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Summary. The article is devoted to the problem of kidney pathology in
adults and children with nephropathy associated with antiphospholipid
syndrome (APS). Nephropathy is part of the clinical picture of APS.
Thrombotic microangiopathy (TMA), which is a special type of vascular
lesion in the microvasculature of various organs, is the cornerstone
of nephropathy in APS. APS-nephropathy (APSN) is a predictively
unfavorable independent disease. The clinical picture of APS-associated
nephropathy is characterized by a variety of severity of clinical symptoms.
The main symptoms of APS-nephropathy, which form the clinical variants
of APSN, are described. The differences in the course of APS-associated
nephropathy among men, women and children are shown.
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pobnema 3TMONOrMKN 1 MaToreHesa NaTosiorMm no-
n yek y B3pOC/bIX 1 AeTel npu HedponaTum, accouu-

MpoBaHHOW ¢ aHTUdoCchoONUNUAHBIM CUHAPOMOM
(ADC), He TepsaeT cBoel akTyanbHOCTW. [TopakeHre nouyek
B pamkax AQC ctano o6beKTOM BHUMaHWA uccnegoBaTenei
B nocfiefHne fecatnnetTna. 3To CBA3aHO C TeM, UTO MOYUKU
ABNAOTCA OQHUM U3 OCHOBHbIX OPraHOB-MULLEHEeN Npu BCeX
KnuHnyeckunx dopmax AQC — nepBUYHOM, BTOPUYHOM, CBA-
3aHHOM MPEVMYLLECTBEHHO C CUCTEMHOWN KPACHOW BONYaH-
Ko (CKB), n KaTacTpoduueckom, NpeactaBasiowyum cobor
pefknin, Ho noutn B 50% cnyyaes ¢patanbHbili BapraHT ADC

[2].

Jo HacToAlwero BpemeHW KAMHMYeCcKne unccnenoBa-
HWA, NOCBALLEHHble K3y4yeHuto 3To GopMbl cocyamncTon
MaTosiorMmn noyek, HEMHOTOYUCEHHbI, YTO He MO3BONANO
B MONHOM Mepe W3yuYuTb PacnpOCTPaHEHHOCTb, KIWMHU-
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Anromayus. (TaTba nocBALLeHa npobneme NaTonoruv NoYeK y B3pocsbix u fe-
Teil npu HedponaTum, acCOLMMPOBAHHONM C AHTUHOCHONMNUAHBIM CUHAPOMOM
(A®C). Hedponatia ABnAeTcA yacTblo knuHuyeckoid kapTuHbl AQC. B ocHoe
Hedponatun npu AOC nexut TpomboTuyeckas mukpoatruonatua (TMA), npea-
cTaBnAwLwWas co6oit 0cobblit TUN NOpaxeHNa COCYAOB MUKPOLMPKYNATOPHOTO
pycna pasfinyHbIX opraHoB. [IporHoCTMYeCKIn HebnaronpuATHLIM CaMoCToATeNb-
Hbim 3a6oneBaHuem anaetca AOC-Hedponatna (AQCH). Knunnueckas kaptu-
Ha AOC-accouMmpoBaHHO HeponaTi OTAYALTCA MHOTO0Opa3MeM TAXeCTH
KNUHUYecknx cumnTomoB. Onucatbl ocHoHble cumntombl AQC-Hedponatim,
dopmupyloLume KnuHnyeckue sapuaHTbl AOCH. Moka3aHbl pa3nuuna B TeueHun
AOC-accoumpoBaHHOI HeppoNaTIAM Cpeam MYXKUMH, XKEHLLMH 1 AeTeid.

Kniouessie cnosa: antudochonunupHblit cungpom (ADC), cocyamctble Hapyue-
HUS, TIOYKN.

Ko-mopdonornyeckme ocCoGEHHOCTU, XapaKTep TeueHwus,
¢dbaKTopbl, BIUAIOWME Ha MPOrHO3 fleyeHus, npu Hedppona-
TUK, acCOLUMPOBAHHON C aHTUdOChONUNULHBIM CUHAPO-
MOM. BbiCOKas yacToTa CoCyancToro nopakeHnsa noyek npm
A®C, nonumopdram ero KnvHUYeCKNx npossfieHnid obb-
ACHAeTCA 60NbWON NPOTAXEHHOCTBIO COCYAWUCTOrO pycna
MoYeK M BO3MOXKHOCTbIO JIOKanM3aumm TPOMOOTNUYECKOTO
npouecca Ha ntobom ero ypoBHe — OT OCHOBHOIO CTBOMa
MOYEeYHOI apTeEPUN 1 ee BETBEN [0 BHYTPUMOYEYHbIX ap-
TEPUWOJI, TIOMEPYSPHbIX KanWsSpoOB W MOYEUHbIX BEH.
KnruHuueckas KapTuHa onpepenseTcs He TOMbKO JIoKanu-
3aLueit, HO U PacrpPOCTPaHEHHOCTBIO TPOMOOO6PA30BaHNS,
TEMIMOM Pa3BUTUSA 1 CTEMEHDBIO TPOMOOTNUECKON OKKIIO3UN,
OfHO- NN ABYCTOPOHHUM XapaKTepom npouecca [2].

Hedponatusa, Kak npasunio, ABAAETCA YaCTbio KINHU-
yeckoi KapTuHbl AQC, coueTanchb, Kak NPaBusio, C mopaxe-
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Huem UHC, ceppua, nepudepnyecknx aptepui nunm c aky-
LIePCKO NaTONOrMEN, pexe — C BEeHO3HbIMY TPOoMb603amu
[4]. Ha ocHOBe HOBbIX KINMHUKO-ANArHOCTUYECKNX KpUTe-
pues AOC BO3MOXHO U M30IMPOBAHHOE TPOMOOOKKIIIO-
3UBHOE MOpaXkeHne BHYTPUMOYEYUHbIX COCYAOB B OTCYT-
CTBUE TPOMOO30B KPYMHbIX apTepPUanbHbIX UM BEHO3HbIX
cTBonoB. B ocHoBe Hedponatun npn ADC nexut Tpombo-
Tnyeckasa mukpoaHruonaTtua (TMA), npeacrasnatowas co-
6011 0COObIN TUM MNOPAXKEHUA COCYL0B MUKPOLIMPKYNIATOP-
HOrO Pycna pas3fiIMyHbIX OPraHOB — OKKJTI031I0 TPOMbamMm,
cofepawmmy GpUOPUH 1 arpermpoBaHHble TPOMOOUNTDI,
apTepuii Manoro Kanubpa, apTepron u Kanuuisapos B OT-
CYTCTB/E MNPW3HAKOB BOCMaNeHUA COCYAUCTON CTEHKMU.
TMA conpoBoXxpaaeTca pasHoo6pa3vem 3aboneBaHui, oa-
HaKo NpW3HaKM NopaxeHus noyek mopdonornyeckue npu
3ToW natonornm HecneyndrUHbl U MOTYT GbITb NpefCcTaB-
NeHbl Kak OCTPbIMU, Tak U XPOHUYECKUMU N3MEHEHNAMMU.
OcTpble U3MeHeHMA BKNIOYAIOT B Ce6A pacnpoCTpaHeHHbI
TPOM603 KanunnapoB KJyOOUKOB U BHEMTOMEPYNAPHbIX
COCY[i0B MpPU CBETOOMTUYECKOW MUKPOCKOMUN C OTEKOM
SHAOTENMANbHbIX KNEeTOK, OTCNIOMKON KX OT 6a3anbHom
MeMOpaHbl 1 paclmpeHem cy63HOOTENNANbHOIO MNpo-
CTPaHCTBa, B KOTOPOM HaKarMBaeTCa pbixiblii MeEMOpPaHO-
noAo6HbI MaTepuran, BbiABNAEMbIA NPU SNEKTPOHHO-MU-
KpOCKOMnyeckoM mnccnegoBaHun. XpoHudeckyio TMA
TPYOHO AMarHocTnposaTb fake Mopdonornmyecku, no-
CKONbKY MNpW ANUTENbHOM TEYEHUU OHa NpepfCTaBfieHa
KapTuHon anddysHoro Hedppockneposa, a NpM MeHbLUeln
NPOAOSIXKNTENBHOCTM 60ne3HN GUOPO3HbIE M3MEHEHUA
COCYQI0B U MHTEPCTULMA HOCAT Hecneundnyeckmin oyaro-
BbIll XapaKTep M He BCeraa pacLeHnBalTCA Kak nposasne-
HUA cocyamcTon natonorum [2].

MopaxkeHne nouek npu ADC, Kak OTMeYanocb BbILlUE,
NPOUCXOAUT B pe3ynbTaTte pPeHOBaCKYNAPHbIX TPOMO0308B
C BOBNEYEHNEM MOYEYHbIX apTEPUN, BHYTPUMapeHXUMaTo-
3HbIX apTepuii, KNyboUKOBbIX KanuIApoB UAN NOYEYHbIX
BeH c pa3sutuem TMA BHyTpunouyeuHbix cocygoB. [Oua-
rHocTka AOC-HedponaTum TpebyeT Hannura OgHOrO UK
HECKOJIbKUX OCTPbIX NI XPOHUYECKUX TUMNYHBIX BHYTPU-
NOYeYHbIX MOPaXeHU NO pe3ynbTaTaM rMCcToNorum nocne
WCKITIOYEHMA APYTrMX MPUYMH MOYEUYHOW MUKPOAHruona-
Tun. OB6oCcTpeHne HepponaTum, CBA3aHHOW C CUCTEMHOM
KpacHon BonyaHkon (CKB), nporpeccupyiollee XxpoHuye-
ckoe 3aboneBaHue NoYek 1N paHHAA notepsa GyHKUUKM no-
YeyHOro TpaHCNaHTaTa TakxKe ABNAIOTCA YaCTblo CNEeKTpa
KNMHUYECKUX NPOABNEHUN nopakeHusa noyek npu ADC

[11.

OcHoBHol dopmoit nopaxeHus nouvek npu AOC aBna-
etca AOC-Hedponatus, KoTopas BbiagnseTca B 90-100%
cnyyaeB y 60nbHbix ¢ nepeBuyHbIM ADC c npri3Hakamm
nopaxeHuss novek [6]. TepmuH «ADC-accoummpoBaHHas
Hedponatua» 6bin npegnoxeH D. Nochy u coaBT,, KoTopbll
O3Hauan TPOMOOOKKIIO3MBHOE MOpa)eHne MeNKMUX BHY-

TpunoyeuHbix cocygos npu ADC [5]. AOC-HedponaTtus aB-
NAETCA CaMOCTOATENIbHbBIM 3a00N1EBaHNEM, MPOrHOCTUYECKU
He6/1aronNPUATHLIM OPraHHbIM MPOABJIEHNEM NEPBUYHOIO
aHTUPochonmnuaHoro cnHgpoma. MNporHos HedponatTuu,
accouMmpoBaHHON ¢ aHTUdGochONUNUAHBIM CUHAPOMOM
npu ecTeCTBEHHOM TeuyeHu 3aboneBaHUA HebnaronpuATeH,
nockonbKy 10-NeTHAA NouyeyHas BbIKMBAEMOCTb COCTaB-
nAaet 50% nayneHToB [3]. B HacToAWwee BpemMA NOABUAUCH
HOBblE KMHMYECKUE, JTAbopaToOpHbIE U IKCMEPUMEHTASb-
Hble [aHHble, MO3BONAIOLME PacNPUTL NPEACTaBNEHNSA
0 XapakTepe Natopr3nONOrMUYECKNX N FTEMOANHAMNYECKUX
HapyLleHUsiX noyek npu HedponaTv, acCOLUNPOBAHHOM
C aHTUdOCPONMNMAHBIM CUHAPOMOM.

KnuHuueckaa kaptnHa A®C-accoummpoBaHHON Hed-
ponatum B 3aBWCMMOCTU OT JlOKanmsauumm Tpom6o308
B COCYAWCTOM pycJie NoyeK, NPOTAXKEHHOCTN 1 TeMna pas-
BUTWA Mpouecca TPOMOOTNYECKON OKKI03MKM, Bapbupyet
OT OCTPOro NOBPEXKAEHWA NOYEK U TAXKENON apTepuanbHom
runepteHsun (Al) 4O MMHUMANbHOrO MOYEBOTO CUHAPO-
Ma, MATKON NN YMEPEeHHOW apTepuasnibHOW rmnepTeH3nm
1 MeZifIEHHO NMPOrpeccupyoLLEro HapyLweHns GyHKLUN Mno-
yek. K ocHoBHbIM 1 cHapomam ADC-HedponaTim OTHOCAT-
ca:

apTepuanbHasa runepTeH3us, Kotopasa obycnosneHa
aKTMBaLMe PeHUH-aHMMOTEH3MH-aNIbAOCTEPOHO-
BOW CCTEMbI B OTBET Ha MLIEMMIO NOYeK;
HapyLweHne GyHKLMN NoYeK, KoTopoe NpoaBnAeTca
B PaHHEM M30IMPOBaHHOM CHUXeHue CK®; B no-
YeyHOW HeJOCTaTOYHOCTH, Kak NpPaBuIio, MMeIoLLen
MeJIeHHO NPOrpeccHpyoWUn XapakTep; B pac-
NPOCTPAHEHHOCT OCTPOro MOBpEeXAeHMA Mnoyek
0 20% [6].

MOYEBOW CUHAPOM, KOTOPbIA B OGONbLUMHCTBE Chy-
YaeB MpeAcTaBfieH YMEpPEeHHOW M30/IMPOBaHHON
npotenHypuen meHee 1,5 r/cyt [6]. MpoTenHypua
HeppoTUUeCcKoro AnanasoHa HabnopaeTca B ped-
Kux cnyyaax usonuposaHHon AOC-Hedponatum.
MeHee yem y 50% naumeHTOB OTMeYaeTcAa MUKPO-
rematypus [1].

ADC-Hedpponatna peako NPOABAAETCA Kak OCTpas no-
YyeyHaa TpombOTMYeCKas MUKPOAHrMonaTus, npeacrass-
toLan cobow Hambonee Taxkenyto popmy octpon ADC-Hed-
ponatun [6]. OTO KAWHUYECKOe MpoABEHNE CBA3AHO
C 6bICTPBIM CHUXKEHNEM GYHKLIMM NOYEK C Pa3NYHbIMU CTe-
neHAMU remaTypun n npoTenHypumn. OcTpoe TeyeHue Xa-
paKkTepuUsyeTca pa3BUTMEM OCTPOHEPPUTNYECKOTO CUHAPO-
Ma C BbICTPO HapacTaloLel KpeaTuHUHemmeln. B Hanbonee
TSXKENbIX CJlyyasix BO3HMKaeT ObICTpPO Mporpeccupyiollas
noyeyHas HeLOCTAaTOUYHOCTb, KaK MpaBWio, B COYETaHWUU
c Taxenon Al [11.

OcHoBHble KnuHnMyeckne cumntombl ADC-accounmpo-
BaHHOWN Hedponatum — Al, HapylweHue GyHKUUN noyek
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N MOYEBOW CMHAPOM, B PA3/INYHbBIX COYETaHMAX GopMmpy-
IOT TPY OCHOBHbIX KNMHMYecKnx BapuaHTa AQCH: cuHgpom
COCyuUCTON HedponaTnum, oCTpoHedpUuTMUecKnii 1 Hedpo-
TUYECKMI CUHAPOMbI. PaHHUM npunsHakom ADC-accoummpo-
BaHHOW HedponaTuy ABNAETCA HapyLleHne GYHKLMMN NoYeK,
KOTOpOe MpOoABAAETCA N30IMPOBaHHbIM CHUXeHnem CKO,
Ha HeCKONbKO JleT onepexaloLM HapyLlleHne a3oToBblae-
nutenbHon GyHKUMKN noueK. BbiABneHbl pa3nuums B Teye-
Hun ADC-accounmpoBaHHON HedponaTum cpegn MyXUnH
N XKEHLWMH. Y My>XunH 60ne3Hb MaHndecTupyeT B cpefHeM
Ha 9 neT No3Xe, YeM Y XKEHLUUH NPENMYLLECTBEHHO BHEMO-

YEUHbIMMN NPOABNEHNAMM, B TO BPEMSA KaK Y »KEeHLUMH Npeob-
napaet nopakeHue novek [3].

B 3aKkntoueHre oTMETHM, UTO HOBbIE KIIMHMUYECKMNE 1 na-
60opaTopHble NCCNEeAOBaHNA OCOBEHHOCTEN KIMHKO-MOP-
donormyeckon KapTuHbl, Kak COBCTBEHHO MOpaKeHus
noyek, Tak U reMoAUHAMMUYECKUX HApyLWEeHWi A No3BonseT
pa3BepHyTO oxapakTepusoBatb ADC-HepponaThio Kak Ho-
BYIO GOPMY TPOMOOTNUECKON MUKPOAHIonaTim, 1 paspa-
60TaTb Ha VX OCHOBE OCHOBHblE MPWHLMMbI U METOAbI ee
ANarHOCTUKK 1 leYeHN .
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