VIccnenoBaHme
QYHKLMW NoYek

eJIKU, hpoxooAwue yepes Kiyboukosylo 6a3anbHylo MeMOpaHy noyek, nodsepearomcs uabmpayuu, obsem

KomopoUi 06pamHo nponopyuoHasieH MoseKynapHOMYy 8ecy (0na anbbymuHa ~0,6%, 018 Muo2nobuHa ~75%).

Tem He MeHee, MOJIbKO MUHUMAJIbHble Koaludecmaa 6es1ko8 0emeKmupylomca 8 Moye, Nomomy 4mo 6os1ewas

ux yacme peabcopbupyemcs 8 kaHanbyax. [logvieHHas kybo4kosas npoHUYydemMocms u 6onbwas my6ynsp-
Has nomeps niaasmMeHHbIx 6es1K08 Mo2ym 6bime OugdepeHyUPOB8aHbI NpU U3MepeHUU KOUYecmaad u chnekmpa 31UuMuHU-
DOBAHHbIX 6E/IKO8 PA3HO20 MOJIEKY/IAPHO20 8eca 8 MoYe. [TopaxxeHue K/1y60uKo8 dudzHOCMupyemcs 8 mom ciy4de, eciu
8 Moye npeobsiadarom anbbymuHsl (M.M. 66 k[la) u 6os1ee 8bicokomonekynapHele 6esku. KaHansyessiti mun HapyweHud
Xapakmepusyemcs Haauyuem 8 Mo4e HUKOMOJIeKY/IAPpHbIX 6eIKo8 — MUKpoz2106yuHos (32-, al- u pemuHos-c8a3618a-
towul 6enok; Mm.m. <40 k/a), komopele unempyromca Knybo4ykamu U Npakmuyecku NOIHOCMbio peabcopbupyromcs
U Kamabonusupylomca 8 NPOKCUMAsIbHbIX KaHanbyax. CMewaHHoe nopaxeHue (Kiy604YKkos U KaHaabyes) 8biaeasemcs
8 CJIy4de NpUCYmMCcmaus 8 MoYe U 8bICOKO- U HU3KOMOJIEKY IAPHbIX 6esKos.

OnpepfeneHne KOHLUEHTpaUMM 1 crnekTpa 6enkos B AanyMVIH B MoYye
MOYe UCMosb3yeTca B AMarHoOCTUKe Hedponatuii, and-
depeHUManbHON ANarHOCTUKe roMepynonatuii, 6akre-
puanbHbiX 1 abakTepuranbHbIX TyOGynonHTepcTULMab-
HbIX HedpurToB. CTPYKTypa BblAeNiAeMblX C MOUOI 6eKoB
faet nHopmaLmio:

* 0 MOBbILEHHON 3UMMHaL MK 6enkoB

* 0 anddepeHUMaLUN NPOTEUHYPUN MO KONMYECTBY
6enka B Moue

* 0O npefBapuTeNbHON AMArHOCTMKE HapyLleHW Mo-

YyeyHow GyHKLMM
° O TWMeE NPOTEVHYPUK: KITyOOUKOBOW SN KaHabLEeBOM

AnbOYMUH COEPXKUTCA B MOYE B MasiblX KOHLIEHTpPa-
umax. B cnyyae oueHb akTUBHOrO npotecca Gpunbtpauymn
cekpeums anbbymMMHa MOXeT BO3pacTaTb Yy 3[0POBbIX
NUL, HanpuMep, NPV NOBbILEHHbIX GU3NYECKMX Harpy3-
Kax. TOT CMMMTOM Ha3blBAaeTCA MUKPOanbbyMUHypuren.
OnpepfenerHne MMKpoanbbyMuHa — BaXHbI AMArHOCTM-
YeCKMUi MHCTPYMEHT npu Anabetnyecknx HedponaTuax:
3HayeHuA B Moue >25 MKI/MA CBUAETENbCTBYIOT O Hapy-
LUeHHON GYHKLMN NOoYeK.

Anbda-1-mukporno6ynux (a1-mr)

Ta6nuua. HeKOTOpre AVArHoOCTNYeCKN 3HaYMMble 6enku, B Moue n CblBOpOTKelnna3MG
BblABNiAeMble B MOoYye

al-ml B Buae moHomepa (31 kla) n nonumepa

BEnoK M.m. (kAa) (90 k[la), KOBaneHTHO CBA3aHHbIN C anbda-Lie-
IgG 150 nAMn MoHomepHoro IgA. CuHTe3mpyeTca B ne-
anbByMuH 66 yeHu, MeTabonu3npyeTca B NoUKax, y 30poBbIX NnL, 06-
P p— 7 HapyXVBaeTCA B MOYe TONbKO B MasibiX KOHLIEHTpaLMsAX.
(6en10k BeHc-llxoHca) Ecnu rnomepynapHas GpunbTpauma CHUXeHa, HabnoaaeT-
anbda-1-MIKpornoGynH 33 ca pocTt al-ml B cbiBopoTKe. Mpy HapyLleHny COOTHOLLe-
PETUHON CBA3bIBAIOLMI GENOK 21 HVA KonmnyecTtBa anbbymurHa/lgG/al-ml n obuiero 6enka
6eTa-2-MIKPOrNOGYMH 12 MOUV MpeAnosiaraloT MpepeHanbHyl0 MNPOTEUHYPUIO.
MNokasaHuA:
WWW.BIOCHEMMACK RU
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¢ PaHHAA AMArHOCTVKA BOCMANUTESNIbHbIX MOYEYHbIX 3a-
6oneBaHui

e OcTpas noyeyHas HeJOCTaTOYHOCTb

* PeHanbHas unn NocTpeHanbHas NPOTeNHyprs

Anbda-2-makpornobynus (a2-Mr)
B MouYe 1 cbiBOpoTKe/nnasme

02-MT - ouH M3 KpynHelLwmx 6enkoB nnasmbl

C M.m. 650-900 k[la B 3aBMCMMOCTM OT CTeMneHun

MMUKO3UNMPOBaHUA.  fBNAeTCA  MHIMOUTOPOM
BCEX M3BECTHbIX KNAacCcoB SHAOMNENTUAA3 (CEPUH-, LIUCTENH-,
acrnapTtaTMeTansionpoTenHas); B 3TOM KayecTBe Kak 6enok
OCTpoi1 da3bl 3alymLLaeT SHAOTENNIA OT AeNACTBUA NpoTeas,
MOXET CBA3bIBaTb HUKENb (ero Apyroe Ha3BaHue HUKeno-
nnasmviH). Mo KoHUeHTpauuy 6enkoB B MOYe OLIEHVBAOT
npoTenHyputo. B ciiyyae MUKpoanbbyMnHypum (CenekTms-
HOW MPOTENHYPUM) MOTYT ObiTb BbIsIBNIEHbI MOBbILIEHHBIE
3HauyeHua (>150 mr 6enka/24 u) anbbymrHa U TpaHchep-
priHa (6enkn-mMapKepbl MOYeYHbIX KaHanbLes). Mpun Taxe-
JbIX MOYeYHbIX 3a60NIeBaHMAX C MOPAKeHEM 6a3anbHbIX
MeMb6paH Kiyb6oUKOB (XPOHUYECKMA rromepynoHedpuT,
TyOynonatu, HedpoTUUECKNIA CUHAPOM) YpOBeHb 6erka B
Moue 6yaeT >3 /24 u, 1 6ypyT 0OHapyK1BaTbCA BbICOKOMO-
nekynapHble 6enku, nogobHble B-nunonpotenHam 1 a2-Mr
(HecenekTUBHasA NpoTenHypuA). bbino NokasaHo, uTo onpe-
JeneHvie aByx ocTpodazosbix (6enkos C-peakTmBHOro 6en-
Ka 1 a2-Ml) B MoUe oTpaxaeT ocTpyo ANCOYHKLMIO TPaHC-
MNJaHTMPOBAaHHHON MOYKN 1 ee oTTopxeHVe. MoKa3aHua:
* Mapkep rnomepynoHedponatum
* KoHTponb AMCOYHKLMM U OTTOPXKEHWA MepecaeH-

How noyku (BmecTte ¢ CPB)

KonnareH IV Tuna B moue

B noukax konnareH IV dopmurpyeT 60nbLuyto YacTb r10-
MepynapHoi 6asanbHol MembpaHbl. KonnareH IV agnsetca
HOBbIM, YyBCTBUTENIbHBIM MapKepPoM noyeyHoro ¢pnbposa
1 NMOBPEXAEHUA NOYeYHbIX KIybouKoB. YpoBeHb 6enka B
Moue yBe/nUYeH Npu peHanbHbIX GUOPO3ax U XPOHNUECKON
noyeyHom HepgocTtatouHocTn. OnpepeneHne KonnareHa IV
MIMeeT 3HauyeHue y NaLMeHTOB Ha paHHen cTagun Hedpona-
TWW, KOrfa elle He BblpaXXeHa MUKPOoanbOyMuHypus. Ypo-
BEHb KOJIIareHa KoppenupyeT co ctaaueit 6onesHu.

Bbera-2-mukporno6ynuH (f2-mr) B Moue

32-ml imeeT MM. 12 K[la 11 OTHOCUTCA K YacTy NIerkom
uenn membpaHocBasaHHbiX HLA-aHTUreHoB. Hanuuue
(32-ml' B MOue CBUAETENbCTBYET O HAPYLLUEHWN MOYEYHON
ounbTpauun. B2-mI crHTe3upyetca B nMdaTUYeCKon
cucteme. MHOXeCTBEHHbIE MUEeNOMbl, 60M1e3Hb XOMXKKIHA,
XPOHUYECKMIN NUMNENKO3 1 Apyrve 310KayeCcTBEHHbIe
HEXOIPKKMHCKE NMMGOMbI MOBbLILLAIOT KOHLEHTpauuo

32-mI' B kKpoBu. [ipyrue 3aboneBaHnsA C akTMBaLUMe Kne-

TOYHOIO MMMYHWUTETa TaKXKe Bbl3blBatoT MOBbILLEeHMEe 32-MI0

B CbIBOPOTKe. B noukax B2-mI dpunbtpyetca Knyboukamu

n peabcopbupyeTcsa B KaHanbuax. B moue ¢ kucnbim pH

MoneKynbl 6enka HeycTonumsbl. M3mepenne (2-mI op-

HOBPEMEHHO B CbIBOPOTKE M MOYe MO3BOSAET NPOBECTU

anddepeHumaumio mexay aktnsauven numdaTmyeckon

CUCTEeMbI U HapyLueHreM GyHKUMM noyek. MokasaHus:

* 3aboneBaHVA IMMYHHOW CUCTEMbI

* lI3meHeHVs rnomepynsapHon 1 TybynspHon éunbtpa-
umn

e [louyeyHble TyOynApHbIe HapyLleHNs, CBA3aHHbIe C TA-
xKenbiMy meTannamu (KagMmum, pTyTb)

e OTTOp)KEHME NepecakeHHON NOYKU

a-rnyTaTnoH S-TtpaHcpepasa (a-GST)
B MoYe

aGST nokanusyeTca B MPOKCUMAbHbIX KaHanbLax
HedpoHa, Toraa Kak mGST copepKUTCA B OCHOBHOM B ANC-
TanbHbIX KaHanbuax. aGST, sKcKpeTnpyeTca B MOYy 340-
POBbIX Ntofel 1 NOBbILIAETCA NPV NOBPEXAEHUN NPOKCY-
MasbHbIX KaHanbLeB Npy HeGPOTOKCUYHOCTY, CBA3AHHOM
C BHeWHUMK GakTopamy, uemmuyeckon penepdysueit,
OmabeTom, OCTPOI MOYEUYHOW HEAOCTAaTOUHOCTbIO, TPAHC-
nnaHTaumen Noykn. YposeHb GSTs B MOuye — OUeHb YyBC-
TBUTENbHbIA MHAMKATOP TEKYLLEero NoBpexaeHUa MoyKm
1 MOXKeT BbIABNATbL NAaTONOTMI0 NOYeK TOrAa, Koraa apyrve
MapKepbl, HaNnpYMep, KPeaTUHNH B CbIBOPOTKE U a3oT
MOYEBUHbI KPOBW, OCTAIOTCA HEN3MEHHbIMMU.

T-rnyTaTVoH S-TpaHcdepasa (m-GST)
B MoYe

B noukax mGST HaxoguTca B AMCTaNbHbIX KaHanbLax
N B HOpMe 3KCKpeTMpyeTca B Mouy. [oBbILEHHbIE YPOB-
HY TIGST B Moue ABNAKTCA MHAMKATOPaMy NOBPEXAEeHNA
OMCTanbHbIX KaHanbLEB MPU OTTOPXKEHWW TPaHCMnaHTaTa
NMOYKYM, HEGPOTOKCUYHOCTM, MHPEKUMK, Arabete 1 Xpo-
HMYeCKrX 3aboneBaHMAX Mouyek. Takum ob6pa3om, ofHO-
BpeMeHHoe onpegeneHne KoHueHTpauun m-GST n a-GST
no3BosnAeT NpPoBoAnTb AnddepeHLManbHyI0 ANarHOCTUKY
HapYLUEHWU NPOKCMMaNbHOMO 1 AUCTaNIbHOO KaHabLEB.

Uuncratun C (L4cC)

LncratvHbl - MNopcemMeincTtBO UHrMOMTOPOB
LMCTENHOBBIX MPOTeas, TakMX Kak KaTenCUHbI
B, H, K, L n S mnekonutatowmx, a Takx,e HeKo-
TOPbIX CTPYKTYPHO NOAOGHbIX GepMeHTOB pacTeHUit: Na-
naviHa 1 akTHuarHa. Y yenoseka LicC npopyuupyetca Ha
MOCTOAHHOM YPOBHE BCEMU AAPOCOAEPKaLLUMU KNeTKamm
1 MPUCYTCTBYET B GONbLUMX KONMYECTBaX BO BCex buosnoru-
YeCKMX MKUAKOCTAX. ITO HErNMMKO3MIMPOBAHHbIA MPOTENH

[pynna komnaxum «brnoXumMak»



¢ mM. 13 k[la. OyHKUMio BbiBefeHNA Genka 13 opraHvM3ma
ocyLecTBnAlT noyvku. ucbanaHc mexxay LicC v umicrenHo-
BbIMW MPOTENHA3aMM acCoOLMMPOBaH C BOCMANUTENbHbIMM
3aboneBaHNAMY, MOYEYHOIN HEAOCTATOYHOCTBIO, 3/T0KaYec-
TBEHHbIMU 3aboneBaHuAMY, 6onesHbio AnbLrelimepa, pac-
CeAHHbIM CKNIepo30M 1 HacneacTeeHHow LicC-ammnoungHon
aHrvionatueii. MoBbILLEeHHbI YPOBEHb OGefka BbIABIAETCA Y
MaLMeHTOB C ayTOUMMYHHbIMY 3a60M1eBaHUAMM, NP KOJO-
peKTanbHOM paKke 1 MeTacTa3ax B KULIEeYHVKe, Npy BOCMna-
NUTENbHBIX 3a60/1EBaHNUAX 1 Y MALMEHTOB Ha Avanm3e. KoH-
ueHTpaums LicC B cbIBOpOTKe KpoBy 06paTHO Koppenupyet
CO CKOpOCTbio Knyboukosol dunbtpauun (GFR), n moxet
6bITb NyuLLE, YeM KpeaTVHVH, AnA ee oLeHKu, nostomy LicC
6bin NpefSIoXEH Kak HOBbIN, OYeHb YyBCTBUTENbHbIN Map-
kep n3meHeHua GFR. LicC ABnaetca mapkepom ¢GyHKUMN
KITybBOUKOB B CJlyyae OTCYTCTBMA YBENMUYEHVA KPEaTUHUHA,
HanprmMep, NP OLeHKe HePPOTOKCMYHOCTY aHTVOVOTVIKOB
y HOBOPOXeHHbIX. [oBblweHne yposHsa LicC nocne nHoap-
KTa SIBNIAETCA HEGNAronpuATHBIM NMPU3HAKOM, CBUAETENbC-
TBYIOLLMM O HapyLUeHUN GUNBTPALNOHHOW GYHKLUM MOYEK.
Kpome Toro, yposeHb LicC KoppenvpyeT c cogepaHmem
Tpurnuuepuaos, xonectepuHa JIHM, nHgekcom maccbl Tena
(MMT) n Bo3pactom. C Apyron CTOPOHbI, HN3KNIA YPOBEHD
LicC cny>kuT OgHOM U3 NPUYMH CHUXEHUA 3M1aCTUYHOCTU
Mem6paH, 1, BNOCNeACTBUM, Pa3BUTUA aTepocKieposa U
aHeBpY3Mbl GPIOLLIHON aopPTbl. TaKUM 06pa30oM, HU3KaA KOH-
LieHTpaLmA 3TOro Mapkepa ABAAeTCA GaKTOPOM prCKa pas-
BUTUA BTOPUYHBIX CEPAEUYHO-COCYANCTBIX MATONOMUNA.

MpoyporyaHunuH

MpoyporyanunuH (~9,7 k[a) npeacrtaBnaet

cobol bronornyeckn HeakTMBHyto bopmy ye-

NOBEYECKOrO  TyaHWIVHa, LMPKYINPYIOLLYyo
B KpoBW. [poyporyaHunuH ¢unbTpyetca MnoyeyHbIMU
Kny6ouKaMu 1 B MPOKCUMMAbHbIX MOYEYHbIX KaHanbLax
KOHBEPTUPYETCA B aKTUBHbIN YPOryaHWnuH TyOynapHbl-
MW 3HAOMPOTea3aMu, MO3TOMY OH He OOHapyXuBaeTcA
B Moye. [IpoyporyaHuiviH perynupyeT cekpeLuto Bofbl,
HaTpuA 1 Kanua yepes pocT UIM® B KuweyHrKe, Noy-
Kax, 12-nepcTHON KuliKe n mnokapgae. lNosblweHne KoH-
LeHTpauuy nNpoyporyaHuanHa B niasme Koppenupyet
CO CHMXeHVeM GYHKLMOHUPYIOLLEen NOYeUYHON Macchbl U1
CKOPOCTbI0 NOYeYHON GpunbTpaummn npu HeGpoTUYECKOM
cuHapome. HepaBHO o6HapyeHO, 4To onpefeneHve
NpoyporyaHuvHa MoXeT MMeTb 3HaueHve B AnarHocTu-
Ke KONopeKTanbHOro paka v 3abonesaHuin cepaua.

MporyaHunvH

MporyaHnnuH — nporopmoH (116 AK octaTkoB)
rOpMOHa ryaHUnMHa. YyacTByeT B perynaumv
TPaHCMopTa »KUAKOCTU U SNEKTPONUTOB B Ku-
weyHvKe. Ero noBblleHHOe cofiepXKaHne UHrMbupyet ab-

WWW.BIOCHEMMACK.RU
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cop6umto Na 1 CTUMyMpYeT CeKpeLmio XNIOPUAOB B KULLIEY-
HuKe. HapylueHne noHHoro 6anaHca NpUBOAMT K Auapee
1 pgervppatauun. MporyaHWnuH ABRAETCA TakkKe BaXKHbIM
MapKepOM MOYeUHOW He[OCTaTOYHOCTU: YPOBEHDb €ro Mo-
BbILLIEH B Mf1a3me MaLyeHTOB C XpoHuueckomn Gopmoii 3a60-
NeBaHVA Ha reMOANanK3e, y NaLMEHTOB C cMHAPOMOM KoHa
W, ClIeAoBaTeNIbHO, MOXET UCMO/b30BaTbCs Kak MapKep B
AVArHOCTUKE U Tepanuin CepAeyHON HeJOCTaTOUHOCTU.

AHTUHenTpodMNbHbIe yTONNIa3MaTnyeckKme
aHTutena (ANCA)°®

Hannune ANCA xapaktepHo gna rpynnbl ANCA-ac-
counmMpoBaHHbIX BackynuTtoB (AAB), KoTopasa BKouyaeT
rpaHynemato3 BereHepa (I'B), MKpockonuyeckuii nonu-
aHrumT (MA), cngpom Yapax-Crpocca (CHC), y3enkosbiii
neprviapTepumnT N NeKapCTBEHHble BaCcKynunTbl. AAB KnnHm-
YecKu xapaktepusytotca rpaHynematosHbim (B, CHC) nnn
HerpaHynemaTo3HbiM (MA) BocnaneHnem 1 HeKpoTU3mpy-
IOLMM MasloOMMMYHHbIM BaCKyJIUTOM C TUMWYHbIM Mopa-
XKEHMeM MeNKKX 1 cpefiHnX cocynoB. Hanbonee yrpoxa-
IOWMMN MPOABNEHNAMUN MOPAXKEHUA COCYAOB ABNATCA
BOBJIeYEHME NnoyeK 1 nerkux. MauneHTtol ¢ nopaxeHnem
noyek MMEIOT XYAWWMA MpPOrHos. bbicTponporpeccupy-
IOWNIA rnoMmepynoHedpUT B COYETaHMMN C JIEFOYHBIM Ka-
NUNIAPUTOM NPUBOAMUT K PAa3BUTUIO JIEFOYHO-MOYEYHOro
CUHAPOMA, KOTOPbIN KIMHUYECKM MOXKET ObITb HEOTINYMM
OT TaKoOBOrO Npu Apyrnx 3abonesaHuAX. TOT CUHAPOM
TpebyeT ObICTPOI MOCTAHOBKM ANarHo3a U HemeaJIEHHOTo
nposeAeHna MMMYHOCYNPeCCBHOWN Tepanuun.

Uutonnasmatnueckne ANCA (c-ANCA) npeunmyLiec-
TBEHHO CBA3aHbl ¢ B, xota okono 10% naumeHToB C 3TUM
3a00neBaHMeM MO3UTMBHBI MO nNepurHyKneapHbiM ANCA
(p-ANCA). YysctButenbHocTb c-ANCA npu gnarHoctrke B
cocTaBnset 60%, a cneyndryHocTb — 95%. OnpegenexHve
c-ANCA pmarHocTyeckn Havbonee 3HauMMO B CJyyas,
Korga B He noaTBep»kAeH, HO npegnonaraetca. [ipyrve c-
ANCA-no3uTrBHble 3ab0neBaHuA, He OTHOCALLMECA K BaCKY-
NUTam, BKNtoYaloT TybepKynes, numbomy XompkkmHa, CMiAL,
MOHOK/I0HabHble rammanaTum, IgA-Mnenomy 1 nHayumpo-
BaHHbIIA lekapcTBamMy BereHepa-nopo6HbIi crHagpom. [ns
MA, cucTtemMHOro BacKynuta Meskux COCyAoB, acCoLMUPO-
BaHHOrO C CEPMNOBUAHbIM HEKPOTU3UPYHIOLLMM FIOMEPYSIO-
HedpuToMm, XapakTepHo npeobnagaHue p-ANCA (go 60%),
xoTa n ecTb c-ANCA* naumeHTbl. B Lenom 4yBCTBUTENIbHOCTb
onpegenenna ANCA npu B u MA pocturaet 72%.°°

AHTUTeNna K nporenHase 3 (aHTn-PR3)
n muenonepokcupase (aHtu-MPO)

OTO HajeXHble Ceposiornyeckme MapKkepbl BacKyu-
ToB. ANCA* naumeHTbl pa3nunyaloTca no cnekTpy 3abone-
BaHWiA: y aHTU-PR3* nauneHToB 06blYHO OTMeYatoT B 1
MA 1 aKcTpapeHanbHyto maHudectaumio, a y aHtn-MPO*

e ANCA: aHTUTENa
K Mueno-
nepokcupase,
KatencuHy G, BPI,
nakrodeppuHy,
nusouumy

®e CM. TaKXe:
Bce ayToaHTUTENa
B pasgene
«AYTOVMMYHHblEe
3ab0neBaHnA»,
ctp. 302
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® CM. TaKXe:
pasgen
«MeTabonuyeckuii
CUHAPOM,

cTp. 26

®e CM. TaKXKe:
pasgen
«OHKOMapKepbl»,
cTp. 208
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nauneHToB 06bIYHO AnarHo3bl 6onee pa3HoobpasHbI, HO
3aboneBaHMe YacTo OrpaHNYeHO NopaKeHNeM Nnoyex.

AHTU-PR3. MpoTenHasa 3 6bina Bnepsbie onu-

CaHa Kak OCHOBHOW aHTureH npwu B. Habop

Aana onpepfenexHna aHTu-PR3 nmeeT BbiCOKytO
YyBCTBUTENBHOCTb (96% NpoTrB 92% B MMMyHOdRyopec-
LeHTHOM TecTe) 1 cneundryHocTb (99%) ana guarHocTu-
Ku B 3a cueT ncnonb3oBaHWA B KayecTBe aHTUreHa nNpo-
TenHa3sbl-3 B HaTUBHOW dpopme.

AHTU-MPO — MapKep TaKoro TAXKenoro 3abonesaHus,
Kak 6bicTpo nporpeccupytowmii CHI. Kpome Toro, oHu
BcTpeyatotca y 70-90% nauneHToB C Cepbe3HbIM MOB-
pexaeHnem nouek. CneynounyHocTb aHTM-MPO npu MA
paBHa 80%. lpaHynemato3 HaxoaAaT y 40% aHTn-PR3+ na-
LIMEHTOB 1 TONbKO Y 4% aHTU-MPO+ nauneHToB.

AHTUTEna K 6a3anbHoOll MembGpaHe
Kny6oukos (aHTM-GMB)

AHT-GMB BbI3bIBAIOT MPOrpeccUpyoLnii - raome-
pynoHedpuT (cnHgpom yanacyepa). Tutpbl AHTU-GMB
KOPPEeNMpyIoT C aKTUBHOCTbIO NpoLiecca.

AHTuTena Kk C1 (-KOMMNOHEHTY KOMIJIeMeHTa

C1q - BakHeWLWwana monekyna nepsoro sTana

KMaccMyeckoro nyTu akTMBaLWW KOMMeMeH-

Ta. MobynapHaa yactb C1q cBA3bIBaeTCA ¢ Fc-
¢dparmeHTom IgM unnu 1gG, 3anyckaa akTvBaLuWio Apyrnx
cybkomnoHeHtoB C1 (C1r n Cls). AHTn-C1q aHTUTena
accoLMNPOBaHbI C TAXKENENWNMN a8y TOUMMYHHbBIMU U MO-
YyeyHbIMY 3a6oneBaHuAMU. MpucyTcTBya B 100% cnyyaes
npy rMMNOKOMIIEMEHTEMNYECKOM YPTUKAPHOM BacKy-
nUTHOM cuHapome, aHTn-Clq ABNAIOTCA AnarHocTnyec-
KUM MapKepom 3Toro 3aboneBaHua. VX Takxe HaxopAaT
npwu CKB ¢ ntonyc-Hebputom (go 80%), cuHgpome denty,
peBMaToONAHbIX BaCKyMUTax UaM HOJO3HOM NonvapTepu-
ute. dpdeKkTnBHO onpepenerune aHTH-C1q ANA KOHTponA
Tepanuu 1 NPOrHo3a akTUBHOCTU Nlonyc-HedpuTa.

QetynH-A

Huskun ypoBeHb ¢eTynHa-A KoppenvpyeT ¢

MOBbILIEHHOW CMEPTHOCTbIO OT CepAeUYHO-CO-

CyanCTbIX 3aboneBaHnii NPy XPOHUYECKON Mo-
YeYHOW HeJOCTaTOYHOCTU, PaKe NeyYeHn 1y NauneHToB C
LMPPO30M MeYeHn, HaxodALMXCA Ha Ananm3e B TeueHne
[IONroro BpemeHu.®

Jlerkue yenun ummyHorno6ynuHos (L-1g)

MIMmyHorno6ynuHbi (Ig) COCToAT 13 ABYX MAEHTNY-
HbIX TsPKenbix Lenel (H-1g), koTopble onpepenstoT
knacc Ilg (G, A, M, D v E) n gBYX NAEHTUYHBIX ner-

Kux ueneii (L-lg) kanna unm nambéga Tvna, KoTopble KoBaneH-
THO CBAA3aHbI C TAXKENbIMU LienAamn. B Hopme 60MbLUMHCTBO
L-lg cBazaHo ¢ H-lg. OpHako, Manioe KonmyecTBo CBOOOAHbIX
L-Ig (cL-lg) HaiineHo y 300POBbIX ML, B CBA3M C UX N30bITOY-
HbIM CMHTE30M MO cpaBHeHuio ¢ H-lg 3penbimn B-knetka-
MIU.*® B cbiBOpOTKe K-CL-Ig BbIABNAIOT NpermyLLeCcTBEHHO
B BuIe MOHOMepa ¢ MM. 22,5 k[a, A-cL-lg B Buge avmepa
¢ MM. 45 kfla. 9T dopMbl pasnMyaloTCa Mo pasMepy, 4To
NPUBOAMT K Pa3NNUMAM B UX rFIOMepynsipHon dunbtpauum
1, OTCIOfa, B M3MEHEHWUN COOTHOLEeHNA K-cL-Ig/A\-cL-Ig B cblI-
BopoTKe. Kak npoayKT B-kneTok cL-lg ABnatoTca mapkepom
HeonnacTNYeCcKMx MpoLeccoB 1 3aboneBaHni, CBA3aHHbIX
C peaKTVBHOCTbO B-kneTok. MoBblleHHaA KOHLEeHTpauua
cl-lg accoummpoBaHa co 3n0kayecTBeHHOW B-knetouHown
JUCKpasvien 1 apyrummn niumoonponudepatviBHbIMU 3a60-
nesaHunAMU. cl-lg onpenensAloT Npu pasfnyHbIX rammana-
TUSAX, TaKUX KaK MHOXECTBEHHas MWENIOMa, MaKporioby-
nuHeMunAa BanbpeHCTpema, HeceKpeTupylowasa MUenoma,
TNeloLLan MHOMXeCTBEHHAA MMESIOMa, MOHOK/IOHasIbHasA ram-
ManaTua HeonpeaeneHHoro reHesa. TouHoe n3mepeHue cl-
Ig B MOYe 1 CbIBOPOTKE OCOOEHHO BAaKHO B MOHUTOPVIHIE
OonesHen nerkux Lenei: mvenome beHc-[xoHca, nepBry-
HOM CYCTEMHOM ammiono3e 1 60ne3HV OTNOXKEHNI Nerknux
Lenen. Y naumeHToB C MMENIOMO NpeobriafaeT CUHTE3 6O
K-, 60 A-cL-lg, uTo NPMBOANT K 3aMEeTHOMY M3MEHEHWIIO CO-
oTHoweHwuA K-cL-lg/\-cL-Ig B paHHeln dpa3e 6onesHn. ObHa-
py»keHue K- unun A-cL-lg (6enok beHc-[>koHca) B MoYe TakKe
BaXKHO ANA MAEHTUGUKALMMN N KOHTPONA B-KNneTouHbIx ony-
xonein. CMHTe3 NONANKIOHaNbHbIX cL-Ig 3ameTHO noBbIwaeT-
Cs1 PV BOCMANIUTENbHbIX UM @y TOVMMYHHBIX 3a601€BaHNsX
(CKB, peBMaTOMAHbBIN apTPUT, PacCeAHHbIN CKIIepos3, 310Ka-
YecTBEHHble HOBOOOPA30BaHUs, caxapHblii avabet, CMNAL).

JiInnokKanuHbl

JInokanuHbl — 3TO rpynna TPaHCMOPTHbIX GenKkoB
C XapaKTePHOW BTOPUUYHON CTPYKTYPOW: OHW cofepKaTt
8 aHTVMNapannenbHbIX NENTUAHbIX YYaCcTKOB Ha OCHOBE
6eTa-CKNauaTon CTPYKTYpbl, KOTOpble GOPMUPYIOT «Lin-
nuHAp». «LnnuHap» conepXXunt BHyTpU NraHa-CcBA3bIBa-
IO yYacToK ana ruapodobHOro HU3KOMONEKYNAPHO-
ro 1 6MONOrMYeCcKy akTUBHOTO KOMIMOHEHTa (CTepouiHble
rOPMOHbI, BUTaMVHbI, GE€POMOHbI, NPOCTarfaHANHbI, APY-
rvie akTUBHbIE BELLECTBA).

JIunokanuH 2 (J12)

J12 accoummpoBaHHbIN ¢ HENTPODUBbHON XKe-

natnHason (NGAL), unn cupepokanuH, nepso-

HauasnbHO 6bin NAEHTUOULMPOBaH B KauecTBe
KOMMOHeHTa cneunduyecknx HenTpoduIIbHbIX rpaHys.
OH 3KCnpeccupyeTca MHOTMMUY TKaHAMM, €r0 CUHTE3 3MNK-
TenvanbHbIMN KNeTkaMu, B TOM YMCe 1 B MPOKCUMasb-
HbIX KaHanbLax, CTUMYMPYETCA NPW BOCManeHnn.
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N-tepm.

C-tepm.

PeTuHon-cBA3bIBaOWMiA 6enok

J12 cBA3aH C peakuMaMY BPOXAEHHOTO UMMYHUTET,
anddepeHUMPOBKON, HEOTEHE30M 1 BbIKUBAHMEM KIIETOK.
J12 - 6enok ¢ mm. 25 k[la cyulecTByeT B BUAe MOHoMepa (B
Moue 1 Hentpodwunax), romogrmMepa 1 retepoarmepa, 1
CBA3aH C MATPUKCHOW MeTannonpotenHason 9 (MMP-9).
Komnnekc J12-MMP-9 mogynupyeTt npoTeasHyto akTBHOCTb
1 3awmwaer MMP-9 ot pa3pyLueHus. J12 cBa3biBaeT 6akTe-
puanbHble cupepodopbl 1, cnefoBaTeNibHO, OrpaHNYMBaET
notpebneHvie xenesa 6akTepramn 1 perynupyet notpebrne-
HMe »enesa KneTkamm opraHusma. J12 crumynupyeTt KneTkim
yepes aktusaumio Toll-nogo6HbIX peLienTopoB. dedekTbl J12
CHWPKAIOT COMPOTUBNAEMOCTb GaKTepranbHbIM NHPEKLMAM.
B noukax J12 cBA3aH ¢ notpebneHvem xene3a, CBA3aHHbIM C
BOCCTaHOBJIEHMEM U 3aLLMTON OT NOBpeXKAeHU. ineHTndun-
LMpOBaH BHYTPUKIETOYHbIA peuenTop and J12 — meranuH,
UneH cemeNcTBa pPeLenToOpoOB NUMONPOTENLOB HU3KOM
NoTHOCTU. B 3aBrcMoCTU OT ycnoBuid, J12 MOXeT ObITb
1 HaKTOPOM BbIXKMBAHUA KIETOK 1 MPOAnonTOTMYECKM
¢dakTopoM. J12 cBsizaH C MATONOrMYECKUMM MPOLeCCamut:
NcopmaTUUECKNMM N3MEHEHVAMN B KOXKe, C CUHTE30M SPpUT-
pOoLMTOB NPV aHeMUW; KOHLeHTpauwms 6enka nosbileHa Yy
NaLUMEHTOB C TAXENbIM OCTPbIM PeCnMpPaTOPHbIM CUHAPO-
MoMm (SARS) 1 ABNAETCA MapKepOM OCTPOro MoBpeXaeHnA
noyek. J12 cBA3aH C TakMMK BUAAMM OMYXOJei, Kak paK rpy-
AW, ANYHNKOB, KONOPEKTalbHbIV PaK 1 pak MoaXenyao4yHON
enesbl. OyHKUMM NPU HeoreHe3e HeM3BEeCTHbI, XOTA OH
YrHeTaeT MHBA3VBHOCTb Y MeTacTa3npoBaH/e B MOZENAX
|paka MOJIOYHOW Xene3bl 1 KONOPEKTaNIbHOro paka.

B Moue AeTeKTUPYIOT Kak cBOOOAHDBIN J12, TaK 1 B KOMI-
nekce ¢ MMP-9.YpoBHM B MOYe 1 M1a3me KOppenvpyoT, eciiv
cuHTe3 J12 noBblweH. OcobeHHO BbICOKasi KOHLIEHTpaLVs B
Moye HabnoaaeTca Npu NPAMON CeKpeLn U3 NoBpeXaeH-
HbIX KaHanbLeB Wan Npu ypoTennanbHon KapuuHome. Mo-
BblLLEeHVe ypOoBHA J12 B Nnasme C1bHO KOPPENMpPYeT CO CHU-
MeHveM peHanbHO GYHKLMM y NaLMeHTOB NPy BacKyInTax
C nopaxeHnem noyek. PaHHWI 1 pe3knin NogbeM YPOBHA
J12 B MoyYe 1 CbIBOPOTKE HabnoAaeTcsa Npu NOBPEXAEHN
KaHanbLeB, CBA3aHHOM C ulemuven-penepdysmeir, npu
MLIEMNYECKOM MOBPEXAEHUM MOYeK Mocsie onepauuy Ha

WWW.BIOCHEMMACK.RU

NCCNIERAOBAHUE OYHKLUUU NOYEK

cepaLe C NOAKIIYEHEM K anmnapaTy NCKYCCTBEHHOMO Kpo-
BoO6paLLeHs. POCT KoHUeHTpaumu J12 B Mode HabiogaeTca
NPV OCTPOW MOYEYHOIN HEJOCTATOYHOCTH, OCTPOM TYOYnAp-
HOM HeKpo3e Unu TybynouHTepcTULManbHol Hedbponatuu.
M3 obpasua Moun HeoGXoAMMO YOanATb NeMKOUUTbI Ans
VCKIIOYEHVIN| BAVAHVIS AOMOSHUTENBHOTO J12, BbICBOBOXKAA-
IoLLErocs 13 HeMTPOGUNOB. [l14 aHanm3a B KPOBY MO STOM >Ke
NpYYVHE NPEeANOYTATENLHO UCMOSb30BaTh MN/1a3my.

PeTtnHon-cBAsbiBatlowmin 6enok (RBP)

RBP — Hu3KkomonekynapHbin (21 k[la) nunokanuH,
cofepxalmin 8 netenb H6eTa-CcKnagyaTon CTpyK-
Typbl, cneumnduyeckn cBA3bIBAOLMIA BUTaMUH A
(BA). B kposu 60nee 90% BA npeactaBneHo pPeTMHOMOM.
MNeueHb ABNAETCA He TONbKO OCHOBHBIM Aeno BA, Ho 1 rnaB-
HbIM MecToM cuHTe3a RBP. XoTa gpyrue TkaHu (BKntouas xu-
POBYIO TKaHb, MOYKM, NErK1e, cephue, CKeNeTHble MbILLbl,
ceneseHKy, rnasa 1 TeCTUKYJbl) TakKe CUHTE3NPYIOT 3TOT
rnobynvH. buocrHte3 RBP B neyeHu ocyliecTBniseTcs Ha
pubocomax. RBP B nnasme CBsizaH C TPAHCTUPETVHOM, KO-
TOPbI GYHKLUMOHMPYET KaK crcTema TpaHcrnopTa BA v npe-
foTBpaLlaeT skckpeumto RBP ¢ mouorn. MNeprioa nony»kusHm
RBP, cBA3aHHOrO C TPAaHCTUPETUHOM, COCTaBnAEeT 12 y, Toraa
Kak y cBoboaHoro 6enka 3ToT nokasaTesb paBeH 3,5 u. lNo-
A[O6HO ApyrM ManeHbKm 6enkam (Hanpumep, 32-mr), ceo-
60aHble monekynbl RBP 6bicTpo GpunbTpytoTca B Kiybouke
1 KaTabonNM3npytoTCA B MOYEYHbIX KaHasbLiax nocne pesop-
6UMM KNeTKaMK NpoKcManbHoro otaena. Mpy natonorum
KaHanbLeB 3Ty 6eNkun He peabcopOrpyoTCs 1 MOABAAIOTCA
B Moye. Komnnekc BA ¢ RBP nmeerT cylectBeHHOe ¢pur3mono-
rmyeckoe 3HayeHue: RBP coniobunumsupyet rugpodobHble
MOeKyJsibl PETUHONA 1 JOCTaBAET ero 13 Aeno (neyeHb) K
OpraHaM-MULLIEHsM, NPeAoXpPaHAET HeCTabrnbHyo cBo60s-
Hyto GopMy MoseKysbl PETUHONA OT XMMNYECKOro pacnasa
(Hanpumep, PeTMHON CTAaHOBUTCA YCTOMYMBBLIM K OKMUCIIN-
TeNbHOMY BO3AENCTBUIO aNKOrofbAernaporeHasbl neye-
HY), 3aLMLLaeT MeEMOpPaHbI OT TOKCUYECKOro fencTBuA BA.
MHTOKCMKaumA BA pa3BuBaeTtca, Korga peTrHoN B nnasme
1 MeMbpaHax HaxoauTcA He B Komnnekce ¢ RBP, a B gpyroi
dopme. CeTuatka 1 gpyrve BA-3aBrncrMble TKaHU-MULLEHN
cofepXaTt LMTO30MbHble peLenTopbl Ana komnnekca RBP-
BA. KoHueHTpauma RBP B nnasme KpoBu B HOPManbHbIX yC-
JIOBUVISIX KOPPENMPYET C 06ecrneyeHHOCTbIo opraHu3ma B A.
RBP 06bI4HO HacblleH Ha 75%.
[enoHuposaHue BA B neueHn ocyLecTBnAeTcA TONb-
KO Mpwv JOCTaTOYHOM MOCTYMIEHUN €ro C MULLEen 1 npu
HOPMasibHOWM KOHLEeHTpauuy peTuHona B Kposu. Jedu-
LUT TPaHCNOPTHbIX 6enkoB Ans BA, pa3sumBatoymincs npu
6enKoBON HefOoCTaTOYHOCTU, HapyLwaeT Mobunvsauuio
peTnHona 13 Aerno W TPaHCMOPT ero K opraHam-myLle-
HAM. HepgocTaTok 6efika 1 LiMHKa B paLMoHe YMeHbLUIaoT
cuHTe3 RBP, oka3sbiBas Tem cambim oTpurLaTenbHOe fenc-
TBUE Ha MOBGUNN3ALMI0 PETUHONA 13 MEYEHU U BbIXOA €ro
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UCCNEAOBAHUE OYHKLU MOYEK
-

® CM. TaKXe:
pasgen
«MeTabonunyeckuit
CUHOPOMY,

cTp. 26

®e CM. TaKXe:
pasgen

«DaKTopbl poCTa,
cTp. 392
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B KpOBb. B 3TOM CBA3M Npu 6eNKOBOW HeJOCTaTOYHOCTH
HapyllaeTca yTuaM3auma f[axke VMeLWMXca 3anacos
peTuHona 1 pasBMBaETCA TaK Ha3blBaeMbli GenkoBoge-
GUUNTHBIN GYHKLMOHANbHbIA rvnoButammnHo3 A. [Mpo-
dunaKkTMKa 1 NneyeHre ero AOMKHbI MPOBOAMTLCA MpK
06n3aTenbHOM KoppeKunmn 6e5KoBOro coctaBa paLuoHa.
KoHueHTpauus 6enka B nna3me BO3BpALLAETCs K HOp-
MaJibHbIM BeJIMYMHAM MapanienbHo ¢ 3GGeKTVBHOCTbIO
HYTPULMOHHON noafepKu. CKOPOCTb CHUXXEHNA B NPO-
Lecce HefOCTaTOYHOCTM MUTAHUA Y CKOPOCTb MOBbILIE-
HUA NPU HYTPULMOHHOW NOAAepP»KKe 3aBUCUT OT nepuo-
[a nonypacnapa 6enka.

XpoHunyeckasa MHTOKCUKaLMA KagMrem nposaBnaeTca
aHemyven, paspyLleHnem KOCTHOM TKaHW 1 HepeaKo co-
NPOBOXJAaeTCcA pa3BUTEM Nporpeccupyioliero Tybyno-
MHTEpCTULManbHoro Hedputa. B Hauane 3abonesaHus
NPOUCXOAUT BblfeNeHne C MOYON cneundruyecknx Hm3-
KOMOJEKYAPHbIX 6EMKOB, TaKNX Kak 32-MuKpornobynu-
Hbl Ny RBP, a TakxKe KafiMus, rnaBHbIM 06pa3om, B BUe
KoMIeKca ¢ 6eKoM MeTanNIoTOHEHNHOM, KOTOpPbIN 3a-
XBaTbIBaeTCA MOYKaMU 1 AENOHNPYETCA B opraHe (nepu-
Of nonyBblBeeHNA KagMuA U3 OpraHri3ma YenoBeka co-
ctaBnseT 10-20 net). MexaHn3mM TOKCMUYECKOro AencTBuma
MeTansla OKOHYaTeNbHO He ycTaHoBMeH. [lebuunT LuHKa
BNNAET Ha YPOBEHb KagMMUA U CyLWeCTBEHHO MOBbIlWa-
eT ero TOKCMYHOCTb. PekomeHayloT onpeaenatb B moye
copep)kaHne ABYX BUAOB MPOTENHOB, BblCOKOMOJIEKY-

nApHoro (Hanpumep, anbbymunHa), AnA pacno3HaBaHUA
rMOMEPYNAPHON MaToNOrUN, N HU3KOMONEKYNAPHOIo
(Hanpumep, B2-mI 1 RBP), ansA BbiABNEHWA NOBPEXAEHWNIA
NPOKCUManbHbIX KaHasbLieB.

Y HOBOPOXAEeHHbIX C achuKcmein yposeHb RBP B moue
CNYXWT NOKa3saTenem, NpeABOCXMLLAIOLLNM Pa3BUTHE OC-
TpoW noyeyHon HegoctatouHocTn. RBP4 cBA3aH ¢ pa3su-
TUEeM UHCYNMHOPe3nCcTeHTHOCTU.® MoKasaHua:

* PaHHee obGHapyXeHvie TyOynspHO NPOTENHYPUN

e XpoHuueckue 3aboneBaHnA NeyeHn

e [loyeuHble HapyLIeHNs, CBA3aHHble C oTpaBneHnem Cd
* lccnepoBaHne NHCYNIMHOPE3NCTEHTHOCTM

AononunrtenbHble MapKepbl
byHKUMM novek

KOHTpOsb BOCCTaHOBMIEHMA MOYEYHON GYHKLIN MOXKHO
MPOBOAUTL MO KOHLEHTPaLMK GaKTOpOB POCTa, YYacTBytO-
LMX B BOCCTAHOBMEHUW. YPOBHM HaKTOPOB pOCTa B MoYe
CHUXAIOTCA B Clydae OCTPOW WM XPOHUYECKOW MOYeYHOM
HeIOCTaTOYHOCTY, UX YBENMYEHME MOC/e NMOBPEXAEHNA Mo-
yek ABNIAETCA NPOrHOCTNYECKMM NOKa3aTeNeM YPOBHA 1 CTe-
MeHy BOCCTaHOBMEHNA GyHKLUMM noyeK. OCO6EHHO BaXKHbIM
ABNAETCA ANNAepPMasbHbIi paKTOP POCTa, BblpabaTbiBaeMblii
KneTkamu netnu leHne n AncTanbHbIX KaHamnbLes. [pyrumm
BaXKHbIMY paKTOpPaMu ABNIAKOTCA UHCYNIMHOMOA00HbIE paKTo-
pbl pocTa 11 2, TpaHchopmupyoLLmin GakTop pocTa 1 ap. *°

MHOOPMALUA ANAd 3AKA3A

Kat. N2 Mpowussogutens HanmeHoBaHue, KonnyecTBo/ynakoBKa

473-6330 Immundiagnostik AnbbymuH, 96

416-4044 Orgentec MuKpoanbbymmH B Moye, 96

473-6710 Immundiagnostik Anbda-1-mnkpornobynuH (al1-ml) B Moye 1 cbiBOpoTKe/nnasme, 96
473-6610 Immundiagnostik Anbda-2-makpornobynviH (a2-Mr) B Moye 1 cbiBOpoTKe/nnasme, 96
BIO83 Biotrin KonnareH IV Tuna B moye, 96

BIO66NEPHA  Biotrin a-MyTaTnoH S-TpaHdepasa B moye (a-GST), 96

416-5005 Orgentec 2-muKpornobynvH B Mmoye, 96

BIO85 Biotrin ni-MyTaTnoH S-TpaHdepasa (m-GST), 96

191-0091 Biovendor LncratuH C, 96

191-0692 Biovendor MpoyporyaHnnutx, 96

191-0461 Biovendor MporyaHunnux, 96

416-5890 Orgentec ANCA cKpuHUHT (aHTUreHsl PR3, MPO), 96

416-5180 Orgentec AHTUTENa K npoTenHase 3, 96

416-5190 Orgentec AHTUTENa K MMenonepokcuaase, 96

416-5500 Orgentec AHTUTENa K 6a3anbHon membpaHe knyboukos (Anti GBM), 96
416-5490 Orgentec AHTtUTena K C1g-KOMMOHEHTY KoMnnemeHTa, 96

191-0371 Biovendor ®etynH A, 96

194-0881 Biovendor Jlerkue uenu MMMyHornobynMHoB Kanna u naméaa, 96
DLCN20 R&D JlunokanuH 2/NGAL, 96

473-6110 Immundiagnostik PeTuHoN-cBA3bIBaOWMN 6enoK 4, 96
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