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BBenenue: IlopaxxeHus mouyek, acCOUUHUPOBAH-
HbIE C MOHOKJIOHAJIBHBIMH HMMYHOIJIOOYIMHAMH
(Mlg), MoryT HabmOaTHCS KaK MPH 3710KaYeCTBEH-
HBIX B-KeTouHBIX 3a00JE€BaHUSX, TaK W TIPU He-
3JI0KQYEeCTBEHHBIX rammanaruax. lloBpexaenus,
o0ycnosneHHsle MIg, 1 BbIIBIIAEMBIE TIPU HATUYUU
KJIOHJIBHOU mposindepanuy, HO B OTCYTCTBUH Te-
MaTOJIOTHYECKUX KPUTEPHEB MOTPEOHOCTH B XUMHO-
tepanuu (XT), B HacTosmee BpeMs 00bEJUHEHBI B
IpyNIly MOHOKJIOHAJBHBIX raMManaTuii Mo4eyHOro
saaueHus (MITI3). Cnextp MI'TI3 o6benunsier 6o-
nee 10 BapHaHTOB IOBPEXACHUS, Pa3INYaAIOLINXCS
KaK 10 XapakTepy Aeno3uros Mg, Tak 1 o ux jgoka-
JIU3alUY, a TaKKe MEAUMpPYEMble raMManaThe Io-
paxenus 6e3 aeno3unuu MIg. uarnoctuka MITI3
Oasupyercs Ha MOP(OJOrHUYECKOM HCCIICIOBAHUU
[TOYEYHOH TKaHH, JOMOJTHEHHOM Pa3BepHYTHIM remMa-
TOJIOTMYECKUM OOCIICIOBAHUEM.

Lesb uceie10BaHUS: LIEJIBIO HAILIETO PETPOCIIEK-
TUBHOTO HMCCIIEN0BaHMs SIBUIOCh U3yYEHUE CIEKTpa
MI'TI3 y mauueHToB, 00OCIEIOBAHHBIX 3a IEPHOJ C
2002 mo 2018 rr.

Marepuajgsl M MeTOABI: C WCIIOIH30BAHUEM
ANIEKTPOHHON 0a3bl JAHHBIX MBI 0TOOpanu 184 ciy-

yasgs MOpP(OJIOTHYECKH BepUMUIIMPOBAHHBIX TMOpa-
J)KeHUH nouek, accounnpoBanueix ¢ Mlg. [lanuen-
TBI, ¥ KOTOPBIX T'€MaTOJIOTHYECKOe O0CIe0BaHUE
MO3BOJIUIIO YCTAaHOBHUTH IMAarHO3 3JI0KAYECTBEHHO-
ro B-xierounoro 3aboneBanus, TpeOYIOMETo Mpo-
BeneHusa XT, ObUIM UCKIIOYEHBI U3 HCCIIEJ0BaHUS.
I'pynmy uccnenoBanust coctaBunu 149 GONBHBIX,
75 Myx4uH U 74 XKEHUIMHBI, MeIHaHa BO3pacTa
50,5 [28; 82] net. Mopdonorudeckoe ucciaeaoBa-
HU€ BKJIIOYAJIO: CBETOBYIO MHUKPOCKOMHIO C OKpa-
CKaM# TeMaTOKCIIIMH-303WHOM, PAS, TpuxpoMm 1o
Maccony, u KoHro-kpacHslM ¢ JONOJHUTEIbHBIM
HCCIIEIOBAHUEM B MOJISIPU30BAHHOM CBETE; U HUM-
MYHO(]ITIOOpECIIEHTHOE MCCIIeJOBAaHUE Ha 3aMOpO-
JKEHHBIX cpe3ax ¢ maHenpio antuten K IgA, IgG,
IgM, Clq, C3, ¢ubGpuHOTEHY W JIETKUM MM K
u A. B gacTu cimydaeB mcmonp30Baiack METOIHKA
BOCCTAHOBJIEHUSI AaHTUTE€HOB C MOMOILBIO IPOHA3bI
U HMMYHO(IFOOPECIICHTHBIM HCCIEJOBAaHUEM Ha
napaMHOBBIX Cpe3ax, U/UiU JIEKTPOHHAS MUKPO-
CKOTIHS.

Pesyabratel: [logaBnsroniee OOJBITMHCTBO —
Oomee ¥ TPYIIIBI UCCIEOBAHUS — COCTABHIIN CIY-
yau AL amunounnosa. Ha BTopoM no dyactore mecte

89



ISSN 1561-6274. Hedponorus. 2019. MNpunoxeHune Nel

ISSN 1561-6274. Nephrology. 2019. Appendix 1

OKazanach OOJe3Hb OTJIOKEHHS MOHOKIOHAJIbHBIX
HMMYHOTJIOOYJTMHOB, COCTAaBHBILIAS YyTh MeEHEe
10%. OcTtanpHble BapHaHTHl BCTPEYAIUCH C YacTO-
Toil MeHee 3%; B €OUHUYHBIX CIydasx HaOIroma-
JIUCh COYETaHHBIE BapHaHTHI MOBpeXIeHUs. Mop-
¢donornueckue Bapuantsl MI'TI3 mpencrasneHsl B
Tabauue 1.

3akawyenue: cuexktp MI'TI3 otnmmuaercs 3Ha-
YUTENBHBIM pa3HOOOpa3weM, W B Halled Trpyrie
MAIMEHTOB IPEJCTABIEH JECATHIO PA3JINIHBIMU
BapuaHTaMu noBpexaeHus. l[lpu 3axkoHOMepHOM
npeobnaganuu AL amunonnosa, 1 JOCTaTOYHO BbI-
COKOH 4acToTe 0OJIE3HU OTIIOKEHUSI MOHOKIIOHAIb-
HBIX MMMYHOTJIOOYJIMHOB, HaM YJaJlOCh BBIIBUTH
U TaKyl peAKylo narojioruto, kak AH amuionnos,
MeMOpaHO3HYI0 HEPpPONaTHIO C MOHOKIOHAIBHON
rammanaTtue, u C3-raIoMepylionaTuio ¢ MOHOKIIO-
HanbHOU rammanarueii. Eme Oonee peakumu okasza-
JIUCh COYETaHHbIE BapUaHThl MOBPEXKICHUSI C KOM-
OmHaIel OpraHn30BaHHBIX U HE-OPTaHM30BAaHHBIX
JETIO3UTOB, U KOMOMHANNS OPraHU30BaHHBIX EIo-
3uToB MIg (IpoKcUMaNnpHON TyOYyJOTATHH JIETKHX
ueneit) ¢ C3-riomepynonatueii, NpuyeM OMUCaHHUMA

JTAHHOU KOMOWHAIIMY B TOCTYITHOM HaM JIUTepaType
HalTH He ygnanock. [Ipyn BKIIFOYEHUH B KaTErOPHUIO
MITI3 Takux 3a00jieBaHNM, KaK TJICIOMIasl MUEJIOMa
U TICIoIas MakporioOyiauHemus Banbnencrpema,
CHEKTP MOP(HOIIOTHYECKIX BAPUAHTOB OKa3aJCs J10-
MOJTHEH IMJIMHIPOBOI HedpomaTtuel U Henpoaude-
PaTHBHBIM TJIOMEPYJIOHEQPUTOM C MOHOKIIOHAIb-
HBIMH Jeno3utamu IgM. OTcyTcTBHE B TpyTIE HC-
CJIE€0OBaHUS TAKMX BApUAHTOB, KAK NIMMYHOTAKOHI-
HBI U QUOPWIISPHBIN TIIOMEpPYITOHEDPUT, BEPOAT-
HO OOBSCHSETCS HEIOCTATOUYHBIM HCIOJIB30BAHUEM
METO/1a 3JIEKTPOHHON MMKPOCKOIHH YTO SBISETCS
OTpaHUYCHHEM HCCIIEJOBaHUS.

BeiBoabl: BrisaeieHne mpu MopdhoIOTHIeCKOM
uccienoBanud Aeno3utoB Mlg B modeuHoil TKaHW,
HE3aBHCUMO OT UX XapakTepa M JIOKaJIN3alnH, a TaK-
ke BbIABIeHHEe C3 riioMepysonaTud y MalueHTOB
CPEIHEro W CTapIIero Bo3pacTa, TpeOyeT pa3BepHy-
TOTO TeMaTOJIOTHYECKOTO 00CIeIOBAHMS;, TP OTCYT-
CTBUHU KPHUTEPHUEB 3JI0KAYECTBEHHOTO B-KIETOYHOTO
3a00J1eBaHus, TPEOYIOIIEro NPOBEACHUS XUMUOTEPa-
IIMH, BBISIBIIEHHAS 1ATOJIOTHS JOJKHA OBITh OTHECEHA
k MI'TI3.

Tabnuua 1
PacnpepneneHne mopcgonornyeckux BapMaHToB NOBpeXAeHUsA
BapuaHT noBpexaeHus N %
OpraHu3oBaHHble AeNn03UTbl MOHOKIOHaNbHbIX UMMYHOINOGYNIMHOB
AL amunongos 117 78.5
AH amunongos 1 0.7
KprornobynuHemunyeckuin rmomepynoHedput 1 0.7
LimnuHaposas Hedponatus 2 1.3
He-opraHusoBaHHbIe Aeno3UTbl MOHOKITOHaNbHbIX UMMYHOINOOYNUHOB
BonesHb OTNOXeHUst nerknx uenemn 12 8.0
Bone3Hb OTNOXeHUs TAKENbIX Lenemn 1 0.7
Bones3Hb OTNOXEeHUs NErknx N TSXKEnbIX Lenen 1 0.7
MponudepaTrBHbIN rMOMepynoHedpUT C MOHOKMOHaNbHbIMKU Aeno3ntamm IgG n IgA 4 2.6
HenponudepaTnBHbI rmoMepynoHedpuT ¢ MOHOKMNOHarnbHbIMK aenosutamu IgM 3 2.0
Mem6paHo3Hasa HedponaTusi C MOHOKINOHAarNbHOM rammanaTnen 3 2.0
Be3 geno3nuun MOHOKIOHaNbHbIX UMMYHOINIO6YNMHOB
C3-rmomepyrnonatns ¢ MOHOKIOHaNbLHOW rammanartuem | 1 | 0.7
CoueTaHHble BapuaHTbl NOBPEeXAeHUA
AL amunoungos 1 6onesHb OTNOXEHUS Nerkux uenen 1 0.7
MpokcumanbHas TybynonaTtusi nerkux Lenemn n 6one3Hb OTNOXEHWS NErkMx uenem 1 0.7
MpokcumaneHas TybynonaTtusi nerkux uenen n C3-rnmomepynonaTus 1 0.7
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BBenenune.  MwuenmomnHas ~— kact-Hedpomarus  OIIII ¢ moTpeOHOCTRIO B nuanu3e pu 3P PEeKTHBHO-
(MKH) — ocHOBHas TpUYHHA TSHKEIIOTO OCTPOTO MO-  CTH MPOTUBOMHUEIOMHON TEepaluH MOYEYHBIH OTBET
Bpexnenus nodek (OIIIl) y Gonpabix MHOXKecTBeH-  (I10) ormeuaercs numbs y 40—65% OonpaBIX. He-
Hoii mMuenomoii (MM). Cpean nmammentoB MKH u  cMoTps Ha xopouio uzydennyo mopgonoruto MKH,

Tabnuua 1

PesynbTtatbl Mopdonornyeckoro n UX uccnegoBaHum 6uontatoB noyek y nauymeHtoB ¢ MKH n O
C NOTPEeOHOCTLIO B Ananuse B 3aBUcUMOCcTU oT O Ha NPOTUBOMMENOMHYIO Tepanuio

Mokasarenm MauneHTbl C remaTonornyeckum oteeTom (n=18) p
C no4yeyHbim otBeToM (n=11) Be3 noyeyHoro oTBeTa (N=7)

IpoLEeHT Cknepo3npoBaHHbIX Kiy6o4KoB 4,8% (0-33,3) 3,5% (0-40) 0,84
KonnyectBo uunuHapoB B nore 3peHus 6,4 (1,3-36,5) 6,4 (4-31) 0,69
Crenexib 0CTPOTO KaHanbLesoro 1cT=y 23%; 2cT-53%; 3—24% 1 cT=33%; 2 cT=50% 3cT—17% 0,876
NOBPEeXAEeHUs!
CreneHb TybynspHon atpodum 1¢c1-53%; 2c1—47%; 3c1-0% 1c1-17%; 2c1—50%; 3c1.—33% 0,03
MnoLaab KNeToYHOM BOCNanuTenbHOM 6,3% (0-22,6) 47% (2,6-17.5) 0.156
MHUNBETPaLMKM OT MHTEPCTULUMS ’ ’ ’ ' ' ’
flnowaae (ubposa uHTepcTULA 167-50%; 2¢7-50%; 3¢T—0% 167-0%; 2¢T-71%; 3cT-29% 0.008
(nonykonu4yecTBeHHO)
fnowaau dubposa HTEPCTULIS 24,9% (12,9-39,3) 45,9% (19,1-59) 0,001
(kornyecTBeHHO)
MpoueHT NpokcUManbHbIX KaHanbLUeB 26,9% (15,3-41,2) 11,5% (0-15,8) 0,002
aKcnpeccupyowmx E-kagrepmH
Mnowaak akcnpeccun E-kagrepyHa ot 15,9% (5,4-24.8) 7.1% (4,2-12) 0006
Tybyno-nHTepcTuumnsi ’ ’ ’ ’ ’ ’
MpoueHT AncTanbHbIX KaHarkLes 32,6% (23,6-48,9) 40,6% (9,1-62,5) 0,624
aKcnpeccupyowmnx E-kagrepuH ’ ’ ’ ’ ’ ’ ’
Mnowaab akcnpeccun BUMEHTVHA OT 22.9% (6,3-43,9) 23,5% (11,1-48 4) 0785
nnowagv Tybyno-uHtepcTmums ' ’ ' ' ' ’ ’
Mnowapab akcnpeccun a-MMA ot nnowaam 33,5% (14,9-56,5) 47,5% (30,6-64,2) 0,245
Ty6yno-nHTepcTuums

MO otcytcTBOBanN Npu Ty6ynapHon atpodum n ®U 3-i1 ctenenu. Mpu 2-i cteneHn PU HeobxoamMma KONMYECTBEHHAs OLIEHKa.
HebnaronpuatHbiM dakTopom ans goctmkenus MO asnsetca U 6onee 40%. CTaTUCTUUECKN 3HAYMMbIE PA3NNYUSA NOMyYeEHbI NO
nnowagu akcrnpeccun E-kagrepuHa
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OCTaeTcs He SICHBIM, NPH KaKUX M3MEHEHUSIX B He-
(poduonTarax Bo3moxen [10.

Leap ucciaegoBaHus: 0XapakTepru3oBaTh MOp-
¢dosorndyeckue H3MEHEHUs B HeppoOHomTarax
namueaToB MKH u OIIII ¢ norpeObHOCTHIO B Ha-
JI3€ U CONOCTaBUTh MOJy4YeHHBbIE JaHHBIE C Te-
MarosnoruyeckuMm U [1O Ha MPOTUBOMHUETOMHYIO
Teparuio.

MarepuaJjibl 1 MeTOAbI. B uccienoBaHue BKIIO-
yeHo 30 manueHTOB BIEpPBbIE AMATHOCTHPOBAHHOU
MM c 3 cragueit OIIII ¢ moTpeOHOCTHIO B qUANIH3E
U rucToiioruyecku noareepxkaennoit MKH. buoncus
[TOYKHM BBITIOIHSJIACH O Hayajla MPOTHBOMHUEIOMHON
Tepanmuu. MeauaHa Bo3pacTa cocTaBuia 58,5 ser
(38—74). ITlomyKoaM4eCTBEHHO OIICHMBAJIACH BHI-
PaXXEHHOCTh OCTPOTr0 KaHaJbIIEBOTO MOBPEXJIEHHUS,
TyOynsipHO# arpodun, pudposa unrepcrunus (OU)
a TakXe pacrpoCTPaHEHHOCTh 3KCIIPECCUH UMMYHO-
rucroxumuueckux (MI'X) mapkepos — E-kanrepuna,
BUMEHTHHA, O-TJIaJKOMbIIIeqHoro aktiuHa (o-I'MA).
Umcno 0enKoBBIX HWIMHAPOB U CKIEPO3UPOBAHHBIX
KJTyOOYKOB MOACYUTHIBAIN BpyUYHYIO. JlOMOTHUTEb-
HO METOJIOM KOMIBIOTEpHOW MopdomeTpuu, ¢ wuc-
noJb30BaHueM LudppoBoro Moay:st Leica Application
System, onenuBanu 1wiomaas OU, kimeTouHoi BoC-

NaJMTENbHON MHPUIBTpALUsl, TIIOMIAIH KCIIPECCHH
NI'X-mapxepos. [IpotuBoomyxonessiii u 110 onenu-
BaJli HA OCHOBaHUU KpUTEpUEB MexyHapOIHOH pa-
Ooueil rpynmel MO0 M3yYEeHHIO MHOKECTBEHHOH Mue-
nomsl 2016.

Pesyabrarsl. ['emartonorunyeckuii oTBeT ObLT J0-
cturayT y 18 (60%) mauuentos. U3 Hux 110 orme-
gancst y 11 (61%) GonpHbix. [lpu HecooTBeTCTBUH
KPUTEPUSAM I'€MaTOJOTMYECKOIrO0 OTBETA YIYUIICHUS
(YHKIUH TOYEK HE OTMEYAIOCh HU B OHOM CIIydae.
Pesynbrarel aHaIM3UpyEMBIX [IOKA3aTENECH B 3aBUCU-
MOCTH OT IIOYEYHOI'0 OTBETA HA IIPOTUBOMUEIOMHYIO
Tepanuio NprUBeAeHBI B Tadmuue 1.

3akirouenue. ['emMaTonornyeckuii OTBET Ha XU-
MHUOTEPAIUIO0 — HEOOXOAUMOE YCIOBHE ISl TOCTH-
xeHua ynyumeHus ¢ynxkouu nodexk npu MKH c
OIIIT ¢ motpebHOCTHIO B nuanu3se. pyrum ompene-
JSIOMKUM  (PaKTOPOM MOYEYHOTO OTBETa SBISETCS
BBIPQYKEHHOCTh MOP(OJOTHYECKHX H3MEHEHUH B
MOYKax K Hayajay HNPOTUBOMHUEIOMHOIO JIECYECHHUS.
VY naumentoB ¢ [1O Obuta MeHbIIAsE CTENIEHb TYOY-
nsipHO# arpodun u @MU, a Taxke Oonblie MIOMAAD
JKcnpeccun E-kaireprHa Kak INPU3HAKa COXpaHe-
HUS SMUTENNATBHOTO (PEHOTHIIa B MPOKCHUMAaJIbHBIX
KaHaJbLax.
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BeBenenne: MoHOKIOHANBHAS TaMMalaTUs
(MI') paccmarpuwBaeTcs B HacTOsIIee BpeMs HE
TOJNILKO KaK COCTOSIHHE, MpealiecTBYIONiee pas-
BUTHUIO T€MATOJIOTUYECKUX HEOIIa3M, HO TaKXe U
HEKOTOPBIX HEOIYXOJIEBhIX 3a00JeBaHUN, B 4acT-
HOCTU TMOpaXEHUsA IIOYCK. Pannee BhISBICHUE
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MOHOKHOHaHLHOﬁ ramMmmaliaTumn y IIalqUCHTOB C 3a-
0O0JICBaHUAMHU TOYEK BIUSIET Ha BHIOOP TAKTHKH
JIEUEHHUSL.

Hens uccaexoBanusi: OnpenenanTs 4acToTy BbI-
SBIICHUS] ¥ BapuaHThl M cpeau TepameBTUYeCKHX
60J'II)HI>IX, B TOM 4YHUCJIC C HOpa)KeHI/ISIMI/I IIOYCK, I
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ONTHMU3ALMU METOAOB MX JUarHOCTHKH U ONpene-
JIEHUsI TAKTUKH JIEUCHHUS.

Marepuansl u mMetoabl: Bcero mpoananuzu-
poBaHo 11392 GonpHEIX B TeueHue 4-x et (2013—
2016 rr.). MccnenoBanue nNpoBOAMUIOCH B JIBa 3Ta-
na. Ha mepBom sTame u3 obmero yucna OONbHBIX
Ob1TH BRIENEHBI nMeronre MI, BEISIBIEHHYIO C 1O~
MOIIBIO OAHOTO WJIM KOMOWHAIMU HCHOIb3yEMBIX
B KJIMHUYECKOW NPAKTHKE METOJOB IHATHOCTHKH.
bruta onpenenena yacrora BeisiBIeHUS MI' cpenu
o0miero ymcna TepaneBTHUYECKUX OONBHBIX B Cpel-
HeM 3a roi. Ha Bropom sTame uccrnenoBaHus Bce
00JbHBIE ¢ MOHOKJIOHANbHOW MI OBLIM OLlEHEHBI
B 3aBUCHMOCTH OT HO30JOTMYECKOW MPUHAIEX-
HOCTH C LIEJIbIO BBISBICHUS NPOQMIIL TeparneBTuye-
CKOH IaToJIOTHH, HauOollee YacTO COYETAIOIICHCS
¢ MI. Bcem 6onbpHBIM POBOAMIIOCH CTaHAAPTHOE
oOLIeKIMHUYECKOe 00cIen0BaHue, IPUHITOE B OT-
JeNeHUIX MHoronpoduisHOro cranuonapa. Jus
BbIsiBIeHUS] MI' ObUIM MCIIONIB30BaHBI METOA JJIEK-
Tpodope3a OEIKOB CHIBOPOTKH KPOBH U 24-9aCOBOH
KOHIICHTPUPOBAHHOW MOYH, METOI HMMYHO(]HK-
cauy OENKOB CHIBOPOTKU KPOBM U MOYH M METOJ
onpezneseHusl CBOOOAHBIX JIETKUX IENEeHl B CHIBO-
potke kpoBu (Freelite).

Pesyabrarpi: MI' nuarnoctupoBana y 174 u3
11392 oOGcnenoBanHBIX OONMBHBIX: 49% MYyX4YUH U
51% >xenmuH B Bo3pacte oT 18 no 85 ner. CpaBHe-
Hue yactotsl MI' cpeau OOJIBHBIX pa3HBIX OTIEJIe-
HHU TTOKAa3aJio, 9TO OHA B 2,1 pa3a Jaie BBIABISIACH
cpean OONBHBIX HE(PPOIOTHUYECKOTO MpOpuiIs — y
113(3,2%) u3 3494, 0 CpaBHEHHIO C TepareBTHYe-
cKuMHU OonpHBIMU B nenoM — y 174(1,5%) u3 11392
6onpHBIX. Cpenu 00onmpHBIX 3TOH Tpynnsl y 47 (41%)
JIMarHoCTUpoBaH AL-aMWIOn 103 ¢ MOpa)KEHUEM I0-
4ek, y 20 (18%) — xpuoroOyIMHEMIUECKUI TIIoMe-
pynonedpur, y 40 (35%) — XpoHHUYECKHIA ITIOMEpY-
nouedput, y 4 (3,5%) — 601€3Hb OTIIOKEHHS JISTKUX

nemneit (BOJILL) ¢ mopaxkenuem mouek, y 3 (2,5%)
OONBHBIX — cast-Hedponarusl.

Y 86% OONbHBIX HEPPOIOrHUECKOro NpPOoQuIsL
BenmuuHa MI™ Obl1a MeHee 5 I/J1, 4TO COOTBETCTBYET
onurocexkperopHoit MI, npruem y 46% u3 HUX — Me-
Hee 1 r/m, eme 10% umenn Bemmunay MI™ 5-10 /n n
TONBKO Y 4,42% OONBHBIX OIMpPECICHBI 3HAUYEHUS 00-
nee 10r/n. MenuaHna 3Ha4eHUH BBISBICHHOTO CHIBOPO-
TOYHOTO TApanpoTerHa Y HE(PPOIOTHIECKIX MalieH-
TOB ObUIa 3Hauumo Hwwke (1,22 [0,1 — 3,12]r/m), yem
y TanUeHTOB JPYIHX TEParneBTUYECKUX OTIACICHUM
(7,2 [4,56-10,9]r/n, p<0,05). ITIpu AL-ammmonmo3e u
XT'H BBIABIISLIIMCH UHTAKTHBIE MIg IpEUMYIECTBEHHO
He [gM usoruna: npu AL-amunonnoze migG y 10 n
mlgA y octanbHEIX 8 cpenu 18 6ombHbIX; ipr XI'H —
mlgGy 10 u mIgA y 2 cpeaun 14 6onmpubIX. [Tpu 3TOM
cpenu G6ompHBIX AL -aMHIONI030M Mpeodianan B Co-
CTaBe MHTAKTHBIX mlg W M30JMPOBAHHO BBISBICHHBIX
CBOOOIHBIX JIETKHX LIENeH A-U30TUIT (COOTHOIIIEHUE A
u k =25 u 14), B 10 xe Bpems npu XI'H — k-m3otumn
(coornomenue k u A =20 u 8). Ings HCV(+) kpuol' H
XapaKkTepHO OOHapyKeHHE HHTAaKTHBIX IgM mpakTude-
cku y Bcex 0ompHBIX (12 u3 13) ¢ HammuueM B UX CO-
craBe u nzonupoanHo LC k-tuna (y 15).

Cpenu 28 oGompabix XI'H ¢ MI' muarnoz T'H
MOATBEPK/ICH NPWKU3HEHHONH OWOICHN TIOYKH Y
20(71%). Cpenu 20 60JIBHOTO C pe3yIbTaTHBHON OH-
orncuel y 10 BbIABIEH IpU CBETOBON MHKPOCKONHHU
MemOpaHomponudeparuBusiii ['H, y 4 — memOpano3-
Has Hedpomarus, y 2 — (oKaIbHO-CErMEHTapHBIN
IJIOMEPYJIOCKIIEpo3, ¥ 4 — MHUHUMAaJIbHbIE ME3aHTH-
aJbHBIE H3MEHEHUS

3akouenne: OnpeneneHo BaXXHOE 3HAUYEHUE
MI' B martoreHese MOpa)keHHsl IMOYEK, OCOOCHHO ee
OJINTOCEKPETOPHOU (HOPMEI, 9TO TpedyeT MpuMeHe-
HUS y OOJNBHBIX Hedposoruueckoro npoduis donee
YyBCTBHUTEBHBIX METONOB HccienoBanus ML — um-
MmyHodukcaruu u Freelite.
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Beenenue. [lopaxxeHue cepua sBISETCS OAHUM
13 HanOoJiee TKEINbIX MTPOSBICHUN CHCTEMHOTO aMH-
JIOWJ1034, OTIpeIeNsIeT MPOTHO3 3a00IeBaHMs 1 HAOJFO-
naercst bonee yeM B 80% cimyuaeB AL-amunonosa,
MaTOTEHETUYECKON OCHOBOM KOTOPOTO SIBISETCS Ha-
KOIJICHHE B TKaHAX HEPAaCTBOPUMBIX (hPUOPHILI Jier-
KHX meneil nMMyHorto0ynuHOB. [lopakenue mouex
Pa3HOM CTETIeHN TSDKECTH OTMEYAeTCs IPAKTUIECKUX
y Bcex O00NbHBIX AL-aMUIIONI030M H, C YIETOM TeC-
HBIX KapJAHOPEHAJIbHBIX B3aMOOTHOILEHUH, HEPEAKO
UMEET OMPECIISIONIee 3HAUYCHUE B JCKOMIICHCAIIUU
BHYTPHCEPICUHON TeMOAMHAMIKN U PA3BUTHH COCY-
JIUCTOM HEJTIOCTATOYHOCTH.

Heab uccaenopanusi. OLEHUTH NPOTHOCTHYE-
CKO€ 3Ha4CHHE CTPYKTYpPHBIX U (YHKIIMOHAIBHBIX
M3MEHEHUI B MHOKap/ie y OOJIbHBIX CUCTEeMHBIM AL-
aMUJIOUIO30M C TIOPAXKEHUEM TOYEK PA3HOU CTETICHU
TSDKECTH.

Marepuajsl u MeToabl. O0cnenoBano 55 mamu-
€HTOB C MOP(OIOTHYECKA TOATBEPIKIEHHBIM CUCTEM-
HbIM AL-amuiongo3om (cpemHuii Bozpact 58+7ner,
MYy>X4uHBI — 334en., 60%), He ToMyYaBIIMUX TaToTe-
HETUYECKOW Tepanuu. Bcem mammeHTam ObUIM TIPO-
BezieHbl axokapauorpadus (3xoKI') ¢ TkaneBoit qor-
miepometpueit (T/]) B UMITyTbCHOBOTHOBOM PEKH-
Me, ompejeneHneM npoaonbHoi nedopmammu (I111)
u cxkopoctu aepopmanun (C) Muokapaa B obnactu
0a3aJIbHOTO, CPETHETO U AlTMKAJILHOTO OTJICIIOB MEXK-
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KemymoukoBoi meperopoaku (MIKII), perucrparus
anekrpokapauorpammsl (OKI'), onpenenen ypoBeHb
CBIBOPOTOYHOTO KpeaTuHuHa. CKOpocTh KiIyOou-
KOBOW (DHUIBTpAaLlMM pacCUMThIBajach 1Mo (opmyse
CKD-EPI. IlnazmenHast KoHIIEHTpaIus N-KOHIIEBOTO
(parMeHTa MO3TOBOTO HATPHUIypEeTHYECKOTO TOp-
MoHa (NT-proBNP) ompenenena y 34 manneHTOB.
Ceppevynas HETOCTaTOYHOCTh TUATHOCTUPOBaHa y 29
narenToB (53%) (NYHA xnace 1 — 7%, kmacc 2 —
22%, knacc 3 — 20%, xnacc 4 — 4%), npu 3TOM Bce
NAlUEHTHl UMENTM COXpaHHyIo (pakimio BeIOpoca.
IIponBUHYTBIE CTAANH XPOHUICCKOW OOJIE3HU TIOUECK
(XBII 3-5cTapnn) OMarHOCTHPOBAHHEI y 22 TAaIlWeH-
T0B (40%). MemuaHa ITUTSIIBHO CTH HAOTIOMEHHUS CO-
craBuia 44 Mecsana (MeXKBapTUIbHBIN pazmax 8-56
MECSIIICB).

Pesyabrartsl. J[aHHbIe 1a00paTOPHBIX U HHCTPY-
MEHTAJIBHBIX METO/IOB WCCIIEOBAaHUS CPaBHHUBAIHN B
rpynmnax OOJbHBIX: MAIIMEHTHI CO CTA0MIIBHBIM Tede-
HHEeM 00JIe3HU cocTaBuiM rpynmny | (n=24), naunes-
ThI C HEYKJIOHHBIM ITPOrPECCHPOBAaHNEM aMHUIION1034,
KOTOpO€ MPUBEJIO K cMepTH — rpymmy 2 (n=31).

s rpymimet 2 6pUTH XapaKTePHBI TOCTOBEPHO 00-
nee BbIcokre 3HaueHns ypoBHA NT-proBNP (memnuna-
Ha: 5822.0 vs 323.7ar/m; p=0,003), Tommuasr MKII
(1,5 vs 1,2cm; p=0,0005), nHAekca Macchl JEBOTO
xenmynouka (MMJIDK) (139 vs 106r/m%; p=0,02). TIpu
stoM ypoBeHb NTproBNP y mamnuentoB ¢ Hebnaro-
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npusATHBIM nporHo3oM U XBII 3-5crtagun mpessian
3230ur/mi (Meauana 955 7ur/min). [okazarenu TpaHc-
mutpanbHoro kpoBotoka (E, A u E/A), cHuxeHue am-
aTyas! BonbTaxka OKI' B cTaHIapTHRIX OTBENEHHSIX
Y MHJIEKC 00beMa JICBOTO MPEICepans He UMENH TIPO-
THOCTUYECKOTO 3Ha4eHHUs. Y OONBHBIX C TMPOTPECCH-
PYIOIIUM aMUJIOUI030M Cep/lia Oblila Pe3Ko CHIKEHA
MTAKOBAsi CKOPOCTh JIBIDKEHUS JIATEPATLHOTO OTIEa
(hubpo3HOrO KOMbIla MuUTpanbHOro Kiamana (M®K)
B pannio0 E” (6.0 vs 8cm/c B rpymmax 2 u 1, coor-
BercTBeHHO; p=0,02) 1 mo3aH0MI0 (ha3zy quacToisl A’
(7,25 vs 10,5¢cm/c; p=0,004), camxena CJ] cpennero
otaena MXII B pannmoro auacrony (0.6 vs 1.25¢;
p=0.02). [Tpu 3ToMm otHOMIeHUe E/E” B rpynme 2 Obi10
noctoBepHo BhImre (10,4 vs 6,6; p=0,008) u oTpaxka-
JI0 TSKECTh PECTPUKTUBHBIX HAPYIICHUH BHYTPHCEP-
JeYHON reMonuHaMuKHi. CHI)KEHHUE CUCTOIMYECKON
(hyHKIIMM MHOKap/a B rpynrne 2 XapakTepru30BaIOCh
HHU3KOM TMHKOBOW CHCTOJIIMYECKOW CKOPOCTBIO JBH-
xeruss MOK (7.0 vs 10.5¢cm/c; p=0,004) u HU3KOM
CTEIEeHbI0 KOHEUHOU cucTonnueckoi I1/] muokapaa B
cpenrem otaene MXKII (5 vs 11.5%; p=0.04).

¥V nauuentoB ¢ XbII 3-5ctaaunii nporuoctuyeckoe
3HAQYEHUE MMEJIU BCE BBILICIICPEUUCICHHBIC TapaMe-
TpBL, KpOME KOHEUHOU cucronnyeckon I1/] muokapna

© B.I". Cunogckuii, E.b. Cunosckasi, K.U. Jlebenes, A.B. CmupHoB
VIK 616-003.821-097.3 + 616.153.962

B cpennem otnene MIXKIIL. Kpome Toro, manueHTsI ¢
npoaBUHYTHIMU cTaausmMu XbBII B rpynmne 2 umenu
JIOCTOBEPHO 0oJiee HHU3KYIO MO3AHIOI0 IHACTONHYE-
ckyto CJI 6azampHOTO OoTHena MXKII, yem manmeHTHI
¢ XBII 3-5cranuii 1 cTaOUIIBHBIM TE€YEHUEM KapIuo-
naruu (0.65 vs 1.4¢!; p=0.007).

Amnanus mapamerpo T (S°, A", E"), II[], CH u
NT-proBNP, a Ttakxke mnoka3arened craHAapTHOU
OxoKI' cpenu manmeHTOB 0€3 MOYEYHON HEOCTATO4-
HoctH (XBII 1-2cTagnm) moka3an HEBBICOKYIO TIPO-
THOCTUYECKYIO IEHHOCTh ATHUX MapKepOB.

BeiBoasbl. YpoBenb NT-proBNP, Tonmmnaa MKII,
UMJDK u nokazarenu TJ] muokapna, (A", E', S’, E/
E’, CJl B paHHIOIO TUACTOIY U KOHEYHAS CHCTOJINYE-
ckas I1J1 muokapnma cpemgrero otaema MXKII) — a-
(eKTHBHBIC TPEIUKTOPHI HEOJATONMPHUATHOTO TIPO-
THO3a y OONBHBIX CHCTEMHBIM aMIJIOHI030M C IIO-
paxxenueMm cepaua u nouek. Ilpu XBII 3-5 craanit
MPOrHOCTHUYECKOE 3HAYCHHE TakkKe MpuodperaeT
BEJIMYMHA To3Hel nuactonnueckoit C/I 6azanpHOTO
otnena MOKII. ITporHocTuyeckas IIEHHOCTb 3TUX Ta-
pamMeTpoB y MAIMEHTOB 0e3 MOoYedHOr HelroCTaTod-
HoctH (CK®>60M/MUH) HEBEIHKA, YTO yKa3bIBacT
Ha BaXHOCTh PEHOKApAUATIbHBIX B3aUMOOTHOIICHUI
B IIPOTPECCUPOBAHUN aMUJIOUI03a.

B.I'" Cunosckuii, E.b. Cunoeckas, K.U. Jlebeoes, A.B. CmupHros

OCBEHHOCTU NCTTOJIb3OBAHNA MMMYHOTUCTOXNMNYECKNX METOAMK
OETEKLW NEFKMX LLEMEV KAMNMA U NAMBOA Y BOJTbHbIX C AL-AMUTONAO30M
(PETPOCMNEKTUBHOE NCCITIELOBAHWME 3A MEPMOL 2009-2015 rr.)

Poccus, CaHkT- Metepbypr, ®TBOY BO MCMOIMY nm. W.T1. Maenosa MuHzapasa Poccum

V.G. Sipovskii, E.B. Sipovskaya, K.I. Lebedev, A.V. Smirnov

PARTICULAR QUALITIES USING OF IMMNOGOCHEMICAL METHODS FOR DETECTION
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Brenenne. B naroMophosioruueckoi uarHocTu-
ke AL-amuionno3a HanboOJee KPUTHUHBIM METOJ0M
TUTNAPOBAHUSI aMHJIOWAA SIBISIETCS HMMYHOQITIOO-

pecUeHIMsl Ha KPUOCTaTHbIX cpe3ax. JlaHHBbIM METOo.
cymecTByeT 6oiree 50 et U uMeeT psA HeOCTATKOB
TEXHUKO-METOAO0JIOIMYECKOr0 XapaKkTepa MO BbIsBIIE-
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Huto HekoTopbix snuTornoB (N. C. Messias et al., 2015),
B YaCTHOCTH, JIETKHUX IIeTieil HUMMYHOTJIOOYJIMHOB.

ean uccaenosanms. IIpoBecTn peTpoCHEKTUB-
HBIN aHanM3 HehpoOUOTICHI OOIBHBIX ¢ BepUDUIIN-
POBAHHBIM aMIJIOHIO30M C HKCIIOJIb30BAHUEM pa3-
JUYHBIX METOJIOB UMMYHO()EHOTUITUPOBAHUS: UMMY-
Ho(IyopecueHIIMY Ha KPUOCTATHBIX, Napa@HHOBBIX
cpe3ax ¥ UMMYHOIIEPOKCHIa3aHOTO METOoJa JJIs Jie-
TEKIINH JIETKUX IeTel (Karmra, 1amMoa).

Marepuajibl 1 MeTOAbL. B nccienoBannn ObLTH
rcronb30Banbl Hepoodbuoncuu (2008-2015) ot 103
00BbHBIX aMWION1030M (AM). O6mas rpymnma 60Jb-
HeIX ¢ AM rp. Nel (n=103), Obuta pasmenena Ha 3
MOATPYNIBL; ManueHTsl ¢ AA-Tuniom AM — rp. No2
(n=42) , ¢ “HesICHBIM” UMMYHO- TUIIOM AM-Tp. Ne3
(n=28), ¢ AL-tummom AM -rp. Ned4 (n=33) . Jlns na-
TOTHUCTOJIOTHYECKOTO HCCIIEA0BaHUS U3 PparMeHTOB
[MOYCYHOW MApPEHXUMBI IOCJIC CTaHAAPTHOU (HUK-
caruu ( 4% IIDA Ha docharnom Oydepe pH 7,4 )
MIPOBOJIKH, 3aJIMBKA U3 MapauHOBHIX OJIOKOB ObLTH
TIPUTOTOBJIEHHI 3-4 MKM CEpUUHBIE CPe3bl, KOTOPHIE
OKpAIIUBAJNCh TE€MATOKCHIMHOM M DS03WHOM, pe-
aktuBoM llugda, TpuxpoMmanbHOH OKpackod, MO
Hxoncy, Konro-kpacueiMm. Ilpu monydeHun moso-
KUTENbHOHN peakunu Ha KOHTro KpacHBIN, MPOIYKTHI
peakuu BepUPUIMPOBAIHNCH B TMOJISIPH3AIHOHHOM
ceere. MmMmyHOMOp(oorndeckoe wucciaeaoBaHne
MPOBOIMIIOCH TpeMsi metodamu. [Ipsimas ¢myopec-
LICHIIMS OCYIIECTBIISIACh HA KPUOCTATHBIX Cpe3ax C
ucnoias3oBanreM FITC MeueHbIX MOTUKIOHATBHBIX
antuten, npousBoactso DAKO ([anms). Bo Bcex
OHMOIICHAX aHAIM3UPOBANACh NEMO3UIUSI B CTPYK-
Typax HedpoHa IgA, IgM, IgG, C3c, Clq, ¢ubpu-
HOTEHA, Kamma W JIsIMOAa Jerkux merneid. MmmyHo-
TUCTOXVMHYECKHE pEaKIUu MEPOKCHIA3HBIM (K
AA-KOMITOHEHTY, TPAaHCTUPETUHY, Kamma 1 JImMOaa
JIETKUM IIeTIsIM) U UMMYHO(]ITyOpEeCIeHTHBIM (K aH-
turenraM MeueHHBIX FITC k xamra u 1am0ma JIerkum
LIETsIM) METOJaMH MPOBOIWINCE Ha Tapa(HHOBBIX
cpe3ax TOMIIUHOU 4 MKM. [[7151 OLIEeHKH aKTUBHOCTH
MPOBOIMIACE 0030pHAsT MUKPOCKOIIUSI B CBETOOMNTH-
yeckoMm mukpockorne Carl Zeiss Imager Z 2 (I'epma-
HUSA).

PesyabTathl. B rpymmax 6ompHEIX AM 1peo0-
JIagaIy KEeHIMHBL — 56,3% oT o0Iero 4mciaa Bcex
nauveHToB.. CpeaHuil Bo3pacT mo BCed KOropre
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OompHBIX cocTaBun 55+14 mer. KommdectBo 60ub-
HBIX C «HESICHBIM» UMMYHO(EHOTHIIOM COCTaBJIsIIO
B ucciexyemoii rpymme 27,18% ot obmero uucna .
Heonpenenennocts (enoruna Obuta 0OyCIOBICHA
pa3IUYHBIMU TPUYMHAMH, CPEIU KOTOPBIX MOXKHO
OTMETHTH HEJIOCTATOYHBIH 00beM MaTepuaiia M HH3-
KyI0 WHPOPMATUBHOCTH JAHHBIX, IMOJyYEHHBIX MPH
UMMYHO(IIyOpECLCHIIMM Ha KPUOCTATHBIX CpPE3ax.
Ilpn cBETOONTHYECKOM HCCICAOBAHUU aMHIIOH]-
HbIE KOHTOQMIBHBIE MAcChl Paclojiaralich B BHIC
amMopdHBIX, 03uHO(MIBHBIX, «PAS+» Macc B pas-
JUYHBIX CTPYKTYpax NapeHXUMEl. JlaHHbIe HMMY-
HO()IIyOpECLIEHTHOIO HCCIENIO0BAHUSA JIETKUX Lenel
KaIma 1 J1IM0/1a Ha KPHOCTATHBIX Cpe3ax y OOJIbHBIX
¢ AL-amunoa030M B OOJIBIIMHCTBE CIIy4acB I0O3BO-
JSUTA THNUPOBATh X JIOKAJTU3ALMI0 B aMUJIOMIHBIX
Maccax. BMmecTe ¢ Tem, B psjie ciydaeB, a MIMEHHO y 14
0onbHBIX (42%) MPOAYKT PEAKIIUU HCCIEAOBAHHBIX
JIETKUX Leneld He BBIABISUICA, JHOO ObUI HU3KOWH-
TEHCHBHBIM. B CBSI3M ¢ 3THM IIPOBOAMIOCHE HMMYHO-
THCTOXMMUYECKOE HCCIIeIOBaHNE Ha MapapHHOBBIX
cpe3ax C MCIOJIb30BaHMEM MEPOKCHUAA3HOM PeaKuu
JUISL BBIABJIEHUS JEMIO3UTOB JIETKUX Lieneil. B pe3ynb-
TaTe 0Ka3aiaock, 9o y 4 (12%) 60IBHBIX UMET0 Me-
CTO OTJIOXKEHHE JIETKUX LIeel Kalllna B aMUIONIHBIX
Maccax, OCTalbHbIE K€ ObUTH CBsI3aHbI C JIAMOMa Lie-
nsvu. OTHAaKO B psizie ciaydaeB Mbl HAOIIOAaIH KOJie-
MIO3HLIUIO JIETKUX LieTel Kanma 1 JsImoaa.

Jnst okoHvaTensHON auddepeHIMpOBKH ObLT HC-
[0J1b30BaH MOJU(HULIMPOBAHHBIM METOJ BBIIBICHUS
JIETKUX Ierneldl MMMYHO(IyOpECUEHTHBIM METOA0M
Ha mapadunoBbix cpeszax (S.H. Nasr et al., 2018) ¢
UCIIOJIb30BaHUEM JH3UMHON JUTECTHH C TTOMOIIBIO
Proteinase K. B pe3ynbrare mbl momyumnu audde-
PCHIMPOBAHHYIO JIOKATU3AIHIO TIPOYKTOB PEAKIIUH
Ha JIETKHe LIeNH B MCCIIEJOBAaHHBIX aMUJIOUTHBIX MacC-
cax y MpOOJIEMHBIX OOJBHBIX.

BoiBoabl. Takum o0pa3om, NpoBeAEHHBIH pe-
TPOCTIEKTUBHBIN aHaIn3 HegpoOHoncHii OONBHBIX C
AL-amunonno3oM (BapuaHT MOHOKJIOHAJIBHOM ram-
MaraTuy ¢ MOpaKEHHEM TI0YeK) C MCIIOb30BaHUEM
Pas3InYHBIX IMMYHOMOP(})OIOTHUECKIX METOIUK IIO-
KazaJ HeOOXOIMMOCTb HCIIOJIb30BaHMS Pa3IHYHBIX
CHoco0OB BBISIBIICHHS JIETKUX LIENEH U NEPCIEKTHUBEI
UMMYHO(IIyOPECEHTHOTO HCCIICI0OBaHMsI Ha Mapa-
(UHOBBIX Cpe3ax.
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Beenenmne: JIokaibpHBINH aMUATIONI03 — 3a00JIeBa-
HUeE, IPU KOTOPOM aMHJIOU]T OTKJIAIIBACTCS U30JTH-
poBaHHO B ogHOM opraHe. Cpeau JOKaIbHBIX aMHU-
JIOUI030B Hanboliee MHOTOOOPa3eH B CBOEM IIPOSIB-
JIeHUHM JTOKanbHbIi AL —amunonnos (AL, ). Cucrem-
upid AL-amunonnos (ALy) B nebrore 3aboneBanus
HEPEIKO MIPOTEKAET C MOHOOPTAHHBIM MTOPAKECHUEM,
B CBSI3M C Y€M CYIIECTBYIOT TPYyAHOCTH nuddepeH-
MUAJIbHOM JMAarHOCTUKH C ALL-aMI/IJ'IOI/IZ[OSOM. IIpu
AL, -amMuiion103¢ B Ka4eCTBE JIEYEHHs Yalle BCErO
MIPUMEHSETCS YyIAIeHHe AaMIIOWIHBIX 04YaroB, a
npu AL -amunonnose — xumuorepanus. [Jlns mpo-
BEJCHUS CBOCBPEMEHHOTO W aJICKBATHOTO JICUCHUS
HEOOXOJMMO YMETh pa3jiuvaTh 3TU BapUAHTHI aMHU-
JT0UA03a.

Henp nccaenoBanusi: M3yunts 4acToTy U KIH-
HHYECKHE 0COOEHHOCTH Teuenus AL, -amuionnosa,
OTIpENIETATh KpuTepun nu(PepeHnnans-HoN Juarao-
CTHMKH B CpaBHEHUH ¢ AL -aMuII0M1030M.

Martepuanabsl u MeToAbl: B wucciegoBanue
BKIIOUeHO 343 mamueHTa C Pa3iuyHBIMU BapH-
aHTaMM aMWJIOWJ03a, B TOM uucie 142 manueHTta
C ALS—aMI/IJ'IOI/II[OBOM u 30 ¢ ALL—aMI/IJIOI/I,I[03OM.
Hunaruo3 AL, ycranaBivBajcs Ha OCHOBaHUH BbI-
SIBJICHUSI aMHUJIOW 1A B IOPAKEHHOM OPTaHE B OTCYT-
CTBHUSl NPU3HAKOB MOHOKJIOHAJIBHOW TraMMamaTHH
IO pe3yJbTaTaM BBICOKOYYBCTBUTEIBHOIO HMMY-
HOXHUMHYECKOTO HCCIEJOBAHUS CHIBOPOTKH KPOBU
1 MOYH.

PesyabTarni: PacnpoctpaneHHocTh AL -
aMUJION]I03a B HaIIeH BHIOOPKE COMOCTaBHUMA C pac-
npoctpaneHHocThi0 ATTR-ammnonnosza (p=0,3389)
u cocraBuna 9%. Yacrora AL, -amunonnosa ObLIa
HPAaKTUYECKU B 5 pa3 MeHblle, yeM 4dactora AL -

amunonnmo3a  (p=0,00001) wu AA-ammioungosa
(p=0,00001). Hanbonee uyacteiMu Qopmamu AL, -
aMuiIona03a OBUIM JIApUHTOTPaxeoOpOHXHATIbHBIH
(n=12) u amMuIOMUI03 C NOPAKEHUEM KOHBIOHKTHBBI
WJIM TKaHU TIa3HUIB! (n=8), pexe 0TMeUYanoch mopa-
XeHue Jerkux (n=3), koxu (n=3), MOYEBOTO ITy3HI-
ps (n=2), ronoBHOro Mo3ra (n=1) u MATKHX TKaHEH
(n=1). YV 17 (57%) mauueHToB XapakTep JICTIO3UTOB
amuonaa ObUT ONyxoneBUAHbIM U 'y 13 (43%) manu-
enToB aAu¢p¢y3Ho MHPUIBTPUPOBAT TKaHU. Y 56 u3
142 manueHTOB C ALS—aMI/IHOI/IILOSOM B ne0roTe 3a-
0oJIeBaHMS OTMEYaIOCh MOHOOPTaHHOE MOpaKeHHE.
[lpu TakoM TedYeHHH aMWIIOHJ03a IO pe3yJbTaTam
MHOTO(aKTOPHOTO aHAJIN3a COOTBETCTBHI Hambomee
uHpOpMaTHUBHBIMH Au(depeHIaTIbHBIMA TPU3Ha-
kamu ALs-amuiton103a ObUTH HATMYHE IPOTCHHYPUN
¥ MOHOKIIOHAJIbHOU ramMmMmanatuu. B cpenHem, Bpems,
HEOOXOMMO€e [UIs YCTaHOBJIEHHMs auarHosa AL -
aMUJION]103a, cocTaBmiio 23 Mecsma (8-55 mecsries).
Hawubonee yacTo npuMeHSBIIMNCS METOJ JICUCHUS —
yaaneHue aMWIONIHBIX ovaroB. [locie xupypruue-
CKOT'0 yJaJICHHUsI aMHJIOUIHBIX IEO3UTOB y KaXI0T0
YETBEPTOTO TMAIMeHTa OTMEYAJICSl PEIUANB aMUIOH-
Jo3a.

BoiBoabI: ALL-aMI/IHOI/II[03 BCTPEUYAETCSI TaKXKE
penxo, kak u ATTR-amunonno3 u 3aHUMaeT MOYTH
1/10 gacTp B 00mIel cTpykType amuinonao3a. Hanbo-
JIee YacTo IMOPaKaIOTC BEPXHUE JAbIXaTeIbHEIC TyTH U
KOHBIOHKTHUBA BeK. 1115 mpoBenenus nuddhepeHImanb-
HOU muarHocTuku AL - u AL -amunonnosa HeoOxo-
JIIMO MCKJTIOYHTH MIPOTEHHYPHIO M MOHOKJIOHATBHYTO
ramMmanaruio. Y Kakaoro 4 mamyeHra mociie ucceve-
HHUS aMWIOWAHBIX OTJIOKEHWH BO3HMKAaeT PELUIUB,
9TO TPEeOYeT MOUCKA IPYTUX METOJIOB JICUCHHUSI.
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BBenenue. MOHOKJIOHAIbHAs TaMmanaTus pe-
HanpHOTO 3HaueHus (MI'P3) mpencraBisier coboit
MEXIUCIUILTHHAPHYIO Po0IeMy, HaXOIsIIyIoCs Ha
CTBIKE OHKOI'€MaToJOruu u Hedposnoruu. Ecnu pac-
MIPOCTPAaHEHHOCTh U MPOTHO3 MOPaXKEHH MOYEK IpU
UWIHHIPOBOW HedponmaThu B CIydae KpUTEpUaIb-
HOH MHOKECTBEHHOH MHUEJIOMBI IOCTATOYHO XOPOILIO
M3YYEHBI, TO PacTpOCTPAaHEHHOCTh, CTPYKTypa U I0-
yeuHbli niporno3 npu MI'P3 octaroresa He 10 KoHIA
OTpe/IeTICHHBIMH, B TOM YHCJIE B POCCUHCKOH MOMy-
JSIUUN.

esp ucciaegoBanus. AHanu3 pacpoOCTPaHEH-
HOCTHU, CTPYKTYpPBI U IIOYEHYHOT'O0 MPOrHO3a y Halu-
eHToB ¢ MI'P3 mo naHHBIM KIWHHUKH He(QPOIOTHH
ITepsoro Cankt-IleTepOyprckoro rocyaapcTBeH-
HOTO MEAMLIMHCKOro yHUBepcuTeTa M. akaj. M.IL.
[TaBnoga.

IlanueHTHI M MeTOAbI. 113 1580 manueHToB, KO-
TOPBIM OBUIO BBITIOITHEHO MOP(OIIOTHUCEKOE UCCITe-
noBanue nouek B nmepuos ¢ 2011 r mo 2018 r, O6p111
0TOOpaHbl cly4yal, COOTBETCTBYIOIIME KPHUTEPHSIM
MI'P3: nanuune nponudepaunn KioHa B-xmetku/
[JIa3MaTHYECKON KIIETKH, He TpeOyIoleld MHHIIHA-
LIUU JICYEHUS 110 TEMATOJIOTMYECKUM MMOKA3aHUSAM, U
MOP(OJOTUYECKH BEPUPHUIIMPOBAHHOE MOPAKECHUE
MOYEK, aCCOIIMUPOBAHHOE C MPOAYKIIHMEH MOHOKIIO-
HaJbHOrO Oelika. BhUlM MpoaHaTU3UPOBAHBI THIIBI
nopaxkeHus nouek npu MI'P3, xapakrep Tepanuu,
a TaK)Xe reMaTOJIOTMYECKUI U MOYEUHBIH OTBETHI U
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ucxoxpl. [IporpeccupoBanneM MOYEUHOW TUCHYHK-
WU CYUTAI CHUKCHHE PACYETHON CKOPOCTH KITy-
6ouxoBoii ¢punsrpanuun CKD-EPI (2009) (pCK®)
>25% 0T UCXOMHOW/ Hadajlo 3aMECTHUTEIBHOU IIO-
yeynou tepanuu (3I1T), ymyumenwmem — HapacTa-
Hue pCK® >25%/ npexpamenne 3IIT Ha MomeHT
KOHIIa HaOJIO/ICHUs, OCTaJbHbIC 3HAYCHHS paciie-
HUBAJIH Kak cTabuibHy0 QyHKIUIO nmouek. CHHUXKe-
HHUE CYTOYHOH nporennypuu 6osnee uem Ha 30% ot
ucxoguow/ <0,5 r/cyTkH mpu CTaOWIBHOU IMOYed-
HOW (PyHKLMHU CUHTAIM OTBETOM IO NMPOTEHHYPHH.
PeructpupoBanu moueuynsid wcxox (madamo 3IIT
win pCK®<15 mu/mun/1,73M> HAa MOMEHT KOHIIA
HAOJIOJICHNS) U HACTYIUICHHE JIETaJbHOTO HUCXOJa.
[ToueuHyt0 BBIKMBACMOCTH OIICHHBAIU METOJIOM
Kannana-Meiiepa. Meamnana nepuoa HaOIIOICHUS
coctaBmia 12 (2; 22) mecsies.

Pe3yabTathl. beinu BeisiBieHs! 72 ciyyas (4,5%)
MI'P3 ¢ remMarosoruyecKMMu IUarHO3aMu CHUCTEM-
HoTo AL-ammmonmosa (n=55), [gM-MOHOKIOHATEHOM
raMMaraTui HeomnpeneneHHoro 3HadeHus (MI'H3)
(n=3) u ne-IgM-MI'H3 (n=14). CtpykTypa noueu-
HOTO MopakeHus BKIouana: AL-amunonnos (n=54),
00JIe3Hb OTJIOKEHHUS JIETKUX Iemnei (n=>5), mpomm-
depatuBHbd TIIOMepyiIoHedput (I'H) ¢ oTnoxeHu-
€M MOHOKJIOHAJIBHBIX HMMYHODJIOOYIHUHOB (n=3),
TpoMOOTHYECKyI0 MHUKpoaHruonatuio (n=3), C3-
riioMepynonatuio (n=2), Kpuorio0yJInHEMUYECKUH
I'H (n=2), ¢ubpumnsapusit 'H (n=1). Hekortopsie



ISSN 1561-6274. Hedponorus. 2019. MNMpunoxeHne Nel

ISSN 1561-6274. Nephrology. 2019. Appendix 1

cilyyan OBUIM TIPENICTABJIICHBI COYETAaHHEM pa3jiny-
HBIX ()OpM TIOpaxkeHus moyek: AL-aMuIon03 u npo-
mudepatuBHbld ['H ¢ oTioXeHHeM MOHOKIOHAb-
HBIX IMMYHOTJIOOYITUHOB (n=1); 00JIC3Hb OTIIOKEHUS
JIETKUX TENeH B COUETAaHUU C MPOKCUMATIHHOU TyOy-
nomarueit (n=1). IlanieHTEl B OCHOBHOM TOTYYHIH
XUMUTEPANEBTUYECKOE JIEUEHHUE, BKIIIOUYAIOIIEE CXe-
MBI ¢ 6opTezomuboMm, rukiIodochamumom, Mendana-
HOM, JEKCaMEeTa30HOM WJIN PUTYKCHMaOoM B Cilydyae
nuMbora3MonuTapHoil  nponudepanun.  JleBsatu
MareHTaM Obljla BHIMOJIHEHA ayTOJIOTUYHAS TpaHC-
IUTAaHTALUsl KOCTHOTO MO3Tra. 8 MallMeHTOB BHIOBLIH
U3-10A HAaOJII0AEHHS TIOCIIe YCTAaHOBIICHHS MAarHO3a,
6 OombHBIX ymepnd. ['eMaTomoru4eckuii OTBET OBbLT
monrydeH y 60% OONBHBIX, BKJIIOYAs TONHEBIA OTBET
B 38% cnyuasx. Y manueHtoB ¢ AL-ammiongozom
yXyIIICHUE WIN yIy4lIeHHEe/CTa0MIU3alHI0 oYey-

HOU (yHKUMHU peructpupoBasiu B 37% u 63% ciy-
4yaeB, COOTBETCTBEHHO. B ocTtanbHbIX cinyyasx MI'P3
Habmoganmm yiydmenue (20%) uinu cTabmimu3auio
nouewyHoit pynkiuu (80%). OTBET MO NPOTEHHYPUN
BbIIBIIIN B 57% cinyuaeB AL-amumnonnosa u B 50%
npu apyrux Bapuantax MI'P3. IlstunetHss kymyins-
THBHAs MOYEYHAs BBDKHUBAEMOCTb cocTaBuna 51%,
IIPHU 9TOM MEXTy ManueHTaMu ¢ AL-aMuion1o3om u
npyrumu Bapuantamu MI'P3 mocToBepHO HE OTIHYa-
J1ach.

3akmouenne. MI'P3 Hepenkas maronorus, xa-
pakTepu3yromascs pa3lInYHbBIMH KIMHUYECKUMHU U
MOP(OIOTHIECKUMH MPOSBICHUSIMH, ACCOLMHUPOBA-
Ha ¢ HEOJIAarONPHUATHBIM OYE€YHBIM IPOTHO30M, YTO
TpeOyeT MyIbTUANCHUIUIMHAPHOTO TIOAXOAa s
CBOEBPEMEHHOW JMArHOCTUKU U JICYEHHS TaKHX Ia-
LIUEHTOB.
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