMONPOJIUPEPATUBHBIN INTIOMEPYJIOHE®PUT

XapakTepu3yeTcs pacInPeHUEM ME3aHTHs 3a CUET mpoardeparuu Me3aHrnaIbHbIX
KJIETOK U MHPUIBTPAIIMA MOHOIIUTAMH.

JIst akTuBaIy U mponud)epari Me3aHTHATBHBIX KJIETOK Han0oJee BaKHBI
TPOMOOIIUTAPHBIN (HaKTOP pocTa U TpaHcHopMupyrouii hakTop pocTa-f.
IgA-aedponarus - hopma Me3aHTHOTIPOIHPEPaTUBHOTO TIIOMEpyIoHeppHTa C
OTJIO’)KCHHEM B ME3aHTMH UIMMYHHBIX KOMIUIEKCOB, copepkamux [gA.

B pazButnm IgA-aedponatiu UMEIOT 3HAUCHUE HAPYIICHUS PETYIAINNA CHHTE3a WK
CTPYKTYpHI IgA - B KITyOOUKOBBIX OTIIOKCHHUSAX OOHAPYKUBAIOT TITMKO3UINPOBAHHBIN
uzoru IgA .

CyuTaroT, YTO aHOMAJIbHOE TIIMKO3WINpOBaHNe IgA moMoraeT UMMYHHBIM KOMILJIEKCaM,
comepxkanuM [gA, n3derarb BhIBEACHUS KICTKAMH PETUKYIOIHI0TEIHATILHON CUCTEMBI U
CIIOCOOCTBYET OTJIOKEHHUIO MX B KITyOOUKax MOYEK.



MEMBPAHO-ITPOJIU®EPATUBHBIA (ME3AHT MOKATINJJIAAPHBIN)
IYIOMEPYJIOHE®PUT

OCHOBHBIE MPU3HAKH - POoIUPepalys KJIETOK ME3aHT s U PaCIIUpeHue 00bEMa
ME3aHTHAJIbHOTO MaTpukca ¢ AU(PPy3HbIM YBETUUCHUEM COCYAUCTHIX METEIb, CO3AI0IIAM
KapTUHY JI0JBYAaTOCTH KITyOOUKa, a TAKXKe yTOJIIEeHUE 0a3aIbHOU MEMOpaHBI.
[Iponudepaius KIeTOK Me3aHTHs 00yCIIOBJIEHA BO3/IEMCTBHEM (DAKTOPOB POCTA:
AMUACPMAIIBHOTO (haKkTOpa pocTa, TPOMOOLIMTAPHOTO (pakTOpa pocTa; TPOMOOCIIOH IMHA.
CoueTaHre MOPaXEHUsI MEMOpPAHBI KJIIYOOUKOB U Mposidepaliii ME3aHTUs
0OYCJIOBJIMBAET PA3BUTHE MPU3HAKOB HEHPOTUUECKOTO U HEPPUTUUYECKOTO CHHIPOMOB.
[Ipu yapTpacTpyKTypHOM MCCIICIOBAHUHN PA3INYalOT JIBA OCHOBHBIX THIIA
ME3aHTMOKaWJIIIPHOIO HeQpuTa:

Ul 1 (¢ cyOsHI0TENNAIBHBIM PACIION0KEHUEM UMMYHHBIX KOMIIJIEKCOB) U

tun 2 ("00JIE3Hb IJIOTHBIX JAEMO3UTOB'") C 0OHAPYKEHUEM IUIOTHBIX OTJIOXKEHHUI BHYTPU
0a3aibHON MEMOpaHbI KIIyOOUKOB.

[Tpumepno B 30% ciydyaeB ME3aHTMOKAMWILIIPHOTO HedpUTa TUIA | HAXOAST CBSI3b C
uHpuurpoBaHruem BupycoM remnarura C.
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MEMBPAHO3HbBIN ITIOMEPYJIOHE®PUT

Xapakrepusyercsa i dy3HbIM yTONIIEHUEM 0a3aibHON MeMOpaHbl KITyOOUKOB C
(opMUpOBaHUEM CYOATTUTENNAIBHBIX BHICTYIIOB, OKPYKAIOIIHNX OTJIOKEHUS
VMMYHHBIX KOMILIEKCOB.

NMMyHHBIE IENO3UTHI, OTKIIAABIBAKOIIAECS MO AMUTEIUAIIBHBIMYA KIIETKAMUA
(MO0 TaMM ), CYIIECTBEHHO HApYyIIAtOT UX (DYHKIIUHU, YTO MPOSIBISAECTCS MAaCCUBHOM
IIPOTEUHYPUEH.

[Toctenenno Oa3anbHasi MeMOpaHa pa3pacTaeTcs, pa3aBauBacTCs U "moromnaeT"
UMMYHHBIE JIETI03UTHI, GOPMUPYS TaK Ha3bIBaeMble "IUNUKK". Pa3BUBatoTCS
CKJIEPOTHUYECKHUE TIPOIIECCHI, 3aXBaThIBAIOIINE COOUpATEIbHbIE TPYOOUKHU U
VHTEPCTULIN .

Haunbonee BeposTHON MPUUYMHON pa3BUTHUSI 3TOTO BapraHTa IioMepysioHedpuTa
CUMTAIOT "'MOJIEKYJISIPHYIO MUMUKPHIO'"' U IOTEPIO TOJIEPAHTHOCTH K AyTOAHTUTEHAM.
Hupkynupyrommue KOMIIEMEHT-CBsA3bIBatoIMe AT coemnHAIOTCS ¢ AT HA OTPOCTKAX
MOJIOLIUTOB C O0Opa30BaHUEM i1 Sify UMMYHHBIX KOMIUJIEKCOB. AKTHUBAIUs
KOMIUIEMEHTA BeAET K 00pa3oBaHUI0 MeMOpaHoarakytoiiero kommiekca (C5b-C9) ¢
MTOBPEXKICHUEM MOIOIUTOB.



ITTIOMEPYJIOHE®PUT C MUHUMAJIBHBIMA USMEHEHUAMU

[Ipu cBETOBOM MUKPOCKOTIMA U UMMYHO(IFOOPECIIEHTHOM UCCIICOBAHUU HE
OOHapY>KUBAIOT HUKAKUX MATOJOTMYECKUX U3MEHEHUM, OJJHAKO MPU SIICKTPOHHON
MUKPOCKOIHMH HAXOJAT CIUSHUE (CITIaXKUBAHUE) MaJIbIX HOKEK MOJAOILIMTOB HA BCEM
OPOTSHKEHUM KalMMJUISIPOB KJIIyOOUKOB, UTO O0YCJIOBJIIMBAET MOTEPIO OTPULIATEIILHOTO
3apsiga 0azaabHOM MEMOpaHbl KITyOOUKOB U, OOBIYHO, "OOJIBIIYI0" TPOTEUHYPHIO.
MMMYyHHBIX JEMO3UTOB HE OOHAPYKUBAIOT.

[ToBpexaeHre KI1yOOUKOB CBSI3aHO C LHUPKYJIUPYIOMIUMH (haKTOpaMu MPOHUIIAEMOCTH -
TUM(POKUHAMM, BCIEICTBHUE HAPYILIEHHOTO T-KJIE€TOYHOTO OTBETA.

VY yactu 00JBbHBIX HAOIIOMAOT TPaHCHOPMAIUIO B (POKATIBHO-CErMEHTapHBIN
IJIOMEPYIIOCKIIEPO3.



®OKAJBbHO-CETMEHTAPHBIN ITTOMEPYJIOCKJIEPO3

B mporiecc BoBiieUeHbI OTAETbHBIC KITyOOUKH ((poKabHBIE H3MEHEHHUS), B HUX MPOUCXOAUT CKIEPO3ZUPOBAHHE
OTAETBHBIX CETMEHTOB (CErMEHTapHbIC U3MEHEHUS); OCTaIbHbIC KITyOOUKH MHTAKTHBI.

B nmarorenese okanbHO-CErMEHTAPHOIO ITIOMEPYIOCKIEPO3a MPUAAOT 3HAYEHHE T'yMOPaIbHBIM (pakTopaM
IIPOHUIIAEMOCTH, a TAK)KE MOJIEKYJIIPHBIM MEXaHU3MAaM.

[Tpu cemeiinbix popmax (HokaIbHO-CErMEHTAPHOTO TIIOMEPYIOCKIepO3a UASHTU(PHUIIMPOBAHBI MyTAIlUHA T€HOB
HECKOJIBKUX O€JIKOB IMOJOUUTOB (MOAOLMHA, ¢-aKTUHA, HE()PUHA), C HAPYLIEHUEM IKCIIPECCUU U (PYHKIIUU KOTOPBIX
CBSI3BIBAIOT J1e(DEeKT GapbepHBIX CBOWCTB KIIyOOUKOBBIX KAMUJUIAPOB M PA3BUTHE IPOTCHHYPHUH MIPH 3TUX U YaCTH
Copaandeckux GopM QOoKaTbHO-CETMEHTAPHOTO TIIOMEPYIOCKIepO3a.

CkJ1epo3 yCKOPSIIOT TUIIepPUIBTPALKS U TOBBIIICHHE BHYTPUKITYOOUKOBOTO AaBIICHUS, CIIOCOOCTBYIOIINE
M30BITOYHOMY HAKOIUICHHIO BHEKJIETOYHOTO MaTpukca. B kauecTBe MOIYIATOPOB 3TOTO MPOIIEcca pacCMaTpUBAIOT
TpaHcpopMupyromuii pakrop pocra-f, anrnoreHsut I, peakTuBHBIC KUCIOPOAHBIE PaTUKAIbI, SHIOTEINHBI,
WHTHUOUTOPHI ITUKIIMH3aBUCUMOM KHA3bI p21 u p27.

YacTelii pU3HaK, B OONBIIMHCTBE CIIydaeB MPeIIIeCTBYIOUNI (POKaTbHO-CETMEHTAPHOMY TJIOMEPYIO0CKIEPO3Y, -
€IMHUYHBIC "HEKHbIC" CHHEXUU KAMUILIIAPOB C KANCYJION KIIyOOUKa.

B nocnenyromeM B OTAEIBHBIX KAMWUISPaX KIIyOOUYKOB MOSIBISIETCS THAJIMHOBBIN Marepuai B BUJE €IUHUYHBIX WU
MHOECTBEHHBIX IIAPOBUIHBIX OTJIOKEHUH, OOBIYHO CBS3aHHBIX C KarCyIoi KiIIyOouKa.

[TaTorHOMOHHUYHBI OYary KoJularca u arpopuu KaHaJbIEeB B COYETAHUU CO CKIEPO30M CTPOMBI. TpyaHOCTD
MOP(HOIIOTUYECKON JUATHOCTUKHU (POKAITbHO-CETMEHTAPHOTO INIOMEPYIIOCKIIEPO3a KaK CaMOCTOATEIbHON (hOPMBI
COCTOUT B TOM, YTO Pa3BUTHE PA3INYHBIX TUIIOB INIOMEPYIOHE(HPUTA MOKET 3aBEPLUIUTHCS AHATOTUYHBIMU
U3MEHEHUSMU. 3HAU€HUE UMEET OLIEHKAa TUHAMHUKU MOP(HOIOTHYECKUX U3MEHEHUH. IMMYHHBIX €MO3UTOB OOBIYHO
He 0OHapYKMBAIOT; B YaCTH CIy4aeB OTMEUAIOT CErMEHTapHoe cBeueHue [gM.

BBIAENSIOT Tak Ha3bIBAEMYIO KOJLIANICHPYIOINYIO He(pponaTHIo, XapaKTepU3yIOLIyOCs 3HAYUTEIbHBIM
MOBPEXJACHUEM MOJOLIUTOB U BHIPAKEHHBIM KOJUIAIICOM KalMJUIPHBIX METEIh KIIyOOUKOB B TOPAXKEHHBIX CErMEHTaX.
Komnancupytomias ¢popma pokaabHO-CErMEHTapHOTO TIIOMEPYI0CKIepo3a - Haubosiee YacThlil BApUAHT MOPAKEHUS
noyek y BUU-unduumpoBannubix (Mapkep - oOHapy>KeHHE B MOAOIUTAX U TyOyISIpHBIX KieTkax reHoma BUY ¢
nomotibto [1TIP) u nur, ynoTpeonsronmx repouH.



OUBPUIJIAPHO-UMMYHOTAKTOUJHBINA ITTIOMEPYJIOHE®PUT

[Ipu cBETOBOI MUKPOCKOINYU U3MEHEHHUS BapbUPYIOT OT PACIIUPEHUS ME3aHT U U
yTOJIIEeHUs 0a3allbHOM MEMOpaHBbI 10 MposirdepaTUBHOTO rioMepyaoHeppuTa u
DKCTPAKANWLIAPHBIX ''TIOIYIyHAM .

Tunuynbie U3MEHEHUsI OOHAPYKUBAIOT MPU SJIEKTPOHHON MUKPOCKOIINH - BHEKJIETOUHBIE
aMUJIOU0T0I00HBIE GUOPUIUISIPHBIE BKIIFOUEHUSI B ME3AHTUH WJIM CTEHKE KaNUJUISIPOB;
OT aMWIOHJIa UX OTJIMYAET OOIBIIUN JUAMETP, KPOME TOrO, OHU HE MPOKPAIINBAIOTCS
KOHTO KPAaCHBIM.



®UBPOIVIACTUYECKUU NMIOMEPYJIOHE®PUT

OuOpONIACTUYECKUN INIOMEPYJIIOHE(QPUT XapaKTEPU3YETCS 3HAYUTEIIBHOM
BBIPAXKEHHOCTBIO PHOPOTUYECKHUX MPOILIECCOB: 00PA3yIOTCS CpalleHus (CHHEXHH)
COCYJIMCTBIX JIOJIEK C KaIlCYJIOM, CKIIEPO3UPYIOTCS KaMWJUISIPHBIE METIN KI1yOOoUKa.

CkJepo3 KanmiIapoB KIy0ouka 00yCI0BIEH MPOrPECCUPYIOIIUM HAKOINICHUEM B
ME3aHI'MH U 3a €ro MpeJieIaMu BHEKJIIETOYHOIO MaTPUKCa, CHHTE3UPYEMOTO
ME€3aHTHaJIbHBIMU KJIETKAMH OJI BO3JICUCTBUEM TPAHCHOPMHUPYIOIIETO (PaKTOpa
pocra-f.

[Ipu HapylIeHUHU HEIOCTHOCTH CTEHOK KAMUJUISIPOB KOMIIOHEHTHI T1J1a3MbI
MPOHUKAIOT B SKCTPAKAMWIISIPHOE MPOCTPAHCTBO, U 00pa3yromuiica GpuopuH
MPOBOLUPYET PA3BUTUE CKIEPOTUUECKUX U3MEHEHUM.

B nienoM ¢gubporuiacTuiueckre M3MEHEHUs SIBJISIOTCS (DMHAJIBHBIM 3BEHOM B
1IeNoYKe "MOBpEXICHUE-BOCIaieHue-puopo3".



KIMHNYECKASA KAPTUHA
Knuaudeckas kKapTHHA XPOHUYECKOTO IIIOMEpYIoHe(pUTa CYILIECTBEHHO Pa3IMYACTCs B
3aBUCUMOCTH OT KJIMHUYECKOTO U MOP(OJIIOTHYECKOTO BapUaHTA.

KINHHUYECKAS KAPTUHA B 3ABUCUMOCTHU OT KNIMHUYECKOI'O
BAPUAHTA

XPOHUYECKUU NMIOMEPYJIOHE®PUT C U30JIUPOBAHHBIM MOYEBBIM
CUHAPOMOM (VIATEHTHAS ®OPMA)

Ota dopma coctainsgeT 10 50% Bcex ciiydaeB XpOHUYECKOTo romepynonedpura. bone3nb
IPOTEKAET HE3aMETHO JJ1s1 00JbHOTO (OTEKH M Al OTCYTCTBYIOT).

[Ipu nccnenoBannu 0OHAPYKUBAIOT MPOTeUHYpHIO (He Oosiee 1-2 r/cyT), MUKpOreMaryputo,
JEHKOIUTYPUIO, HWIMHAPYPHUIO (THAIMHOBBIE U 3PUTPOLUTAPHBIC LIVIIUHIPHI).
OTHOCHUTENbHAS TIJIOTHOCTh MOYH HE U3MEHEHA.

B03MOXXHO MEPBUYHO JIATEHTHOE ¥ BTOPUYHO JATEHTHOE T€UeHHUE (IIPU YACTUYHON PEMUCCUU
JAPYro KJIMHAYECKOW (POPMBI XPOHUYECKOTO INIOMEPYIOHE(DPHUTA).

B cBoto ouepelib, TaTEHTHBIA XPOHUYECKUH TTIOMEPYIOHEDPUT MOXKET TPaHCHOPMUPOBATHCS
B HE()POTUUECKYIO WIIK TUTIEPTOHUYECKYIO (POPMBI.

Pazsutue XITH Ha done nateHTHOM (pOopMbI Tporcxoaut MeasieHHo (3a 10-15 u 6onee ner).



I'EMATYPUYECKASA ®OPMA

M3MeHeH s B MOYE - MUKPOTEMaTypHsi U OOBIYHO HEBBIPAXKEHHASI IPOTEUHYPHUS (MEHEE
1,5 r/cyT). DxcrpapenanbHas cumnromaruka (otéku, Al') orcyrcTByeT. XIIH pasBuBaercs
MEJJIEHHO.

I'MIIEPTOHUYECKAS ®OPMA

Teuenne mmrenbHOE, 10 pasButus XIIH npoxomut 20-30 mer.

B xnuHUYecKoi KapTUHE Npeo0saatoT CUMITOMBI TOBbIIeHUST A/l (TOJIOBHBIE 00JIH;
HapyLICHUS 3PCHUS - MIEJIEHA, MEJIbKaHUE "MYIIEK" Nepe I1a3aMu; XapaKTePHbIE
M3MEHEHUS [NIA3HOIO JIHA; 00JIM B MpeKapAuaIbHON 00JaCTH; IPU3HAKU TUIIEPTPpOoPun
JIEBOTO KEJy/I04YKa).

Al cHauasia HOCUT UHTEPMUTTUPYIOLIUNA XapaKTEP U XOPOLIO MTEPEHOCUTCS OOJIbHBIMU.
MoueBol CUHAPOM BBIpaKEH MUHUMAJIBHO - HEOOJbIIAsA MPOTEUHYPUSI, UHOTAA
MUKpOTEeMaTypHusi, TWIUHAPYPUSIL.

B otnuuure ot runepToHnYecKor 00I€3HU, 3T U3MEHEHHS B MOYE MPU XPOHUYECKOM
rioMepysioHeppuTe HAOII0JA0T ¢ CaMOro Havyaja 3a00JIeBaHuUs.

Al moCTeneHHO CTAaHOBUTCS CTAOMIILHOM M PE3UCTEHTHOM K JIEKQpPCTBEHHOM Teparuu, a B
TEPMHUHAJILHOM MEPUOJIC YACTO MPUOOPETAET XapaKTEP 3JI0KAYE€CTBECHHOM.

Ha ¢one 3nHaunTensHOro noBoiiieHus: AJl BO3MOKHO pa3BUTHE OCTPOM
JIEBOKEITYJOYKOBOM HETOCTATOYHOCTH.



HE®PPOTUYECKASA ®OPMA
Ota popma xapakTepusyercst pa3BUTHEM HEQPOTUUECKOTO CUHAPOMA - CYyTOUHOM TPOTEMHYpUH BbilIE 3,5 1/cyT
(Tounee, 6onee 3,5 1/1,75 M? 3a 24 u), runoanbOyMUHEMUH, TUNIEPIUIUAEMUH C HOCIEAYIOIIEH Ty puUeii,
runepkoarynainuu, orékos. KirroueBoit cumnToM - maccuBHas ("'Oosnbias’) NpoTeMHypus, CBI3aHHAs C TIOPAKEHUEM
MOYEYHOTO (QUIIBTPA, T.€. 0a3aIbHOU MeMOpaHbl U MOAOIUTOB. OcTallbHbIE TPOSBIECHUS HEPPOTUUECKOTO CUHIPOMA -
IIPOU3BOJIHBIE OT MPOTEUHYPUU U MOTYT OBITh BHIPAXKEHBI B PA3JIMYHON CTEIICHHU.
Tak, yeMm BbIllIe YPOBEHb IPOTEMHYPUH, TEM HUXKE COAECpKaHUE albOymMuHa B KpoBu. CiencTue
TUIN0aTbOYMUHEMUHN - CHUKEHHE OHKOTHYECKOTO JaBJICHUS IJIa3Mbl, UTO BEAET K MOSBICHUIO OTEKOB. YMEHBIIICHHE
BHYTPHUCOCYIUCTOTO 00bEMA KUJKOCTH MPUBOAUT K AKTUBALIMU CUCTEMbI PEHUH-aHTMOTEH3UH-AJIbIOCTEPOH, a TAKKe
MOBBIIICHUIO TOHYCa CUMIIATHYECKOT0 OT/IENIa BEreTaTUBHON HEPBHOM cucTeMbl. [[poncxonuT BEICBOOOXKICHHE
AHTUANYPETUYECKOTO TOPMOHA U MHTUOMPOBAHNUE CUHTE3a MPECEPAHOI0 HAaTpUilypeTHiecKoro (akropa.
COBOKYIHOCTBH HEHPOTYMOpPAJIbHBIX MEXAaHU3MOB IPUBOJUT K 3aJEPKKE B OPraHU3ME COJIEN U BOJIBI.
* BriBenenue ¢ Mmouoii TpancdeppuHa oObSICHAET CONPSHKEHHYIO ¢ HEPPOTUUECKUM CHHIPOMOM MHUKPOLIMTAPHYIO
TUIIOXPOMHYIO aHEMHUIO.
* [loTeps ¢ MoUOH XoNeKaIbLIU(EPON-CBI3bIBAIOLIETO OeNKa MPUBOIUT K Aedunuty BuTaMuna D u, kak cieacTBue, K
TUIOKaJbIUEMUU U BTOPUYHOMY THIIEPIAPATUPEO3Y.
* DKCKpelusi ¢ MOYOM TUPOKCHUH-CBSA3BIBAIOIIETO OEJIKa COMPOBOXKIAETCS CHUKEHUEM KOHILIEHTpAlMK TUPOKCHHA B
KpPOBH.
* ['unoansOymMuHEMUs CylieCTBEHHO MeHsIeT papMakokuHETUKY JIC, TpaHCOPTUPYEMBIX KPOBBIO B CBS3aHHOM C
OeKaMM COCTOSIHUM, YTO CYIIIECTBEHHO MOBBIIIAET PUCK MOOOYHBIX U TOKcHueckux 3dpdexron JIC B ycnoBusix
HEe(DPOTUUECKOTO CUHAPOMA.
 [unepnunuuemMusi MOXKET ObITh CIIECTBUEM MOTEPU C MOUOM OeJIKa, peryIupyIOIEro JUIMUIHBIA TOMEoCTas3; KpoMe
TOTO, IPU CHUKEHUU OHKOTHYECKOTO JIABJICHUS IIJ1a3Mbl IPOMCXOIUT YCUJIEHHE CUHTE3a neueHbto JIIT. Y
OOJBIIMHCTBA OOJIbHBIX MOBBIIIACTCS KOHIICHTPALIUS TPUITIUIEPHUIOB, ob1ero xonecrepuna, JITTHII, a npu Tsxénom
HepotruueckoMm cunapome - JITTOHII. U3menenust munuaHoro oOMeHa MOTyT ClIOCOOCTBOBATh
aTepoCKIEPOTUYECKUM U3MEHEHUSIM COCYZIOB (OTMEUEHO pa3BUTHE UH(apKTa MUOKap/a y OOJIbHBIX C JUIUTEIbHO
CYILECTBYIOIIUM HE(PPOTHUECKUM CUHIPOMOM) U HEMMMYHHOMY MIPOTPECCUPOBAHUIO TIIOMEPYIIONATHH.



» TenaeHUMIO K TUIIEPKOATYJISAIIMN CBSA3BIBAIOT C BBIBEJICHUEM C MOYOM aHTUTpomMOuHa 111,
U3MEHEHHEM KOHLIeHTpanuid npoternHoB C u S, runepuOpruHOreHeMuen BCieICTBUE
MOBBIIIEHHOTO CUHTE3a (PUOPUHOTEeHA EYEHBIO B COUETAaHUU C OCJIA0JIEHUEM TTPOIIECCOB
¢udpunonuza. Kpome T0oro, B yCaoBUsIX HEYPOTUUECKOTO CUHIPOMA OTMEYACTCS
runeparperamnus TpoMOOIUTOB.

* CKJIOHHOCTb K TUIEPKOAT YIS IPU HEPPOTUUECKOM CUHIPOME OMPEACIISIET
MOBBIICHHBIN PUCK TPOMO03a nmoyeuHbiX BeH U TOJIA. BeposTHOCTH TpoMO03a MNOYEUHBIX
BEH Ham0oJiee BICOKA B YCIIOBUSX HEPPOTUUECKOTO CUHIPOMA ITPY MEMOPAHO3HOM U
MeMOpaHO-TpoaudEepaTUBHOM INIOMEPYIOHE(PpUTaX, a TAKKE MPHU amuiaougo3e. Tpom0o03
MOYEYHBIX BEH (KaK OCIIOKHEHHE HEPPOTUUECKOTO CUHIPOMA) MOKET ObITh OCTPBIM
(pa3BuBaeTcs 00JIb B )KMBOTE, MAKpOTeMarypus, JIEBOCTOPOHHSISI BOASIHKA 000JI0UEK SIUUKa,
npoucxoauT cHkenrne CK®) wim XpoHUYECKUM (T€4eHUE MAJIOCUMIITOMHOE, YaCTO
MPEACTABIISIIONIEE 3aTPYAHEHUS 1JIsl AMAarHOCTUKH ).

* Kpome 0011b1110r0 KOMYeCcTBa O€JIKa, B MOYE MOTYT ObITh OOHAPY>KEHBI B HE3HAYUTEILHOM
KOJINYE€CTBE SPUTPOLIUTHI, TCUKOLUUTHI (MPEUMYIIECTBEHHO TUM(OIUTHI) U UIUHIPHI. Takxke
xapakTepHsl yBenumueHue COD u aHemus.



CMEHIAHHAA ®OPMA

Ota ¢opmMa npenoaaraet coueranue Heppotuueckoro cunapoma u Al
OOBIYHO €€ OTMEUAIOT MPU BTOPUYHBIX XPOHUUECKUX TTIOMEPYOIHEQPUTAX
(manpumep, npu CKB, cucTeMHBIX BaCKYJIHUTAaX).

Nmeetr HeOnaronpusitHbii mporuo3: XITH pa3zsuBaetcs 3a 2-3 roaa.

TEPMUHAJIBHBIY INMIOMEPYJIOHE®PUT

D1y hopMy paccMaTpuBarOT Kak uHAJ JH000ro rioMepyiaoHedpuTta (BbIICICHUE ITOM
(opMBbI TPU3HAETCSI HE BCEMU aBTOPAMM ).

Knuanueckas kaptuna coorBerctByeT XIIH u HUBenupyer paznnyus MexIy
dhopMaMM XpOHUYECKOTO IIOMEPYJIOHE(DpUTa, TPUBEAIINMU K €€ Pa3BUTHIO.

B nocnennee BpeMs npeajiaratoT TEpMUH "XpoHudeckas 6one3Hb nouek’ (CKD -
Chronic Kidney Disease) miist Bcex opM HopakeHHs MOYEK ¢ YKa3aHUEM CTaJ UM
XITH, yTo 000CHOBAHO pelICHUEM OOIIMX TAKTUYECKUX 3a7a4: 3aMECTUTEILHON
MMOYEYHOHU TEpANMK U TPAHCIUIAHTAIIUU ITOYEK.



KJIUHHUYECKASI KAPTUHA B 3ABUCUMOCTHU OT MOP®OJIOIT' MYECKON ®OPMBI
ME3AHTI'MONPOJIUDEPATUBHBIN ITIOMEPYJIOHE®PUT

Me3zanruonponudepaTuBHbIN IIOMEpyI0HEGPUT MAaHUPECTUPYET U30JIUPOBAHHBIM MOYEBBIM
CUHAPOMOM, OCTPOHEPPUTHUECKUM WU HEQPOTUUECKUM CUHAPOMAMHU.

[gA-nedpomnarus (6one3nb bepxe) - Hanbosiee yacToii KauHUu4eckuil BapuanT (50-60% Bcex
CJIy4aeB), HAOJIOIAIOIIUIACS TPEUMYILIECTBEHHO Y JIUIl MOJIOXKE 25 JIET C MPpeoOaJaHuEM y MY>KUHH.
XapakTepHbI AMU30/Ibl MAKPOTEMATYPUU C OOJISIMU B MOSICHUYHOM 00JIaCTH, CBA3AHHBIE C
HOCOIJIOTOYHOM WJIW KETYJOUYHO-KUIIIEYHON nHPeKkuusiMu. B oTiinune ot octporo
NOCTUH(EKIIMOHHOTO IIIOMEPYJIOHEPUTA, BpEMsI MOSBICHUS TOYEUHBIX CHUMITOMOB COBITAJIACT C
BO3JICHCTBHEM MTPOBOLUPYIOMKNX (PakTopoB. [IpoTenHypus HE3HAUUTENIbHA, TOATOMY OTEKOB HET WU
OHH BbIpakeHbI c1a00. A/l B ipenenax HopMmbl. [IpumepHo B 30% ciydaeB (0ObIYHO y Jull cTapiie 25
JIET HE3aBUCUMO OT MOJIOBOM MPUHAIEKHOCTH) OTMEUYAIOT CTOMKYIO MUKPOTEMATYPHIO C
COMYTCTBYIOIIECH MPOTEUHYPUEH Pa3HOU CTENeHH BhIpakeHHOCTH. Y 10% OOIbHBIX BO3MOXKHO
pPa3BUTHE OCTPOHEPPUTUYECKOTO WIIK HEYPOTUUECKOTO CUHPOMOB.

B OosbiMHCTBE HAOMIONEHUM TeueHre J0OpokauecTBeHHOE, oMHaKo ¥ 20-40% OOJIBHBIX OTMEYAIOT
nporpeccupoBanue 10 koHeuHnou craauu XITH B cpoku ot 5 10 25 ser.



MEMBPAHO-ITPOJIU®EPATUBHBIN (ME3AHTHOKATINJLJISIPHBII)
I'TOMEPYJIOHE®PUT

Hauunaercs ¢ octpoHeputrdeckoro cuipoma (1o TUIy OCTporo roMepyiaonedpura); npumepHo y 50%
OOJIBHBIX Pa3BUBAETCA HEPPOTUUECKUIN CUHAPOM.

Bo3MoeH n3011MpoBaHHbBI MOYEBOW CUHIPOM C FEMATypPHUEH.

XapakTepHbl BolpakeHHas Al, THIIOKOMIIEMEHTEMUS U aHEMUS, BO3MOXHA KPUOTIIOOYIMHEMUS, OCOOEHHO Y
OOJIBHBIX XpOHUYECKUM renarutoM C.

TeueHue HEYKIOHHO MIporpeccupyroliee, HaOIIOAAI0T U OBICTPONPOTPECCUPYIOLINNA BAPUAHT.

MEMBPAHO3HBIA INTOMEPYJIOHE®PUT

B 80% cnyuae nposiBisieTcs HEPPOTUYECKUM CUHAPOMOM U Yallle, YeM MPU JPYTUX BapUAHTaX, OCIOKHIETCS
Pa3BUTHEM BEHO3HBIX TPOMOO30B, BKJIIOUast TPOMOO3 IIOYEUHBIX BEH.

INIOMEPYJIOHE®PUT C MUHUMAJIBHBIMU USMEHEHUAMU
Ha nepeanem miane B KIMHUYECKON KapTHUHE - HEPPOTUUECKUN CUHAPOM.
AT v modeyHast HEOCTaTOYHOCTh BO3HUKAOT PEIKO, MPOLIECC UMEET TEHACHINIO K CIOHTAaHHOMY Pa3pELIEHHUIO.

[IpoTrenHypusi MaccuBHas, IPEUMYILIECTBEHHO 32 CUET allIbOYMHUHOB, OTHAKO B HEOOJIBILINX KOJTUYECTBAX
obHapyxuBatoT IgG 1 €,-MaKkpOrIoOyIHH.

[TocrenenHo n30UpaTenbHOCTh MPOTEMHYPUH UCUE3AET, M OHA CTAaHOBUTCS HecenekTuBHOM. B 20-30% ciiyyaeB
OTMEYaAr0T MUKPOTEMaTYpHIO.



®OKAJBHO-CETMEHTAPHBIN I'TOMEPYJIOCKJIEPO3
[Toutu B 70% ciiyyaeB HaOMt0AAETCS IEPCUCTUPYIOITNI HEDPOTUUECKUI CUHAPOM.
B moueBoM ocanike 00HAPYKUBAIOT SPUTPOIIUTHI, JICHKOIIUTHI.
Al - BA)KHBIN KOMITIOHEHT KJIIMHUYECKOW KAPTUHBL.
3akonomepHo pazButue XITH, y 20% OobHBIX MOYEYHYIO HEAOCTATOYHOCTh OTMEYAIOT B JE0I0TE 3a00I€BaHU.

TsHKENBIM MPOTPECCUPYIONTUM TEUCHUEM OTIIMYAETCsl Koutancupyromias ¢opma hoKaTbHO-CETMEHTapPHOTO
TJIOMEPYIOCKIIepo3a, cBa3anHas ¢ BUYU-undekmnueii.

®UBPULIAAPHO-UMMYHOTAKTOUJIHBIN INMIOMEPYJIOHE®PUT
[IposiBrisieTcst BeIpaxkeHHOU npoTtenHypuer, B 50% ciydaeB - HePpOTUUECKUM CUHIPOMOM.
VY 6onpmHCTBa O0NBHBIX HAOMIOAAIOT reMaTypuio, Al 1 HapylleHrne MOYeYHbIX (PYHKIUH.
B HekoTOpbIX citydasix 0OHapyKMBAatOT MOHOKJIOHAJIBHYIO TaMMaIlaTHio. TeyeHue nporpeccupyrolee.
®UBPOINIACTUYECKHA ITTOMEPYJIOHE®PUT
B 43% cnyuaeB coxpansieTcss HePpOTHIECKUN CHHIPOM.
XapaxrepHa XI1H, cBsa3anHas ¢ morepeil PyHKIHOHAIBHBIX CBOMCTB CKIEPOTUYECKU N3MEHEHHBIMU HE(QPOHAMHU.

Bce Ha3zBaHHBIE KTUHUYECKHUE BApUAHTHI B MOPGOIIOTHIEeCKHE (POPMBI XPOHUIECKOTO TTIOMEpyIoHEPpHUTa
Pa3TUYAIOTCS MPOJOIKUTEIIBHOCTHIO TEUCHHUS, CKOPOCTHIO (POPMUPOBAHMS TIOYCUHON HETOCTATOYHOCTH,
CKJIOHHOCTBIO K PEIUANBAM aKTUBHOCTH IPOIIeCCa.

CrnenyeT yunuThIBaTh BAXKHOCTH BBIBIICHUS 00OCTPEHHUS, KOTOPOE WHOTAa MaHU(PECTUPYET KapTHHOM
OBICTPOIPOTPECCUPYIOIIETO TIIOMepYyIoHe(dpHUTa, YTO TPeOYEeT CPOUHOTO PELISHUs BOIPOca 0 00Jiee aKTUBHOM
JCYCHUH.



OCJIOKHEHUA

[ToyeuHast HEIOCTATOYHOCTb, JIEBOKETYOUKOBAsI HEIOCTATOUHOCTh Ha (hoHE Al, HHCYIIBT,
UHTEPKYyPPEHTHBIC MHPEKIHMH (B TOM YHCII€ U MOUYEBBIBOAAIINX ITYTEH), TPOMOO3HI,
HEPPOTUIECKUN KPH3.

ITocneguuil XxapakKTepru3yeTCsl TUXOPAJAKOM, OOISIMH B )KMBOTE, MUTPUPYIOIICH
POXKEIOAO0OHOM SPUTEMOM, Pa3BUTHEM THITIOBOJIEMUYECKOTO IIOKA.

[Tarorenes HepPOTUUECKOTO KpH3a MPOJOIKAET U3yUaThCs, BAXKHOE 3HAUCHUE MTPUIAIOT

AKTUBALMH KAJUIMKPEUH-KMHUHOBOM cuctemsl, JIBC.

CnenmnanbHO CIEAYET HA3BAaTh BO3MOYKHBIE OCIIOKHEHUS] aKTUBHOW NIMMYHOCYIIPECCUBHOMN
TEpaIuu - IUTONCHUH (arpaHyJIOUUTO3 U JIp.), MHPEKIUU (B TOM YnCIie "CTEPOUTHBIN
TyOepKyn€3"), 0CTEONnOPO3, FEMOPPArnYECKUN IIUCTUT, TUIIEPITIMKEMUYECKUE COCTOSHUS.

JIMATHOCTUKA

JInarHocTrUKa XpOHHUYECKOTO INIOMEPYJIIOHEPPUTA OCHOBAHA HA ONPEIEIICHUHN BEAYIIETO
CUHJIPOMA - U30JIMPOBAHHOTO MOYEBOT0, OCTPOHEHPUTUUECKOTO, HEYPOTUIECKOTO
CUHAPOMOB, cuHapoma Al

JIOTIOTHUTEILHBIM TPU3HAKOM CUMTAIOT cuMnToMbl XITH.



CUHAPOMHASA ITUATHOCTHUKA
HE®POTUYECKUN CUHJIPOM

YacTo oTMe4aroT Opu IioMepyIoHeppuTe ¢ MUHUMAIbHBIMU U3MEHEHUSIMU,
MEMOpPaHO3HOM IIIOMeEpPYJIoHe(PpUTe (KaK MEPBUYHOM, TAK U BTOPUYHOM ), POKAIBHO-
CErMEHTAPHOM ITIOMEPYJIOCKIIEPO3€, TMa0ETUUECKOM INIOMEPYIOCKIEPO3€E, aMUIIONI03€
MOYEK.

OCTPOHE®PUTUYECKUN CUHJIPOM

Coueranue reMarypuu, NpoTeunypuu, Al” 1, HepeaKo, CHIKEHUS TTOUYCYHBIX (DYHKITHH.
Bo3MoxeH rnmpu ObICTpONPOrpecCUupyroiieM IioMepyioHeppuTe, Me3aHTMOKATHILISIPHOM
JIOMepylnoHeppUTe, ME3aHTHOIIPOIUu(pepaTUBHOM IIoMepyioHehpuTe, 000CTPEHUHN
BOJTYaHOUYHOTO HedpuTa.

APTEPUAJIBHASA I'NITEPTEH3UA

Al B coueTaHuu ¢ TPOTEUHYPUEH U MUHUMAIbHBIMUA H3MEHCHUSAMU MOYEBOIO OCAJIKa
BO3HHUKAET, IOMUMO XPOHUYECKOT0 IIIoMepyloHeppuTa, pu 1uadeTHIECKOM
HeponaTuu, MOPaKCHUU MOYEK B paMKax TMIIEPTOHUYECKOM OOJIC3HU.

B nocnennem cinydae Al 3HaUUTENBHO ONEPEKACT MOSBICHUE TTOYECYHON CUMIITOMATUKH;
qauie, YeM Mpy IIOMEPYIOHEPUTE, BOZHUKAIOT TUIIEPTOHUYECKUE KPU3BI.



MOYEBOH CUHJIPOM

MoueBoii CHHJIPOM OOBIYHO CKJIAJIBIBAECTCS U3 CUMIITOMOB FreMaTypuu, IPOTEUHYPHUH, JECHKOIIUTYpUU
¢ MIUMGOIUTYpUEH, IMIUHAPYPUHA U UX COUCTAHUM .

[Ipr4nHBI H30IUPOBAHHOW reMaTypun

Onyxoib, KaMeHb, HH(eKuus (Ipexae Bcero Ty0epky1€3) B JJl000M OT/e/Ie MOYeBbIBOASIIEI0 TPAKTA

boJsie3nb O.]'Il'[OpTa (Heﬁpocencopnaﬁ TYIroyXoCTb, MaTOJOI'usd XPYCTAIUKA, MIOCTCICHHO PA3BUBAIOINASACH IMOYCHHAS

HEeI0CTATOYHOCTD)

bosiesns Bepaxe (IgA-nedponarus)

[loOpoxadecTBeHHasi reMaTypusi (00/1e3Hb TOHKHX 0a3a1bHBIX MeMOpaH - HACJIeACTBEHHAs IATOJI0T s, IIPH KOTOPOii He
DOHAPYKUBAIOT M3MEHEHHI B NO4YE4YHOI TKAHHM NIPH CBETOBOM M MMMYHO()II00PECIeHTHOI MUKPOCKOIIUH, HO 31eKTPOHHAS
MHKPOCKOIHUS N03BOJIsICT BBIIBUTH YMEHbIICHHE TOJIIUHBI 0a3aabHbIX MeMOpaH meHnee 300 Hm)

CPHOBHIHOKJICTOYHAA aHEMHUA




* I'emarypus. Vicxoas U3 NepeUUCICHHBIX TPUYNH, U30JIUPOBAHHAS FEMATyPUsl - TOKa3aHUE K
MIPOBEICHUIO SKCKPETOPHOM yporpaduu, IUCTOCKONUU U CEJICKTUBHOM aHTHorpaduu. Ilpu
OONBIIMHCTBE HE(QPOIOTUUECKUX 3a00JIEBAHUI TEMATypHsl COUETAETCS C TPOTEUHYPUEH.

 IIpoTrennypusi MOKET OBITh CBSI3aHA C BOCMAJIUTEILHBIM (TIIOMEpYI0HE(PHUT) WIH
HEBOCTIAIMTENIbHBIM (MabeTnyeckas HeponaTusi, aMUION103) MOPAKEHUEM KITyOOUKOB MU
TyOYJIOMHTEPCTUIIUATBLHBIMU MTOPAKEHUSIMHU PA3IMYHON 3THOIOTHH (CM. T1aBy 36
"TyOynounTepcTuniaibabie Hedponatun'). B mocnennem ciaydae mpoTeHHYpHS HUKOT/Ia He ObIBacT
MaCCUBHOU. BBIACIAIOT MPOTEMHYPUIO HAMTOJIHEHHMS - OCOOBIM BapuaHT valie "0oabmon"
MPOTEUHYPHUH, CBI3aHHBIN C MUETIOMHOM OO0JIE3HBIO C HAJTMYMEM B KPOBH MapanpoTeruHa
(runepriporenHeMust). CyliecTByeT U J0OpOKaueCTBEHHAs MPOTEUHYPUS (BO3HUKAET MPHU
JUXOPaJ0YHON peaknu, MepeoxXaaxaAeHUU, IMOILIMOHAIIBHOM CTPECCE, COMPOBOXKIAET CEPIACUHYIO
HEJIOCTATOYHOCTh U CHHAPOM OOCTPYKTHMBHOTO HOYHOTO anHod). TepmuH "no0pokadecTBeHHAS "
OTpakaeT OJIaroNpUSITHBIM MPOrHO3 B OTHOLICHUH (PYHKIMN odek. OpTocTarnueckas NpoTeuHypust
BO3HHMKAET TOJIKO B BEPTUKAIBHOM TOJIO0KEHNHU; €€ 0OBIYHO HAOIIONAIOT Y MOAPOCTKOB, OHA MOXKET

OBITh TOCTOSTHHOMW WUJI TMEPUOINUYECKON, MMEET OIaronpusATHBIN MPOTHO3.

* JlelikouuTypHs IpHU DNIoMepyIoHedpUTE yalle HOCUT Xapakrep aumbouutypuu (0onee 20%
JIEHKOIIMTOB MOYEBOIO OCAJIKA - TUM(OLIUTHI).



BUOIICHUA ITOYKH

[TynkimoHHasi GMOTICHUS TOYKH IPOBOAUTCS TS onpeieieHuss MOp(hoIorudeckoi hopmbl
XPOHUYECKOTO IMIOMepyJioHeppuTa, 4TO HEOOXOAUMO JIJIsl aJ€KBAaTHOTO BHIOOPA TAKTUKH JICUEHUS.
JlanHas nporeaypa NpoTUBONOKa3aHa B CJICIYIONINX CITydasx.

» Hanuuune equHCTBEHHOW (PYHKIMOHUPYIOIIEH TTOYKH.
 ['unokoaryJsuus.

* [loBblllIeHHE BEHO3HOTO JaBJICHUS B OOJIBIIIOM KPyTe KpOBOOOPAILIEHHUS - PU MPABOKETYI0UKOBOM
HEJIOCTaTOYHOCTH.

* Ilomo3penue Ha TPOMOO3 MTOUYECUHBIX BEH.
* ['mapo- u nuoHedpo3.
e [ToamMKHUCTO3 MOYEK.

* AHeBpu3Ma MMOYECYHOU apTEepUH.

Hapyuienus coznanus.

° HOI[OBpCHHG Ha 3JIOKa4C€CTBCHHOC HOBOO6paBOBaHI/I€.



JUPDOEPEHIIUAJIBHAA ITUATHOCTHUKA

XpoHUUYECKHM TIIoMepylioHehpUT HeoOxoaumo audPepeHITnpoBaTh ¢ XPOHUUECKUM MUET0OHEPPUTOM,
OCTpPBIM TJIOMEPYIOHEHPUTOM, HepporaTuel OEpeMEHHBIX, XPOHUIECKUMHU
TyOyJTOMHTEPCTUIIMATBLHBIMU HE(PpUTaAMU PA3TUYHON 3TUOJIOTHUHU, aJIKOTOJIbHBIM MOPAXKEHUEM TOYEK,
aMUJIONI030M U JuabeTudyeckoi HepponaTuen, a Takke MopakeHUEM MOUYEK IPU CUCTEMHBIX
3a00JICBaHUAX COCAMHUTEIBHOM TKaHu (B nepByto ouepens, CKB) u cucTeMHBIX BacKyIuTax,
MHEJIOMHOM 00JI€3HHU, TPOMOO3ax TMOUCUHBIX U HUYKHEH moJioi BeH (cM. Bblme "OcmoxHeHus").

 JIns XpoHUYECKOro nuenoHedpuTa XxapakTepHbl ACUMMETPUA MMOPAKEHUS, U3MEHEHUS YallleuHO-
JOXaHOYHOM CUCTEMBI, 000CTPEHHUS C JIUXOPATKON U 03HOOaMU, OakTepuypus, HeUTpoduirypus (pu
roMepyinoHedpuTe B ocajike MOUH - TUMGPOIUTHI, MUKPOOHAas pjiopa OTCYTCTBYET).

* IIpu ocTpom mioMepyHepUTE YACTO BBIABIISIOT CBSI3b C IEPEHECEHHOM CTPENTOKOKKOBOM
uH(ekuen, onHako B otnnune ot [gA-nedgponarum sxcno3unus cocrasisieT 10-14 quei. XapakTepHbl
OCTpPO€ HAYaJIO U CIIOHTAaHHOE BbI3I0poBIIeHHE. OOBIYHO OOJICIOT JETH U MOJIO/BIC JIFO/IU.

» XpoHuyeckue TyOyJTOUHTEPCTULINATbHBIE HEQPUTHI MPOSBIISIOTCS HAPYIICHUSIMU KaHAJIbIIEBBIX
GyHKIUN: MPOTEHHYpHeH (He TOCTUTAIONICH 3HAYEHNUM, XapaKTEPHBIX 11 HEHPOTHIECKOTO CHHIAPOMA),
MOJINYpUEH, CHUKEHUEM OTHOCUTEIBLHOM TUIOTHOCTU U HAPYIICHUEM aluIu(pUKaui MOYH,
TUNEPIIPOTEUHEMHUEN U T.]I.



* [Ipu momo3peHNr Ha aMUIION 103 OOJIBIIIOE 3HAYEHHE UMEET 0OHapyKeHHe (POHOBOM MaTOJIOTUH
(XpOHMYECKOTO BOCIAJICHHUS, MIPEXKE BCETO - PEBMATOUIHOTO apTpUTa; MUEIIOMHOM O0JIe3HH;
CPEAN3EMHOMOPCKON ceMeiHoi nuxopaakn). Coxpanenue npu XIIH HopManbHOro WM yBETUYEHHOTO
pa3Mepa MoveK U He(PPOTUUECKOTO CUHIPOMA YBEIMYUBAET BEPOSITHOCTh aMHJION 1032 (a TaKxKe
nuabeTnueckor Hepomarun). Pemaroiiee 3HaueHre nMeeT OUOTICHs TKaHel (0OHapyKeHHE aMUJION 1A B

TKaHU MOYKH, J€CHBI, TPSAMOM KUIIIKH, ’KHUPOBOU TKAHM).

* IIpu Hanu4yuu y OOJBHOTO caxapHOTO AUa0EeTa UIIh €Tr0 OCJIOKHEHUH (HarmpuMep, 1uadbeTH4eCcKon
PETUHOIATHUH ), CKYJTHBIX U3BMEHEHHUI MOUYEBOTO 0CaJIKa, HOPMaJIbHBIX WM CJIETKA YBEIUYCHHBIX
pPa3MepoOB MOYEK JUarHo3 AuadeTudeckor HeyponaTuu BEPOITEH Jaxe 0€3 MPOBEICHUS MyHKIIMOHHOU

OHOIICUH IIOYEK.

» Hedpomarusi 6epeMeHHBIX: CHMIITOMBI TOPAYKEHHUS MOYEK MOSBIISIOTCS BO BTOPOH MOJIOBUHE
reCTallMOHHOTO TIePUO/Ia, COMPOBOXKAAIOTCS BRICOKOM Al M IpyrMMu mpU3HaKaMu Tpe- U SKIaMIICHH.
Ocobas dpopma Tsxénon mpesknamicun - HELLP-cunapom (Hemolysis, Elevated Liver enzymes, Low
Platelet), mpu koTropom Hapsany ¢ A" 1 mopaxeHHeM MOYEK Pa3BUBAIOTCS TEMOJIU3, MOPAKEHUE TICUCHH U

TPOMOOIUTOIICHHS.

* K 0cOOeHHOCTSIM aJKOTOIBLHOM He(pOomaTUH OTHOCAT CTOMKYIO0 0€300JIEBYI0 MUKPOTEMAaTypHIO B
COYETAHUU C MUHUMAJbHON UM YMEPEHHOU MPOTEUHYPHEU, CTOMKOE MOBBIIICHUE KOHIIEHTpauu [gA B

KPOBH U TUIEPYPUKEMUIO.

* Tlopaxxenue nouek npu CKB (BomyaHOUHBIN HEQPUT) U CUCTEMHBIX BACKYJIUTAX COMPOBOXKIACTCS
MpU3HAKaMU CUCTEMHOTO 3a00JIeBaHUsl (CYCTaBHOW U KOXKHBIM CUHAPOMBI; 0OHapykeHue LE-kieTok,
runepraMmarioOyJIMHeMuu, ayToantuten, Hanpumep, AHIIA u 1.1.).



JIJEUEHUE
JleueHne XpOHUYECKOTO MNIOMEPYIOHE()PUTA BKIIOUAECT:
* JIMMUHAILAIO ATHOJIOTHYECKOTO (pakTopa (B TOM YHUCIIE U MPU OOOCTPEHUN);
 spumuHaIuo U3 KpoBu LIUK u apyrux haxkTopoB ”UMMYHHOTO BOCHAICHNUS,
* MPOBEICHUE UMMYHOCYITPECCUBHON TE€pAINH;

* CHIDKEHHME MOBBIIEHHOTO A/ 1 Apyrue BO3aeHCTBYS, YMEHBIIAIONNE BHY TPUKIYOOUKOBYIO

TUTIEPTEH3HUIO;

* KOPPEKUHUIO TUIIEPIUIAIEMHUN U TUIIEPKOATYJIAINH;

* YMEHBIIEHUE OTEKOB;

* yIaJIecHHE MPOIYKTOB a30TUCTOT0 OOMEHa (reMOAraIn3 U TeMOCOPOIIHS).

[Ipu nanexo 3amenmeit XI1TH mokazanbl XpOHUYECKUN TEMOAUAIN3 U TPAHCIUIAHTALMS TOYKH.

PazpaboTka HepONPOTEKTUBHOM TEpaIruu, HaPaBJICHHOW Ha TOPMOXKEHUE MPOrPECCUPOBAHUS
3a00J1eBaHUM MOYEK IMYTEM BO3JICUCTBUSI HA OOIIIME HEMMMYHHBIE 3BE€HbSI X MaTOreHe3a.

Cpenu moaxoaoB K He(PPOMPOTEKIIMY BAXKHOE 3HAUCHHE MPUIAI0T HUBETUPOBAHUIO
He(poTokcuuecKkuX 3YPEKTOB MPOTCUHYPUHU, TPUBOAAIINX B KOHEUHOM UTOTE K PEMOICTIUPOBAHUIO
TyOOJIOUHTEPCTUIIHATHLHON TKAHU - TYOYJIOMHTEpCTULIMAIBHOMY (hrOpO3y.



OBIIIUE MEPOIIPUATUA

HeoOxoauMo n3berars nepeoxyiaxiacHus, GU3n4eCcKOro nepeHanpsKeHusl.
[IpoTBOMOKa3aHbl HEOIATONMPUSTHBIE TEMIIEPATYPHBIC PEKUMBI (paboTa B yCIOBUSIX
MOBBIIICHHON Y MOHWKEHHOW TEMIIEPATYPhI OKPYKAIOIIEH CPEbI).

OCTOpPOXKHOCTh HEOOXOIUMO COOJIOIATh MPU BOBHUKHOBEHUHU OCTPBIX PECHTUPATOPHBIX
3a00J1eBaHUM MJIM 0OOCTPEHUHN XPOHUYECKHUX 04aroB MHMOEKIMHU (TOH3UJUIUThI, CHHYCHUTBI U

1p.). B 3TUX cuTyanusx nokaszaH MOCTEIbHBINA PEXKUM, TPOBOASIT aHTHOMOTUKOTEPAIIHIO.

PexoMeHTyI0T MaTIoOeIKOBY IO JUETY (TIOJIOKHUTEIBHO BIUSET Ha BHYTPUKITYOOUKOBYIO
runepTeH3uto). MckioueHne CoCTaBiIsoT ciiydyan He)pOTUUECKOTO CUHIPOMA C
runoaibOymuHemuent Huxke 30 /71, koraa orpanndyeHue 0enka HedP(HEKTUBHO.

Crporas mano6enkoBas aueta (0,3 r/kr B 1eHs) y 00abHbIX ¢ XITH Bo3MoskHa Ha oHE
OJTHOBPEMEHHOTO MTpUEMa MpenaparoB HE3AMEHUMbBIX AMUHOKHUCIIOT U UX KETOAHAJIOTOB
("Keroctepuna" nmo 10-12 tabieTok B CyTKH).

IIpu HEGpPOTHUECKOM CHHIAPOME paIlMOHAIbLHBI THIIOX0JISCTEPHHOBAS JUETA U TIHIIIA,
cojieprKalliasi MOJIMHEHACHIIICHHBIC YKUPHBIE KUCIOTHI (MOpCKas pbl0a, MOJICOJTHEUHOE
MacJo).



NMMYHOCYIIPECCUBHASA TEPAIIUSA

DTOT BUJ Tepanuu npeaycMarpuBaeT HazHadeHue nByx rpymnmn JIC - 'K u nurocrarukoB (Kak 1o
OTJEIBHOCTH, TaK U B KOMOUHaIMM). Llenecoo0pa3HOCTh UX UCTIOIB30BAHUS CYIIECTBEHHO 3aBUCUT OT
Mopdosiorudaeckoit GopMal rIoMepyaoHedpuTa.

« 'K nmoka3zanbl npy HANTMYUKU HEQPOTUUECKOTO CUHAPOMA UIIH BBIPAKEHHOW MPOTEMHYPUH C BBICOKOMN
BEPOSITHOCTHIO pa3BUTUS HepoTHUecKoro cuHapoma. [IporuBonokazanusmu k HazHauenuto ['K nipu
XPOHUYECKOM TTIOMEpYI0oHe(DpUTE CUUTAIOT BHICOKYIO (1U10X0 Koppurupyemyro) Al' u XITH. Haubonee
3¢ (EeKTUBHBI ITpenaparsl 3TON rpynibl P ME3aHTHONPOIU(EPATUBHOM ITIoMepyIoHedpuUTe U
oMepysoHe(ppuTe ¢ MUHUMAIbHBIMU U3MeHEeHUAMHU. [Ipu MmemOpano3HoM riiomepynoneppute 3pdext
comuuTeneH. [Ipu memOpaHo-niponudepaTuBHOM MIOMEPYIOHEPPUTE U POKATHEHO-CErMEHTAPHOM
momepynockiepose I'K menee a¢gdextuBnbl. cnonb3ytoT ABa nmyTH BBeaeHus 'K,

¢ IlepopanbHO: CpeaHsIs J03a COCTABIAET B MEPECUETe HA MPEIHU30I0H 1 MI/KI/CyT (0OBIYHO €€
Ha3HAYalOT CPOKOM Ha 2 MEC) € MOCIECAYIOIIUM MOCTENEHHBIM CHUXKEHHEM (TI0 S5 Mr/HeA 10 10361 30
MT/CYyT, 3aTeM 110 2,5-1,25 Mr/Hej BIUIOTh 10 MOJHOM OTMEHBI).

¢ Ilynasc-Tepamnus moapasyMeBaeT BHyTPUBEHHOE KaleJIbHOE BBEICHNE METHIIIIPEAHN3010Ha B 103¢ 1000
Mmr 1 pa3 B cyTku 3 g noapsa. OOBIMHO Ha3HAYAIOT MPU BRIPAXKCHHOM HE(PPOTUUECKOM CHHIPOME,
OBICTPOM MPOTPECCUPOBAHUH 3200 ICBaAHUS.



 IMutocraruku (nukinopocdamusn mno 2-3 mr/kr/cyt, xaopamoyumi mno 0,1-0,2 Mr/Kr/cyT, HUKJIOCHOPUH TIO
2,5-3,5 MI/KI/CyT) MOKa3aHbl MPU AKTUBHBIX (hopMax MIOMEpyJIoHEePpUTa C BBICOKUM PUCKOM
MIPOTPECCUPOBAHUS TTOUEUHON HEJIOCTATOYHOCTHU, & TAKXKE MPU HATMYUHU TPOTUBOIMIOKA3AHUM J1JIsI
HazHaueHus 'K, orcyTcTBrM TepaneBTHYECKOro 3 (heKTa Uik pa3BUTUU BBIPAXKEHHBIX TOOOYHBIX

3¢ PeKToB NMpu UX NPUMEHEHUH (B MOCJIECIHEM CIIydae NPeANnOoYUTaIOT COUETaHHOE MPUMEHEHHE,
no3BoJisitoiiee CHU3UTH 103y 1'K). [Ipenaparsl 3Toi rpynibl Ha3HAYAOT MepopaibHO; HUKIodochamua
Takxke B BUJIE My/bc-Tepanuu 1o 15 mMr/kr (uau 0,6-0,75 1/M? HOBEPXHOCTH TeJla) BHYTPUBEHHO
€KEMECSIUHO.

» CoueranHnoe npuMmenenue I'K u mutoctatukoB cuntator 6osee r3ppexTuBHbIM, ueM MoHOoTepanuio ['K.
Cxema [TonTruennm npeaycmMaTpuBaeT YepeloBaHUE B T€UEHUE 6 MEC IUKJIOB T€PANIUK NPEIHU30JI0HOM
(ImUTEeIrHOCTHIO 1 Mec) U XJTopaMOyIIUiIoM (JUTUTENHHOCTRIO 1 Mec). B Hauane MecsiaHOro Kypca JIeueHUs
MPEIHU30JI0HOM MTPOBOAAT TPEXAHEBHYIO MYJIbC-TEPANUIO METUIIIPEHU30JIOHOM, 3aT€EM TPEAHU30JI0H
HazHayaroT 1o 0,4 MI/Kr/cyT nepopajibHO Ha 27 ocTaBIIUXCS AHEH. MecsauHbIi KypcC JIedeHuUs
XJIOpaMOYIIUIIOM TpEIoaraeT nepopaibHbI mpuém npemnapara mo 0,2 Mr/Kr/cyT.

 CenexTuBHbIE UMMYHOJENpeccanThl: JIC U3 rpyniibl KadblUHEHpHUHA - IUKIOCIOPUH, UHTUOUTOP
CHUHTE3a HYKJICOTHIOB - MUKO(EeHOIaTa MOPETHII, THTUOUTOP Mepeiadl BHYTPUKIECTOYHOTO CUTHAIA OT
peuenTopoB GakTopoB pocTa - cupoaumyc. HanOonbIuil onbIT HAKOIJIEH B OTHOILICGHUH LIMKIJIOCIIOpUHA
(cM. Huke - "Jleuenue otnenbHbIX Mopdoaoruueckux ¢popm"). ITokazaHueM K Tepanuu HUKIOCTOPUHOM
CUMTAIOT YacThlie peuuiuBbl ['K-uyBCTBUTENBHOTO HEGPOTUUECKOTO CUHAPOMA (TIPU IIIOMEPYIOHEPPUTE C
MUHUMAJIbHBIMU U3MeHEeHUsIMU) U ['K-pe3ucTeHTHbIN HedpoTUuecKuil CMHAPOM (Tipu PoKaibHO-
CErMEHTapHOM IIIOMEPYIOCKIEpPO3€e U MEMOPaHO3HOM ITIoMepyiioHedpure). M3-3a BOZBMOKHOTO
HeppoTokcrueckoro rhPexkra MpUMEeHEHUE UKIOCIIOPHHA OTPaHUUYEHO MPY BBIPAKEHHBIX
CKJIEPOTHUUYECKUX U3MEHEHUSX C HApyLIeHUEeM (PYHKIUN MoveK u Tsxenon Al



AHTUKOAI'YJIAHTBI U AHTUAT'PEI'AHTDI

[Ipenapatel 3tux rpynn JIC NpuMEHSIOT B COCTaBe KOMOMHUPOBAHHBIX CXEM, MPU
TUIEPTOHNYECKOH hopme TIoMepylioHehpuTa U XPOHUIECKOM ITIOMEPYIOHEDPUTE C
M30JIMPOBAHHBIM MOYEBBIM CHHAPOMOM U CHIDKCHHBIMHU (DYHKITUSIMH TTOYEK.

Junupugamon HazHavyaroT B 103¢ 400-600 Mr/cyt, knonugorpen - B go3e 0,2-0,3 r/cyT.

KOMBHUHUPOBAHHASA TEPAIIUSA

[TogpaszymeBaeT Ha3HAUEHHUE TPEXKOMIIOHEHTHOM cXeMblI (IuTocTaTuku i 'K,
aHTHArpEraHThl, FeapruH HATPUM) WK YyeThIpEXKoMIoHeHTHOM cxeMbl (I'K, nurocraruky,
aHTHArpEeTraHThl, FeMapyH HaTPUM C Iepexo0M Ha BapdhapuH Wik HEHUHIUOH).



AHTUT'HIIEPTEH3UBHAS U HE@POIIPOTEKTUBHAS TEPAIIUA

B naeane HeoOX0AMMO KOMIIEHCUPOBATh HE TOJIBKO CUCTEMHYIO apTepHABbHYIO, HO U BHYTPUKITyOOUKOBYIO
runepreHsuo. Heo0xonmmMo orpaHuduTh MoTpedaeHre MOBapeHHOM Cou 10 3-5 T/CyT U COOMI0naTh MOCTENbHbIN
pexxum npu BeicokoM AJl. OnHako HanOonbimii 3 PEeKT oka3bIBAET JIEKAPCTBEHHAS TepaIus.

* Nuru6utopsr AIID u 6nokaropsl AT 1-perienTopoB aHTHOTEH3MHA, KpoMe CHUKEeHUsT AJl, yMeHbIIaloT
BHYTPHUKIYOOUKOBOE KAMWLIIPHOE JIaBlieHne, TurnepGuisTpanuio u nporennyputo. Kpome toro, JIC 3Tol rpynms
YMEHBIIAIOT MPOBOCHIATUTENbHBIE 3D (PEKTHI MPOTEUHYPHUH, IPEAOTBpAIas MHAYLUPYEMYIO IPOTEUHYPUEH
akTuBanuio ¢gakropa TpaHckpumniuu NF-«B B TyOynspHBIX 3MUTEIMaNbHBIX KJIETKaX U 0CBOOOK/ICHHE UMM B
WHTEPCTHUIIMI XEMOKHUHOB, TOPMO3AT TyOYJIOMHTEPCTUIIMANBHBINA (prOpo3 uepe3 HHruOMpoBaHUE CUHTE3a
Makpodaramu 1 nponudepupyronumu GuodpodiacTaMu 0CHOBHOTO MPO(GHUOPOTEHHOTO IIUTOKWHA -
TpaHchopmupytouero ¢pakropa pocta-f§ v myTéM CHIDKEHHsI 00pa30BHUSI MHTMOUTOPA aKTUBATOpa IJIa3MUHOTEHA,
KOTOPBIN TOPMO3HUT MPOLECCHI MPOTEOTUTUUECKON JIerpajalliy SKCTPALCIUTIONSPHOTO MaTpukca. B cBs3u ¢ aTumMu
MHOTOCTOpOHHUMU A dekramu HHruOuTopbl AII® u 61okaropsl AT 1-perienTopoB aHTMOTEH3UHA PACCMATPUBAIOT B
HACTOSAIIEE BpeMs KaK IIEHTPATbHOE 3B€HO He(PPOMPOTEKTUBHOM cTpaTerun. PaHHee Hav9asio Teparnui HHrHONTopamMu
AII®D w/unu 6nokaropamu AT 1-perienTopoB aHTHOTEH3MHA B OOJbIIEH CTENEHU CIIOCOOCTBYET TOPMOKEHHUIO
nporpeccupoBanua XI1H, npuuémM nx Ha3HaYEHHE ONPABAAHO JaXKe B CUTyalUsIX, HE conpoBoxaatommxcs Al

¢ U3 unruburopos AII® yarmie Bcero mpuMeHst0T 3Hananpui mo 5-20 mr/cyt B 1-2 nmpuéma, dozunonpui no 10-20
Mmr 1 pa3 B ieHb, TpaHaonanpui o 2-8 mr 1 pa3 B ieHb, a U3 O1okaropoB AT 1-perenTopoB aHTHOTEH3MHA - J103apTaH
o 25-100 mr/cyT B 1-2 npuéma, Basicaptrand no 80-160 mr 1 pa3 B nens, updbecapran no 150-300 mr 1 pa3 B nens. Jlo3y
JIC KOoppUTHpYIOT B 3aBUCUMOCTH OT YpOBHS A/l, KOHIIEHTpAI[MU B CBIBOPOTKE KPOBU KpEaTHHUHA U KaJIUsl. DTHU JBE
rpy1nbl JIC MOXHO KOMOMHUPOBATH MEXITY COOOM NJist TOCTUXKEHUSI 00Jiee BEIPAXKEHHOTO aHTUTUIIEPTEH3UBHOTO U

aHTUIPOTEUHYPUUIECKOTO dPdeKTa.



¢ IlporuBomnokazaHus Ajig Ha3HaYeHUsI UHTHOUTOPOB AlID: BeIpaykeHHAs TOUEUHAS] HEJIOCTATOYHOCTh
(runepkanremMus, KOHIEHTPAIUS KpeaTUHUHA B CHIBOPOTKE KpoBH Oojiee 500-600 MKMOJIB/1T), TBYCTOPOHHUM CTEHO3

IIOYEYHBIX apTEPUN.

O Ilpu runepkaqTveMun Wi TUIOXOW MepeHOCUMOCTH HHTHOUTOPOB ATID nx HAa3HAYAIOT B MEHBIITUX J103aX B
KOMOMHAIMHU ¢ OJIOKaTOpaMu MEJJICHHBIX KaJIbIIMEeBBIX KAHAJIOB HEAUTUAPOTUPUIUHOBOTO Psa.

* 13 6110KaTOpOB MEAJIEHHBIX KaJlbLIMEBBIX KaHAJIOB NpeanodtutenbHee JIC HeTUruaponupuanHOBOrO psijia
(Bepanamun o 120-480 mr/cyt B 2-3 mpuéma, auntuaszem no 180-360 mr/cyt B 2-3 npuéma). biaokatopsl Me1JIEHHBIX
KaJbIIMEBBIX KaHAJIOB AUTHAPONUPUANHOBOTO psifa criocoOHbl cHUkaTh CK®, moaToMy X BO3MOXHO IPUMEHSTH MIPH
BbIpaK€HHON Al' B KOMOMHAIIMY C IPYTUMU IIpenaparaMu. biokaTtopsl MEUIEHHBIX KalbI[MEBBIX KAHAJIOB, TOMHMO
AHTUTUIIEPTEH3UBHOI0, OKa3bIBAIOT U AHTUIIPOTEUHYPUUECKUH 3(PPEKT, XOTS U B MEHBLIEH CTENEHU, YEM UHTUOUTOPbI
AII®. Antunporennypuueckuid 3¢ dext 31oil rpymnmnsl JIC cBA3BIBAIOT, NIABHBIM 00pa30M, C YMEHbBILIEHUEM
BBIPAKEHHOCTU CUCTEMHOM Al M aHTHArperaTHbIM JEHCTBUEM.

* Crarunbl (MHTHOUTOPHI 3-THAPOKCHU-3-METUI-TIIYyTAPHII-KOOH3UM A PElIyKTa3bl) TAaKKe 007Ia1ar0T
HEe(PPONPOTEKTUBHBIMU CBOMCTBAMU, TIPUUEM ITPOTUBOBOCTIATUTEIBHBIN A(()EKT CTAaTUHOB HE MEHEE BaXKEH IS
peanu3anuu HepPOMPOTEKINH, YeM UX aHTWIUIIHIEMUYecKoe nericTBre. CTaTUHBI YyTHETAIOT SKCIIPECCUIO
WHTUOUTOpA aKTUBATOpa IJIA3MUHOT€HA, YCUJIMBAIOT CUHTE3 TKAHEBOTO aKTUBATOpa IiasMuHoreHa. Haznavaror
cumBactatut 1o 20-40 mr/cyT, duryBactatus o 20-80 mr/cyT u nip.

* B Hacrosmiee BpeMs nzydaercss BO3MOXKHOCTb IPUMEHEHHSI ¢ HE()POIIPOTEKTUBHOM 11ebI0 HOBBIX Ki1accoB JIC,
TaKMX KaK MTHIMOUTOPHI Ba30MENTHIA3bl, AHTArOHUCTBI SHAOTEINHA- |, aHTUXeMOKHHOBBIE Tipenaparsl (AT,
HEUTPAIHU3YIOIINE XEMOKHUHBI, aHTOTOHUCTBI XEeMOKHMHOBBIX PELIENTOPOB), HHTMOUTOPBI TPOTEUHKUHA3BI,
aktuBHpytouieit ¢pakrop Tpanckpumnuuu NF-«B, u qp. Hekotopsie U3 HUX y’ke IPOLUTH YCIEUTHYIO JOKIMHUYECKYIO

anpoOarmro.



AHTUOKCUIAAHTHASA TEPAIIUSA

AHTHOKCHAAHTHI (HalpUMep, TOKOPEpoI1, TPUMETA3UANH) YOS TUTEIbHBIX JAHHBIX 00 UX
() PEKTUBHOCTH MOKa HE MOJYyUYEHO.

JJEUEHUE OTEKOB

[Ipu BeIpa)XEHHOM OTEYHOM CHHAPOME OTPAHUYHUBAIOT MOTPEOICHUE TOBAPEHHOMN COTU U
HA3HAYarOT MOCTEIIbHBIN PEKUM.

N3 nuypeTrukoB Hanbosee 4acTo UCIOIb3YIOT (PypoceMu.

He cienyer npuMeHsITh THAPOXIOPOTHAZK] (HApyIIaeT (PYHKIIHIO IMOYEK); HE00X0oanuma
OCTOPOKHOCTh B OTHOIIIEHUHU KaJTUKCOEeperarommx JMypeTUKoB (0MacHOCTh
TUIIEpKaIMEMMN ), TYaHETUIMHA U MUHOKCHIMIIA (pe3Kas 3aJIepyKKa MOHOB HaTpUs U
cHmkeHue CK®D).



JIEHEHUE OTAEJBHbBIX MOP®OJIOI'MYECKUX ®OPM

[Ipu mr060¥ hopmMe XpOHUUECKOTO NIOMEPYIIOHE(DPUTA HAZHAYAIOT OCTENIbHBINA PEKUM, TUETY, CAMIITOMATUYECKYIO
TEparuio (OMHUCAHBI BBILIE), €CIIM BO3MOKHO YCTPAHAIOT THOJIOTHYECKU GakTop (MH(DEKIMS, OITyXO0JIb).
Oco0eHHOCTH JIeUeHUs OTIEIbHBIX MOP(POIOrnYeCKUX (POPM B OCHOBHOM KaCarOTCSl NaTOr€HETHYECKON
UMMYHOCYTIPECCUBHOM Tepanuu.

ME3AHTHONPOJIU®EPATUBHBIN INIOMEPYJIOHE®PUT

[Tpu MemaIeHHO MPOrpecCUpyIONTNX BapuaHTax, B TOM Yuciie y O0nbHBIX [gA-Hedponarueii ¢ snu3ogamMu
MakporeMaTypuu U MUHUMaJIbHOU NMPOTEUHYPHUEH HEOOXOAMMOCTH B UMMYHOCYTIPECCUBHOM Teparuu HET.

VY 607BpHBIX ¢ 60J1€€ BBICOKMM PUCKOM MPOTrpecCUpOBaHUs (BbIpaKeHHAs TPOTEUHYPUS WIIH HEPPOTUUECKUN
cungpom, Al') HazHauaroT 'K o 1 Mr/kr/cyTt B Teuenue 2-3 mec, pu peluanuBax yCWINBAIOT TEPANIUIO C TOMOIIBIO
LIUTOCTATUKOB. BO3MOXXHO NMpUMEHEHNE TPEX- U YETHIPEXKOMIIOHEHTHOM CXEM.

OpHako BIUsHME aKTUBHOW HMMYHOCYIIPECCUBHOM T€panuy Ha OTAAJIEHHBINA IPOTHO3 (JJIMTENBHOCTh COXPAHEHHUS
NOYEYHBIX (PYHKIIMI) pu 3TON (hopMme moMepyaoHedpuTa OCTaETCs HESICHBIM.

MEMBPAHO-ITPOJIM®EPATUBHBIN (ME3AHI MOKANTUJLISIPHBIN) ITTOMEPYJIOHE®PUT

Hert yOenuTenbHBIX TaHHBIX O MPEUMYIIECTBE KaKOro-IT1M00 MaTOreHeTHYECKOro MEeToIa JICYSCHHUS ATON POPMBI
roMepyinoneppura. Heocnoprma BaXXHOCTb JIe4eHHs] (POHOBOTO 3a00JIEBAHMSL.

Heo6xonum xouTpons Al'; npennourenue ornaroT uHruoutopam AllD.

[Ipu HanuuMu HePPOTUUECKOrO CUHIPOMA U CHIKEHMS (PYHKIIMI MoYeK omnpapiaHa couetanHas tepanus ['K u
ukII0hochamMuIoM IepopaIbHO WIH B BUJE MYJIHCOB B TEUCHUE HE MEHEEe 6 MeC, MOXKHO C J1I00aBJICHHUEM
AHTUATPETaHTOB (IUMUPUAAMON) U AaHTUKOATYJIIHTOB (BapdapuH, PeHUHAUOH).



MEMBPAHO3HbBIA ITTIOMEPYJIOHE®PUT

OTHOCUTENBHO MTPUMEHEHUSI UMMYHOCYIIPECCUBHOM TEPANIMA MHEHNWE HEOJJHO3HAYHO. MHOTHE CUUTAIOT,
YTO UIMMYHOZEIPECCAHTHI CIEAYET MPUMEHATD JIUIb Y OOJBHBIX C BBICOKON IPOTEUHYPUEN W/UITH
MOYEYHON HETOCTATOUHOCTHIO BO M30€KaHNEe €€ MPOrpeCcCUPOBaHUs, HO €CTh U CTOPOHHUKHU PAaHHETO

HCMOJIb30BaHUS "'arpeCCUBHBIX' MOIXO0B.

[Tpu monotepanuu ['K 1o0outhcs pemuccun He yaaeTesl, JIyUYIIuX pe3yJbTaToB JOCTUTA0T IPU
couetanHOM npuMeHeHun ['K u nurocrarnkos, HanpuMmep, no cxeme [IoHTHYEHN ¢ eKEMECTUYHBIM

4CpCAOBAHUCM MCTHWIIIPCAHU30JIOHA U XJ'IOpaM6y1II/IJIa.

EcTh cBenneHus 00 ycrenrHoM NpuMeHEeHNH TP MEMOPaHO3HOM TIIOMEPYIOHE(DPHUTE MyJIbC-TepParTiu
nukiaopochaMuoM 1Mo 1 T BHyTPUBEHHO €KEMECSYHO.

Tem He MeHee U3-3a YaCThIX CIOHTAHHBIX PEMHCCUI HEOOXOAMMO B KaXJ0W KOHKPETHOW CUTyalluu

B3BCIIMUBATH I10JIb3Y U BPCI OT JICHCHUA HUTOCTATUKAMMU.

Ha ceropgnsiniauii 1eHb MPEACTABIISIETCA 1IEI€CO00PA3HBIM Y OOJIBHBIX MEMOPaHO3HBIM
rJIoMepyJIoHe(DpUTOM 0€3 HEPPOTHUIECKOTO CUHIPpOMA (C €r0 BO3MOXKHBIMHU OCJIOKHEHUSIMU) 1
HOpPMaJIbHOW (PYHKIHMEHN OYeK Ha3HaYaTh UHTUOUTOPHI AIID ¢ aHTUITPOTEMHYPUYECKON U
HE(PPONPOTEKTUBHOM LETBIO.



INMTOMEPYJIOHE®PUT C MUHUMAJIbBHBIMA USMEHEHUAMU

[momepynonedput ¢ MUHUMAIIbHBIMU H3MeHeHusMH Jiedat ['K. Y 90% nereit u 50%
B3POCIIBIX € 3TOM (hOpMOM IIIoMepyJIOHE(PpHUTa pa3BUBACTCS PEMHUCCHUS B TCUCHHUE 8 HEJl
Je4eHus npeaHn30J0HOM. [Ipe1HN300H y B3pOCabIX Ha3HAYatoT 1o 1-1,5 mr/kr B Teuenue 4
HEJ, 3aTeM - 110 | MI/Kr uepe3 JeHb enié B TeueHue 4 vea. [Ipu yBenmyeHuu JJIMTEILHOCTH
neuenus 1o 20-24 vex pemuccust Hactynaer y 90% B3pociibIX OOJIbHBIX.
NmMmmyHoaenpeccanTsl - ukiaodochamus mo 2-3 mr/kr/cyt wim xjopamoyuui o 0,1-0,2
MI/KT/CyT IPUMEHSIOT B TeX ciiyuasx, korna ['K B anexBarHo# 103¢ HEA()PEKTUBHBI, A
TaKXe, €CJIM MOCJe JJIUTEIbHOTO MPUMEHECHUS X HE YIAETCSI OTMEHUTH BBUY

BO3HHUKHOBCHUS PCUANBOB.

[Ipu 6e3yCnenHOCTH MONBITKY MPEIYNPEIUTh PELUIUBEI HEPPOTUIECKOTO CUHIPOMA C
MOMOIIBI0 AJIKWIUPYIOIINX areHTOB Ha3HAYaIo0T [UKJIOCIOPHUH IO 3-5 MI/KI/CyT (A€TsAM 1o 6
mr/m?). JledeHre JiMTENBHOE, 103y Ipenapara HAdMHAIOT CHIKATh He paHee 4eM depes 6-12
MeC TOCJIe TOCTHKEHUS] PEMUCCUN; MUHUMAJIBHO MOJJEPKUBAIOITYIO0 103y (00Bb4HO 2,5-3,0
MI/KT') OIPUHUMAIOT MHOTA Ja)ke B TeueHue 2 jeT. [Ipu npoBeaeHnn geueHus
IUKJIOCIIOPUHOM CJIEAYeT KOHTPOJUPOBATH €r0 KOHIICHTPAIIMIO B KpOBU. BO3HHMKHOBEHME
ocinoxkHeHui (Al, runepkanuemus, MOBBIIIEHUE YPOBHS KpeaTUHUHA B CHIBOPOTKE Ha 30%
OT UCXOJHOTO YPOBHSA U 00Jiee) TpeOyeT KOPPEKIIMHU J03bl UJIM OTMEHBI IIpernapara.
OtcytcTBre 3Q(PeKTa OT JICUSHHS TUKIOCTIOPUHOM IIPU JOCTATOYHON KOHILIEHTPALIMH €0 B
KPOBH OLICHUBAIOT uyepe3 3-4 Mec nmpruéma, Iociie 4ero npemnapar OTMEHSIOT.



®OKAJBbHO-CETMEHTAPHBIN INMIOMEPYJIOCKJIEPO3

NMMyHOCYTTpECCUBHOE JIeYEHHE HENOCTAaTOUHO Y (PEKTUBHO. YMEHBIIIEHUE BHIPAXKECHHOCTH
nporeunypuu ormedarot B 20-40% ciyyaeB npu 8-HenenbHoM JieueHuu 'K, adpexTtuBHOCTD
yBenuuuBaeTcs 10 70% npu anurenbHoCTH Tepanuu 16-24 Hen. bonbHBIM ¢ HEGPOTUUECKUM
CHUHJIPOMOM Ha3HAuYaroT MPEAHU30JI0H 10 1-1,2 MI/KT €XXeTHEBHO B TeueHUE 3-4 MecC, 3aTeM 4epe3 JICHb
emni€ 2 Mec, MOCJIE Yero 103y MOCTENEHHO CHUKAIOT BILJIOTH J0 MOJHONW OTMEHBI Mpernapara.

D¢ heKTUBHOCTD IUTOCTATUKOB (LIMKIIO(DOoCchaMul, ITUKIOCIOPUH) COCTABIISIET TPUOIUZUTEIIHHO
50-60%, nipu coueTaHHOM NMPUMEHEHUH ITUTOCTaTuKOB ¢ 'K yactoTra nocienyomnmx o00CTpeHun
ymenblInaetcd. [ukinodochamug MoXHO TPUMEHSTh NEPOPATBLHO 10 2-3 MI/KI/CYT WU B BUJE MYJIbC-
Tepanuu BHyTpuBeHHO 110 1000 Mmr/cyT 1 pa3 B mecsil. [Ipu pesuctentnoctu k 'K nmpeanourenue
OTJIAlOT IUKJIOCTIOPUHY (IEPOPATIBHO MO 3-5 MI/KI/CYT), pEMHUCCUU TOCTUTAIOT Y 25-50% OO0NbHBIX.

®UBPULIAPHO-UMMYHOTAKTOUHBIA ITTIOMEPYJIOHE®PUT

Jleuenue puOPMILIIPHO-UMMYHOTAKTOUTHOTO TIIOMEpyJIoHepuTa HE pa3padoTaHo. beIIu MomyYeHbl
naHHbIe 00 A((PEKTUBHOCTH TPaHCIJIAHTAIIUN TTOYEK.

®UBPOIIJIACTUYECKHUHA ITTOMEPYJIOHE®PUT

Huddysnas hopma pudpormacTHIecKoro rmomMepyIoHeppuTa - CKopee IPOTHBOTIOKAa3aHHUE, YeM
MOKa3aHWe K aKTHBHOM MMMYHOCYIIPECCHBHOM TEpany, TaK KaK pa3pelIeHus CKICPOTHIECCKUX
IIPOIIECCOB IIPH ATOM HE HACTYIIAET, a BO3ZHHUKAOIIME MTOO0YHBIC d(PGhEKTH mpenapaToB JOCTAaTOYHO
CEPBHE3HBI.



JIEYHEHUE XPOHUYECKOI'O INTOMEPYJIOHE®PUTA IO KIMHUYECKUM ®OPMAM

[IpoBonsT py HEBO3MOXKHOCTH BEITIOIHEHUs Ouonicuu nodek. [Ipu Bcex KIIMHNYEeCKUX (hopMax Mpexae BCero HeoO0X0uMO BO3/IeCTBOBATh HA
ITHOJIOTHUECKUH (pakTOp, eciiu ero yaaérest ycTaHoBUTh (MHGekus, onyxony, JIC). JJaxke npu noiay4eHUH JaHHBIX MOP(OIOTHIECKOTO
HCCJICAOBAHUA TKAaHU IMOYKU KIIMHUYCCKHUEC KPUTCPUHN OLICHKU TAXCCTHU U IIPOTHO3a I’HOMepy.HOHe(pr/ITa HUMCIOT BA)KHOC 3HAYCHUC JIA BI)I60pa
aJIeKBaTHOM Teparnuu.

XPOHUYECKHUW INIOMEPYJIOHE®PUT C U30JIMPOBAHHBIM MOYEBBIM CUHJIPOMOM

IIpu narentHO# dopme (6e3 Al 1 Hen3MeHEHHBIX (DYHKIMSIX TIOYEK) aKTUBHAS HMMYHOCYTIPECCUBHAS Tepanus He TI0Ka3aHa; MPOBOISAT PETyJIsIpHOE
HaOmoneHue ¢ koHTposeM AJl 1 ypoBHS KpeaTnHHHA B KpoBH. [Ipu mporennypun 6omee 1 r/cyt HazHauaroT HHTHOUTOPH! AlID.

I'EMATYPUYECKAS ®OPMA

OTMEYar0T HEeTOCTOSTHHBIN A (EKT MPETHU30I0HA U IIUTOCTATUKOB. bOJIEHBIM C H30JTMPOBAHHON TeMaTypHUeH MM TeMaTypreid, COUeTarOIIEeHCS ¢
HeOONBIION IPOTeNHYpHUEH, PEKOMEHIYIOT JUIMTENbHBIH préM HHTuONTOpoB AlID (maxe mpu HopmansHOM AJl) M numIMpHIaMoIIa.

I'MIIEPTOHUYECKASA ®OPMA

Hemnpemennoe mpaswuiio - koppekiust Al, B mepByto ouepens naruouropamu AlID. Heo6xonnmMo cTpeMuThest K CHIDKEHHIO YpoBHS A/l 10
120-125/80 MM pr.ct. IIpn ob6ocTpennsx (0coOEHHO MO TUILY OCTPOHE(PPUTHUECKOTO CHHAPOMA) MPUMEHSIOT IUTOCTATHKHI B COCTABE
TPEXKOMITIOHEHTHOH cxeMbl. [’ K MOXXHO Ha3HauaTh MHOTIA B BUJEC MOHOTepanuu B 1o3e 0,5 MI/Kr/cyT (B nepecuére Ha MPEeJHU30JI0H) BHYTPh UIIH B
TOM e J]03€ B COCTaBe KOMOMHHPOBAHHBIX CXEM.

HE®POTHUYECKAS ®OPMA XPOHUYECKOI'O INTOMEPYJIOHE®PUTA

HedpoTtudeckas popma XpoOHHUECKOTO IIIOMEpYyIOHe(hpUTa pacCMaTpPUBAETCs KaK ITOKa3aHHE K HA3HAYEHHIO IPETHU30I0HA (METUIIIIPEAHU30JI0HA)
MIEPOPaIHHO U B BUIE "MyIbC-TEPANTH", ITATOCTATUKOB, aHTHATPETAHTOB M aHTUKOATYISHTOB. [ [pUMEHSIOT TNypETHKN W aHTUTUIEPITUITHICMHYECKIE
Ipernaparsl.

XPOHUYECKHH IMTOMEPYJIOHE®PUT CMEIIAHHOI'O TUIIA

XPOHUYECKHI TTIOMEPYIOHE(PUT CMEIIAHHOTO THIIA JieYaT aKTUBHO C TIPUMEHEHHEM TPEX- WM YeTHIPEXKOMIIOHEHTHBIX cXeM. Mcrmomb3yroT
AHTUTUTIEPTEH3UBHBIC CPEACTBA, TNYPETHKH.



CAHATOPHO-KYPOPTHOE JIEYEHHUE
OcHOBHOM JieueOHBINH (PaKTOp - BO3ACUCTBUE CYXOTr0 U TEMIOTO KJIMMATa.

* [lokazanus: nmateHTHas Gpopma riioMepyaoHedpura, remarypudeckas popma 6e3 MakporeMarypuu, rurneproandeckas popma ¢ AJl He
Beie 180/105 mm pr.cT., HepoTHUeckast popMa B CTaTUH PEMHUCCHH.

* IIporuBomnokazanus: 060cTpeHue roMepyaoHe(pUTa, BEIpAXKEHHOE HapylIeHHe (PyHKIUN odek, Beicokast Al, Makporemarypus.
Hauaneasie nposeinenns XIIH nportuBonokasanueM i caHaTOPHO-KYypPOPTHOTO JIEUYEHUS HE CUUTAIOT.

JUCITAHCEPU3ALIUA

BonbHBIE ¢ XpPOHUYECKUM TIIOMEPYIOHES(HPUTOM JTOIDKHBI HAXOIUTKLCS IO IIOCTOSTHHBIM HaOIIocHHEeM TeparieBTa (Hedpoiora). [IpaBuna
JTUCTIAHCEPU3ANNY TIPH XPOHUYESCKOM IJIOMEPYJIOHEpHUTE Pa3pabOTaHbI ¢ yIETOM KIIMHUICCKON KiIacCH(DUKAIIIH.

+ JlarenTHas ¥ reMatypudeckasi popma. Hactora noceuieHuii - 2 pasa B roa. Habmogaemsle napamerpsl: Macca tena, AJl, masHoe 1Ho,
aHanu3 Mouu o Heunnopenko, o0Imuii aHaau3 U AJIEKTPOJIUTHI KPOBHU, IPOTEMHOTpaMMa, cojiepkaHue Oeka B CyTOYHON Moue,
KOHIICHTpAaIlUs KpeaTHHNHA B CBIBOPOTKE KPOBHU, MOUEBUHBI, Tpoda Pebepra-Tapeesa. Exxeronno Y3U nouek. [Ipu remarypun nanuenTa
HaMpaBJISAIOT Ha KOHCYJIBTALMIO K YPOJIOTY.

* I'unepronuyeckasi popma - T€ K& METOIbI UCCIIEAOBAHMSI, OTHAKO HAOIOJICHUE HE0OX0IMMO OCYIeCTBIATh 1 pa3 B 1-3 mec.

* Hedpornueckas u cmemannas gpopma. O0bEM HCCIIeTOBaHUN TOT XKe, acToTa HabmoneHus - 1 pas B 1-2 mec. Ocoboe BHUMaHME

HYXXHO YACJIATH BBIPA)KCHHOCTHU OTEYHOTO CHUHAPOMA U SJICKTPOJIUTHOMY COCTAaBY KPOBHU B CBA3H C IPUMCHCHUCM OINYPCTUKOB.

Oo6ocTpenue m000i GOPMbI XPOHHYECKOTO ITIOMEPYIOHE(PpUTA CUMTAIOT MOKAa3aHUEM K TOoCIUTamu3auu. [Ipu BpeMeHHOH
HEeTpyaocmnocobHocTu (Oomnee 2 Mec) 6e3 00paTHOTrO pa3BUTHSI CUMIITOMOB 3a00JI€BaHMsI HEOOXOIMMO PEIIaTh BOMPOC 00 HHBATUIHOCTH.




ITPOT'HO3

Me3anruonposudeparuBHblid ioMepynonedput. HebnaronpusTHoe NporHocTUUECKOE 3HAYCHUE
UMEET MPOTEUHYPHUsi, JOCTUTAIOIIIAsl TOpora HehpoTUUECKOro cuHapoma. IgA-Hedponarust UMeeT B
OOJIBIIMHCTBE Cly4yaeB 1o0pokadecTBeHHOE TeueHue, Ho 20-40% OOJMbHBIX JOCTUTAIOT TEPMUHAIBHOMN
craguu XITH. Hebnmaronpusitpie nporaoctuueckue ¢paxktopsl [gA-Hedponaruu: moxxuiaon Bo3pacr,
MY>KCKOM T0JI, MPOTEUHYPHS BhIlIe HePppoTuueckoro nopora (3,5 r/cyT), HapylieHue PyHKIUM moYeK B
nebrote 3a00seBanusi, OOHaAPyKEHUE MPU OMONICUHU FKCTPAKAMWIIIAPHBIX "TIONYIYHUN" WK THAIMHO3a
KJIyOOUKOB, UHTEPCTUIIHAIBHOTO (hrdpo3a.

MemoOpaHno3Hnblii riomepynonedput. Hedporuueckuii cMHAPOM Mpu MEMOPAHO3HOM TIIOMEpYyIoHEehpUTE
crioHTaHHO ucue3aeT y 40% OonbHBIX, peruauBupyet y 40% u mpoTeKkaeT HEMPEPHIBHO C MEJICHHBIM
pazButueM XIIH y 20% GonbHbIX. HeOnmaronpusTHeie mporHocTudeckue GakTophl: My>KCKOH 1O,
MOXKWJION BO3pacT, ctorkasi Al Tsokénas NpOTEUHYPHUs U TUIEPIUIUAEMHUS, YXYAIIEHUE MOYEUHBIX
GbyHKIINM, TO3/IHEE paclio3HaBaHWE MapaHeoIIacCTUYECKOTo TeHe3a romepynonedpura. Cpenu
OCJIOKHEHUW BO3MOXKHBI TPOMO03 MoueyHbIX BeH 1 TOJIA.

MemoOpaHno-nposingepaTuBHbII (Me3aHTMOKANMJISIPHBIN) TIMEPYJIOHEPUT B 1IEJIOM UMEET
HeOMaronpuATHBIN IPOTHO3, TaK KaK MPH 3ToM opMe nmaToreHeTudeckas tepanus maaodddexruBraa. K
(akTOpaM BBICOKOTO pUCKa MPOrPECCUPOBAHUS OTHOCST MOUYEUHYIO HEJOCTATOYHOCTh K MOMEHTY
yCTaHOBJIEHUS quarHo3a, Bozpact ooiee 50 net, Al, oOHapyKeHHEe SKCTPaKaIMIUIAPHBIX KJIECTOYHBIX
"momynyHui" B KIIyOOUKax MOYeK.



IomepysioHeppUT ¢ MUHMMAJIbHBIMHM U3MEHEHUSIMM TTPOTHOCTUYECKHU OI[CHUBAIOT
onaronpusatHo. CioHTaHHbIe peMuccuu HaomonaT y 30-40% aeteit, HO BO B3pOCJIOM BO3pacTe OHU
ropasio 0oyiee peiKHu.

DoKaJIbLHO-CerMEHTAPHBIN IVIOMePYJI0CcKJIepo3. K HeOmaronpusaTHBIM NPOrHOCTUYECKUM
dakTopam, yKa3bIBalOIUM Ha BO3MOXKHOCTh OBICTPOTO IIPOTrpeccCupoBaHusi, OTHOCAT Al B coueTaHumn
C IEPCUCTUPYIOIIUM PE3UCTCHTHBIM K JICUEHUIO HEPPOTUUECKUM CUHIPOMOM U TPOMOOTHYECKUMU
OCJIO)KHEHUSIMH.

OuoOpMILISIPHO-UMMYHOTAKTOMAHBIN TIIOMEpYIOHESPPUT IPOTPECCUPYET 10 TEPMUHAIBHOMN CTaIUH
XIIH 3a 1-10 ner.

duodponacTuueckni rII0MepyIOHEPUT - CTYIIEHb K BTOPUYHO CMOpIIieHHOM mmouke u XI1H;
oOpaTHOro pa3BUTHs HUOPOIIIIACTUYECKUX U3MEHEHNUM HE TIPOUCXOJIUT.

Bepemennble ¢ roMepyIoHePUTOM COCTABIISIOT TPYIITY PUCKa OCIOKHEHUHN B X0/1e OEpEMEHHOCTH
U POJIOB.




CITACUBO 3A BHUMAHHE!



""’lTBDEHXMMbI B HUXKHEM
MOJTIOCE MOYKU
PACHOJIOXKEHa KUCTa




Hopmaabubiii KayOouek Inomepynonedpur ¢ MuHn-

OTPOCTKH 3NUTENM- MaJbHbBIMH H3MCHCHHSIMH
dNbHbIX KNETOK

BazankbHan CnuanHwe

MembpaHa OTPOCTKOB
7= SHAOTENMA N BazanbHas
b, MemBpaHa

bes uameHe-

KOMMNNeKCbl He
onpefenAwTCA



Tubulus contortus distalis

JIHCTANLHAR SICTL KaHanL LA
HedRoHa

Macula densa
MnoTroe NaTHY
Arteriola glomerularis
afferens

Cellulae juxtaglomernlares

FOKCTAmOMEDYIARHEE KNETKW

Arteriola glomerulans efferens

NpHHOCALAS ¥NYDOYKOBEA
ApTepHan:

Cellulag juxtavesiculares

BuHOCAWAN KyBoYKOBas apTapuena

Rete capillare glomerulare

HOXETABACKYNAPHEE KNATKA

Mesangioeytus

Kanunnsaipuasa cer, knytiosa

Endotheliocytus

MeaaHrAaNBHLE KNETEW

Rete capillare glomenlare

Ranuanag+an carb snybonka

Lumen capsulae

TIPOCEAT KENOyNE KO0

InaorennolmnT

Podocytus
Nopoyur

Membrana basalis

BazansHas Memtpana

Paries extemus capsulae

HapyHan CTEHKA KNGy iyHoIKa



