HabnioneHus 3 npaktku

DOI: 10.28996/2618-9801-2020-3-406-415

Ponb Hedpobuoncum B guarHoctmke Hedpponatum
NPy BOCNANUTENbHBIX 30601EBAHUSAX CYCTABOB

KnnHuyeckune npumepsl u ob63op nuteparypsi

A.B. becnanosa’, H.Jl. Kosnosckas'2, T.B. boHgapeHko!, E.C. CtonsapeBuy3

1 IbY3 «Kb um. A.K. Epamuiianuesa [J3M» 129327, Poccus, Mocksa, yn. JleHckas, 4. 15
2 Poccuiickui yHuBepcutet apyx6sl Hapogos, 117198, Poccus, Mocksa, yn. Muknyxo-Maknas, 4. 6
3 I'bY3 Kb Ne52 [13M, 123182, Poccusa, Mocksa, yn. lexoTtHas, 4. 3

The role of nephrobiopsy in the diagnosis
of nephropathy in patients with arthritis
Clinical cases and literature review

A.V. Bespalova, N.L. Kozlovskaya®2, T.V. Bondarenko!, E.S. Stolyarevich?3

1 A.K. Eramishancev City Clinical Hospital, 15 Lenskaya str., 129327, Moscow, Russia
2 RUDN University, 6 Miklouho-Maklaya str., 117198, Moscow, Russia

3 City Clinical Hospital Ne 52, 3 Pekhotnaya str., 123182, Moscow, Russia

Karouesvie caosa: amuiondos, mydyrounmepemuyuansiiviii negpum, sexapemeerrioe ocmpoe nogpescoerue novex (OI111),
pesmanmoudreiil apmpunt, anKuA0IUPYIWUIl cROHOUAOAPIIPUIN

Pesrome

ITopakeHue oUYeK IPU BOCIIAAHUTEABHBIX 3a00A€BAHUAX CYCTABOB ABAAETCA OAHHM M3 HanboAee rpo3-
HBIX BUCHIEpUTOB. BaprnanTel maToAornu nodex npu peBMaToAOTMYECKUX 3200A€BAHNAX KpPaiiHE MHOT000-
PA3HBI ¥ MOT'YT ABAATHCA KAK KOMIIOHEHTOM OCHOBHOTO 3200AeBaHusA (K IPUMEPY, BOAYAHOYHBIH HeppuT
IIpY CHCTEMHOM KPaCHOIl BOAYAHKE), TAK H €r0 CEPhe3HBIM 0CAOKHEHHEM (AA-aMHUAOHAO3 IIPU peBMa-
TOMAHOM APTPHUTE) MAM CAEACTBHEM IIPHEMA ACKAPCTBEHHBIX IPENAPATOB, IPUMEHAECMBIX AAA ACUCHHA
PEBMATOAOTHYECKOI MATOAOIMH (A€KapcTBeHHBIe Hepporatun). [ToparkeHne odek y AAHHBIX ITAITIEHTOB
MOJKET 3aTParuBaTh U TAOMEPYAAPHBII, ¥ TYOYAOMHTEPCTULIMAABHBIN AIIIIAPAT IIOYKHU HAH cpa3y 06a. He-
CMOTpPA HAa 3HAYMMOCTh PaHHENH AMATHOCTHKH IIOPA’KEHHA IT0YEK IPH BOCIAAUTEABHBIX 3200A€BAHUAX
CyCTaBOB, 3TOT BOIIPOC BCE K€ OCTAETCA HEAOCTATOYHO U3yUeH. DTO B TOM UHCAE CBA3AHO C MAABIM UHC-
AOM IIPOBOAHMBIX IIPH AAHHBIX HO30A0THAX Hedpobuoncuii. Haamume nmporenHyprun mAu moBhIIIEHIE
KPEATUHUHA YaCTO AaBTOMATHYECKH PACCMATPUBAETCA B PAMKAX IIPEATIOAAraeMoro AA aMHAOHMA032, HO Oe3
AaAbHEIIIIero MopgOAOrHYECKOr0 IIOATBEPIKAECHUA CO CTOPOHBI IT0YEK, TOTAA KaK APYI'HE BO3MOJKHBIE
MOp¢OAOrHYECKIE BAPUAHTEI B PACUeT HE IPUHUMAIOTCA. DTO IPUBOAUT K TOMY, YTO He()POIIATHA BbI-
ABAAETCA HA IMO3AHUX CTAAUAX, YTO YBEAUYUBAET PUCK (POPMUPOBAHMA XPOHUUECKOIl 60AE3HU MOUEK
(XBIT) u yxyarmaer oOmmiuii Mporao3 y 00ABHBIX C BOCIIAAUTEABHBIMU 3a00AeBaHUAMU CycTaBoB. IMeHHO
IIOCTAHOBKA MOP(POAOTMYIECKOT0 AMATHO32 OIIPEAEAAET AAABHEHIITYFO TAKTUKY BEACHNA ITAIIIEHTOB, TOTAQ
KaK OTCPOYEHHAsA BEPH(PUKALMA AMATHO3A 3aYACTYIO HE AAET IIIAHCOB AAfL PEIrPeCcCa IMO3AHUX CTAAMH
xpoHudeckon 6oae3nu noyek (XBIT). B cBA3u ¢ yeM B IOAOGHBIX KAWHHYECKUX CUTYAIHAX PEKOMEH-
AOBaH GoAee paHHUN CKPUHUHI He(dPOIATHH U OIIPEACACHNUE TOKA3aHUN K Hedpobuoicuu. AeueHne
TAKHX IIAIIUEHTOB AOAYKHO IIPOBOAUTHCA MYABTHAUCIIUIIAMHAPHOM KOMAHAOII TePareBTOB, HE(PPOAOIOB,
peBMaToAOTOB. B cTaThe MPpUBOAATCA KAMHHYECKUE HAGAIOACHNA ITAIIEHTOB C IATOAOTHEH IT0YEeK NP
PEBMATOMAHOM apTPHUTE U IPH aHKUAO3HUPYIomeM crioHAuAnTe. IIpuBeaeHa mosyuennas mopgoaorude-
cKas KapTHHA He(POIATHIl B 000UX CAyYanx, 00Cy>KACHBI THCTOAOTUYIECKIE HFOAHChI, KOPPEAUPYIOIIIHE
C KAUHUYECKHMU 0COOEHHOCTAMH.

Adpec dns nepenucku: becnarosa Anna Baadumuposna
e-mail: nickname-anna@mail.ru

Corresponding author: Dr. Anna V. Bespalova
e-mail: nickname-anna@mail.ru

4006 Hedponoruan guanuz - T. 22, N2 3 2020



Ponb He¢po6woncww B AMATrHOCTUKE Hed)ponaw npu BOCNANUTENbHbIX 3a6onesaHmax CyCTaBoB

Habnionenus 13 npaktk

Abstract

Kidney damage in patients with arthritis is one of the most formidable viscerites. Nephropathy
in rheumatological diseases is diverse and can be a component of the main disease (for example, lupus
nephritis in patients with systemic lupus erythematosus), and its complication (AA-amyloidosis in patients
with rheumatoid arthritis) or a consequence of the use of drugs for treatment of rheumatological conditions.
Kidney damage in patients with arthritis can include the glomerular and tubular compartments of the
kidney, or both. Despite the importance of early diagnosis of kidney damage in patients with arthritis, this
issue is not well understood. A possible reason for this is a small number of kidney biopsies in patients with
these diseases. The presence of proteinuria or an increase of serum creatinine level often automatically
considered as AA-amyloidosis, while other possible morphological variants are not considered. This leads
to the detection of nephropathy in the later stages, which increases the risk of developing of chronic
kidney disease (CKD) and worsens the overall prognosis in patients with arthritis. The management
of such patients depends on the pathology pattern of nephropathy. In this regards, early screening of
nephropathy and determination of indications for kidney biopsy recommended in such clinical situations.
Treatment of such patients should be carried out by a multidisciplinary team of internists, nephrologists,
and rheumatologists. We present description of two cases of nephropathy in patients with rheumatoid
arthritis and ankylosing spondylitis, illustrated by kidney pathology; histological nuances and clinical
features are discussed.
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BBeaenue

[Nopaxenue IToYeK IpH PEBMATOAOTHYECKHX 3a00A€-
BAHHAX IIPEACTABAAET COOOI ODIIMPHYIO M IETEPOreH-
HYIO TPYIIIY IATOAOTUH, 3a4aCTYIO AHATHOCTHPYEMBIX
TOABKO HA IIO3AHHX CTAAMAX, OAHAKO HECOMHEHHO
3HAYHMO YTAKEAAIOMUX 0DInee Tedenne OOAE3HM.
MmennO 9111 (haKTOPE 1 OIPEAEAAIOT AKTYaABHOCTD
H3y9IEHUA AAHHOM 11poOAeMBL. M ecAr matoAorus mouek
IIPU CUCTEMHBIX 3a00AEBAHHAX COEANHHTEABHOM TKAHI
(C3CT) uMMYHOBOCITAAUTEABHOIO XapaKTepa U3ydeHa
AOCTATOYHO XOPOIIIO, TO HEPPOIATUAM IIPU BOCITAAH-
TEABHBIX 3200ACBAHHAX CYCTABOB, TAKHX KAK PEBMATO-
uAubI apTput (PA), aHKHAO3HPYIOIINI CIOHAUAHT
(AC) 1 T.A., 329aCTYIO YACAAETCS 3HAUMTEABHO MECHBIIIC
BHUMAHI.

3BecTHO, 9TO BOBAGUEHHE B IIATOAOTHIECKHUIT
IIPOIIECC TTOYEK MOKET ABAATHCA IIEPBBHIM CHUMITOMOM
u raasaeM npossaeareM C3CT, kak, Harmpumep, BOA-
YAHOYHEIH HePPUT IPU CUCTEMHOH KPACHOM BOAYAHKE
(CKB) nau raomepyronedpHT IPH CHCTEMHBIX BACKY-
AmnTax. B aTom cAydae opaienue mmouek — KOMIIOHEHT
3a0oAeBanmA. COrAaCHO CTATUCTUYECKIM AAHHBIM, TIPH
cayuaiinoii Betbopxe y 25-50% 60apubx CKB B Hawase
3200AEBAHUA UMEIOTCA IIPU3HAKHI IIOPAKEHHUA ITOYEK,
JaCTOTA KOTOPOTO ITO MEpe Pas3BUTUA DOAC3HI AOCTH-
raet 60% y B3pocanx n 80% —y aereii [1, 2].

V manmeHToB C AAUTEABHO TEKYIIUMH XPOHHYE-
CKUMH BOCIAAUTEABHBIME 3200ACBAHHAMU OIOPHO-
ABHIATEABHOTO aIrapara (K IPUMEpY, PeBMATOUAHBIN
aprpurt, copuarudeckuii aprput — IcA, ankraosupy-
FOITIMI CIIOHAMAHT H T.A.) HE)POIIATHA KAK IPOABACHIIE
CHCTEMHOTO 3200AEBAHUSA PA3BUBACTCA CYIIECTBEHHO
peKe, XOT IIPH 3TOH ITATOAOTHH TAKAE BO3MOKHO Pas3-
BHUTHE NIMMYHOKOMITAEKCHOTO raomepyAonedpura (I'H),
B OoApmmuHCTBEe cAygaeB IgA-nedpomarum. Oanako
JAITIEe BCETO ITOPAKEHUE ITOYUEK ABAACTCA CEPHE3HBIM

OCAOKHEHHEM CAMON PEBMATOAOTHYECKOH ITATOAOTH,
KAK 9TO CBOHCTBCHHO AA-aMHAOHAO3Y.

Baxuoit 0cOOeHHOCTBIO TTOAOOHBIX 3200 ACBAHHIT fAB-
ASIETCA BBICOKAA YaCTOTA ACKAPCTBEHHBIX HE(DPOIIATHIA,
CBA3AHHBIX HE C CAMON OOAE3HBIO, 4 C IPEIAPATAMH,
IIPUMEHACMBIMU AAf €€ AcdeHns. Tak, HeCTepOUAHBIE
nporusosocmaanteAbHbie mpenapate (HIIBII) crro-
COOHBI BBI3BIBATD TYOYAOHHTEPCTUIIHAABHBIN HePPHUT
HAN OCTpPBIN KaHaABIEeBbI Hekpo3 (OKH), mpemapaTsr
30A0Ta — MEMOPAHO3HYIO HeDPOIIATHIO.

Takum 0Opasom, mopakeHHe MOYeK pHu 3200Ae-
BAHHAX CYCTABOB MHOTIOITAAHOBO H Pa3HOOOPA3HO,
MOJKET 3aTPArUBATh KAK TAOMEPYASPHBIN, TaK U TyOy-
AOMHTEPCTHIINAABHBIIN aIlIIapat II0YeK, PeKe — ObITh
KoMOHnHarnue 060uxX BHAOB Hmopaxenusd. OAHAKO He-
COMHEHHO, YTO IIPHUCOCANHEHIE HE(DPOIIATHI HEPEAKO
CYILLECTBECHHO YTAKEASCT OOIIIee COCTOSHIE DOABHOTO,
ABASICTCSH IIPOTHOCTHYCCKU BAKHBIM M HEOAATOIIPUAT-
HBIM CHMIITOMOM, 0€3 CBOEBPEMEHHOMN AMATHOCTHKI
KOTOPOT'O HEBO3MOKHO IIOAHOLICHHOE ACICHIE H BEICOK
PHCK MHBAAHMAM3AINH IIAIINEHTA, BIIAOTD AO Pa3BHTHA
TEPMHHAABHON CTAAUN XPOHUYECKON DOAE3HU ITOUEK
(XBIT).

B OoAbIIMHCTBE CHTYaIUI «30AOTBIM CTAHAAPTOMY
AMATHOCTHKH He(DPOIIATHH OCTACTCA OHOIICHS ITOYKH.
Ho ecan nmpu CKB u cucremusix BackyanTax Hedpo-
Omoricus, BKAIOYEHHAS B OOA3ATEABHBII aATOPHTM
00CACAOBAHHSA, HAIIPABACHA HE CTOABKO Ha Bepudu-
KAITMIO AMATHO32, CKOABKO Ha OIIPEAEACHHE IIPOTHO3a
U BEIOOP TAKTHUKH ACYCHUS, TO IIPH BOCIAAUTCABHBIX
3200AEBAHMAX CYCTABOB OMOIICHSA ITOYKU BBIIIOAHSA-
ercs, B IIEPBYIO OYEPEAD, C AHATHOCTHYECKOH IIEABIO,
HEYACTO U B OOABIIIHCTBE CAYYACB CYIIECTBCHHO 3a-
ma3ABIBaeT. TaKOM IIOAXOA 3aTPYAHACT ITOAYICHUE
YIETKOTO ITPEACTABACHHA 00 OCOOEHHOCTAX HOPAKEHNA
IIOYCK B KOHKPETHOM CAYYae M HE AAET BO3MOMKHOCTH
OXapPAaKTEPU30BATD CIIEKTP ITOYEIHOH ITATOAOTHH IIPH
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BOCIIAAMTEABHBIX 3a00ACBAHUAX CYCTABOB B IICAOM,
4 CXOACTBO KAMHHYECKOH KAPTUHBI peHAABHOro AA-
AMHAOHAO32 M HEKOTOPHIX MOP(OAOTHYECKUX BaPH-
arros I'H me Bceraa mossoaser auddepeHupopars
9T 3200ACBAHUA § IOCTEAN DOABHOTO, XOTHA OUe-
BHAHO, YTO OT BAPHAHTA, XapaKTepa MopaKeHus (TAo-
MEPYAAPHBIH, TYOYAOHMHTEPCTHIIHAABHBIH, COCYAUCTHII
KOMITOHEHT) ¥ TAKECTH IIPOIIECCA HAPAMYIO 3aBUCHT
AAABHEMIIAA TePAIIEBTUYECKAA TAKTHKA, BKAKOYAsA HH-
AUBHAYaABHBIN BBIOOp ITperapatos. Bor mouemy me-
ppomaTuA IpH BOCIHAAUTEABHBIX 3200AEBAHUAX CY-
CTaBOB OCTACTCHA AKTYAABHOH MEKAHCIIHUIAMHAPHOIM
IIpOOAEMOIA.

B marmredt cratbe MbI OBI XOTEAH OOCYAHTD BOIIPOCH
AMArHOCTHKH U BAPUAHTOB IIATOAOTHH ITOYEK ITPH Pas3-
HBIX BOCIIAAHTEABHBIX 3a00AEBAHUAX CYCTABOB — PEB-
MATOMAHOM apTPUTE U AHKHAO3HPYIOIIEM CIIOHAH-
ante. Hecmorps Ha TO, 9TO y OOOHX IIPEACTABAAEMBIX
IIAITHEHTOB IT0 PE3YABTATAM IIYHKIHOHHOH HepoOHoL-
CHU BBIABACHA AMHAOMAHAA HEPOIIATHA, KAMHIIECKH
AMHAOHAO3 IIPOTEKAA ITO-PA3HOMY, H, ECAH OBI HE MOP-
orormueckoe HCCACAOBAHHIE, OAHOMY H3 ITAITHECHTOB
morAn Ovl ycTaHOBUTSH Anarnos I'H.

Cayuaii 1

[Tanment K., 63 AeT, HAXOAUACS TTOA COBMECTHBIM
HaOAIOACHHEM peBMaTOAOTOB 1 Hedpororos I'bY3
I'Kb um A.K. Epamurmanmnesa A3M B mepuoa ¢ fH-
Bapda 2019 r. mo macrosmee spems. C 2013 1. (c 57 aer)
CTpasaA peBMaTOUAHBIM apTpuToM (PA), cepormosntus-
goM, ALILITT-ITo3WTUBHEIM, ¢ BRICOKON aKTUBHOCTBIO
(DAS-28-6.1), HaAm9ImeM CHCTEMHBIX HPOABACHUMN
(moreps Beca, AUXOpPaAKa, aHeMHuA, IepudepudecKas
noAnneiporarus). M3 comyrersyrormx 3a00AeBaHmit
HMEAH MECTO APTEPHAABHAS TUIIEPTOHUSA 2 CT., YCIICIIIHO
KOHTPOAHpPYeMas IPHEMOM OAOKATOPOB PELIEIITOPA AH-
ruotensuHa Il n 6era-6A0KkaTOpOB, U A3BEHHAA OOAE3HD
ABEHAALIATHIIEPCTHOH KuIku. B kagectse OasucHOM Te-
parzu PA 6oAbHOI TOAyIaA MeTOTpeKcaT 25 Mr/ cyTki
€ AODABACHHEM METUAIIPEAHU3OAOHA 4 MI'/CyTKH, C 110~
CACAYIOIINM IOBBIIIICHUEM AO3BI AO 8 MI'/ CyTKH, AO-
GaBaenuem cyabgacarasuna 2000 mr/cyTku u 3arem,
B CBAI3H C COXPAHAIOIIEHCA BBICOKOIH aKTUBHOCTBIO PA,
IIPOBEACHHEM HIYAbC-Tepaluu (METHAIPEAHHU30AOH
500 mr Ne 3 B/B KaIl.) 1 3aMEHON METOTPeKcaTa Ha Aep-
AyHOMEA 20 Mr/CyTKH, 9TO, OAHAKO, TAK)KE HE IIPUBEAO
K ITOAHOH pemuccrn 3aboAeBanus. boaesoii curapom
COXPAHAACH, UTO 3ACTABAAAO ITAIINEHTA CKCAHEBHO IIPHU-
mumatb HITBIT B BEICOKMX A03aX B COYCTAHUU C MH-
IHOUTOPAMU IIPOTOHHOM ITOMIIBL. Y YUTHIBAS BEICOKYIO
KAHHHKO-A200paTOpHYyIO akTuBHOCTH PA, Heabdex-
THBHOCTD IIPOBOAMMOH paHee 0A3MCHOM Teparnm,
HOCTOAHHYIO HeobxoauMocTs mpuema HITBIT, 65180
PEIIeHo HA3HAYUTD ITAIIMEHTY TAPIeTHBI CHHTETHIC-
CKHIT OA3MCHBII IIPOTUBOBOCITAAUTEABHBIN ITPEHapaT
u3 rpyre nHrudnTopoB fuyc-kumas — Todanuuauo.
Ans ipoBeaenus Teparmu B depase 2019 r. 6oabnoM
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6p1A rocrimrasusuposas B I'Kb um AK. Epamumman-
rieBa. [Ipu rabopatopHOM 0OCACAOBAHUN OTMEYCHBI
anemust Aerkoii crerrenn (Hb 111 r/A), ymepennas ru-
nonporennemus (53-54 r/A) ipu HOPMaABHOM yPOBHE
aapOymuHa (34 r/A), COXpaHHAS a30TOBBHIACAHTEAbBHAS
(pyHKIUSA [IOYEK — MOUEBUHA 5,2 MMOAB/ A, KPEATHHIH
91 mxmoAb/ A, CKD — 77,63 ma/Mur/1,73 M2 mo CKD-
EPI, Bercokue mmokasaTeAH peBMATOHAHOIO (hakropa
(PD) —461,3 (mopma 0,00-14,00) ME/mA npu neGoab-
rrom nossittennn CPB — 12,68 (zopma 0,00-10,00) mr/a,
B aHAAM3aX MOYH — OeAok 1,0 1/A, Ipy HensMeHEHHOM
MoueBoM ocaake. B magase despaas 2019 r. manrmm-
posana Teparust Todarmmuantom B Aoze 10 mr/ cyrkm.
UYepes 10 Ameil y maruenTa pasBHAACh TKEAAS BHYTPU-
OOABHIYHAS ABYCTOPOHHSAS ITOAMCEIMEHTAPHAS OPOH-
XOITHEBMOHHA, YTO OTpeOoBaAo nepesosa B OPUT.
B sror nepuoa coxpansinace anemust (Hb 101-116 r/a),
nossuAca Aeiikonntos 12,2X109/A co cABUrOM BAEBO
AO MHEAOIUTOB, cPOPMUPOBAACH HEDPOTHIECKII
cuaapom (HC): mapocaa rumonporennemus (0Ot
6enok 46,6-50 r/ A, aasbymun 29 r/ ). Briepssie 6b1A0
3APETUCTPHPOBAHO IOBHIIICHNE KPEATUHNHA KPOBH
A0 200 MKMOAB/ A, MOYEBHHE AO 15,8 MMOAB/ A, 9TO
OBIAO PACIIEHEHO KaK OCTPOE IIOBPEKACHHUE IIOYCK
(OII). TTocae xymupoannsa HHMEKINOHHOIO OC-
AOMKHCHHS KPEATUHUH CHH3HACA AO HOPMAABHBIX 3HA-
genuit (95 mkmoas/A). Ha doue nueBmonmnn yposens
CPb Bospacran makcumaabHo A0 171,97 mr/a, mpo-
kaAbLETOHNH 1pesbias 2 (Hopma 0,00-0,49) ur/ma.
Hapacraaa nporennypust — Ao 3,1-2,1 r/A, MogeBoi
0CaAOK He u3MeHsACA. [IpoBoAnmAach akTUBHAS aHTH-
OakTepHaAbHAA TEPAIINA: IIEPBOHAYAABHO IIPEIapa-
Tamu 11eAAOCIIOPUHOBOTO PAAA C ITOCAEAYIOIIEH 3a-
MCHOH Ha KOMOHHALIUIO KapOalleHeMa U IIPErapaTros
(pTOPXHHOAOHOBOTO prAAa. B pesyapTarte mpoBeAcHHOM
Tepanuu k xoHIy despaad 2019 r. muHeBMOHMA paspe-
IIIMAACH, U HAIHCHT ObIA BBIINCAH. AAf pereHus Bo-
mpoca o0 AaAbHerreM AedeHun PA oH GBIA TIOBTOPHO
rOCIUTAAU3UPOBaH depe3 2 meaean. [Ipu oOcaeaoBa-
HUU OTMEYEHBI HU3KUH yACABHBIH Bec Moun (1000), Ha-
pacranue nporennypun A0 6,18 r/cyrkn 63 nsmeneHus
MOYEBOIO OCaAKa U IpH Ipexkuel Bopaxennocta HC,
ymepennoe cumxenne CK® — 69,26 ma/mun/1,73 m?
o CKD-EPI (kpearnrnn 100 mkmoan/ A). [punumas
BO BHIMAHHE HECOMHEHHOE ITOPAKEHIE IIOYEK, K AAAD-
HeHIIeMy HAOATOACHUIO ITAIIMCHTA OBIAM ITPUBACUCHEL
Hedpororn. AAfl yrodHeHUs XapakTepa HepomaTuu
B cepearre Mapta 2019 1. BBIITOAHEHA OHOIICHS ITOYKH
(Puc. 1).

B npemapare 22 kayOouka, 1 3 KOTOPHIX ITOAHO-
CTBIO CKACPO3UPOBAH. KAYOOUKH HEMHOIO YBEAMICHEL
B pasMepax, B HEKOTOPHIX OIPEACAACTCA HEOOABIIOE
pacCIIupeHne ME3aHTUA 32 CUET OTAOKEHHUA 03UHO-
(uabubx Oeckaerounsx macc. Auddysno-ogaro-
BBl (buOpPO3 mHTEpCTHINA U aTpOdUA KAHAABIIEB,
saHuMarorue okoAo 10-15% maormmaan mapeHxuMEL.
Hecrrennduaeckas aumdorucruonnrapuas nH(UADb-
TpaInua HHTEPCTHIINA B 30HAX CKAECPO3a. B OoApImma-
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Puc. 1. Mopdonornyeckoe nccnefosaHne 6noncrintHoro matepuana nayunenTa K.

Okpacku A) PAS x100; B) Tpuxpom no MaccoHny x100; B) KoHro KpacHbiMm x200; I') iccnepoBaHue B nonApr3oBaHHOM CBeTe
BbipaxeHHoe anddy3Hoe NoBpexaeHne KaHasibLIeBOro SNUTENNs CyTPATOM «LETOYHOI KaiiMbl», 3HAUMTENIbHbIM CHUMKEHEM BbICOTbI KaHaNbLIeBOro
3NUTENUA 1 paclupeHneM NPocBeTa KaHanbLeB (Puc. 1a n 16). B yacTn knyboukoB onpeaensetcs He6oMbLLOE NoKabHOE PaclUMpPeHne Me3aHrs
M YTOJLLEHNE CTEHOK KanWINAPHBIX NeTeslb 3a CYET OT/IOKEHWsI KOHTOOUbHbIX 6eCKNIETOUHbIX Macc (Puc. 1B), B NONApM30BaHHOM CBETE OTMeYaeTCs
A610UYHO-3€NeHOe CBEYEHNE B X NpoeKkuun (Puc. 1r).

Fig. 1. Representative renal biopsy of the patient K.
Stained with A) PAS x100; B) Masson's trichrome x100; C) Congo Red x200; D) Under polarized light
Severe diffuse damage to the tubular epithelium with the loss of the "brush border", a significant decrease in the height of the tubular epithelium

and expantoin of the tubular lumen (Fig. 1a and 1b). Some glomeruli with little local expansion of the mesangium and thickening of the walls of the
capillary loops are determined due to the deposition of congophilic cell-free masses (Fig. 1c). Under polarized light an apple-green glow is noted

in their projection (Fig. 1d).

CTBE KAHAABIIEB OTMEYACTCH ITIOBPEKACHNIE KAaHAABIIE-
BOTO anuTeAnA ¢ ANP@Y3HOH yTPATOH «IMETOYHOMH
KalIMBD», BEAYINEE K CHUKEHHIO BBICOTHI KAHAABIIEBOTO
SINTEANS ¥ 3HAYHUTEABHOMY PACHIHMPEHUIO IIPOCBETA
KaHAADBIIEB. APTEPUH U aPTEPUOABI — O€3 OCOOEHHO-
creii. [Ipn oxpacke Konro kpacHbIM O3UTHBHOE OKpa-
IIIMBAHUE MATEPUAAA, TH(UABTPHPYIOIIETO KAYOOUKH.
B moaspusosarHOM cBeTe OTMEUAETCA AOAOTHO-3€EAE-
HOE CBEYCHHUE B IIPOCKIIUH OTAOKEHUA OECKAECTOYHBIX
macc. Mimmynodaroopecriennus: IgG — merarusHo,
IgM — meratusro, IgA — nerarusno, C3 — HerarusHO,
Clq — merarusno, Kappa — merarusuo, Lambda —
neratuBHo, PuOpun — HerarnBHo. 3aKAIOYCHHE:
AmMuA0HA03 1TouKH. OCTPBIH KaHAABIIEBBIH HEKPO3
(OKH).

Pesyabrar mpoBeAeHHOH HePOOHUOIICHH ITO3BOAUA
AMATHOCTHPOBATH ABA BUAA ITOPAKEHHUA ITOYCK: AMUAO-
MAHYIO HEPPOIIATHIO, PA3BUBILIYIOCA KAK OCAOKHECHIE

AANTEABHOTO TAxeAOro Teuenud PA, u yOysounTep-
CTHI[HAABHOE IIOPAKEHIE ACKAPCTBEHHOIO ICHE3d —
B Buae OKH, sBuBIIErocs cAeacTBuemM KOMOMHAIIUN
AAUTEABHOIO €KECAHEBHOTO IIPHEMA OOABIINX AO3
HIIBIT i #HrubuTopoB MPOTOHHOI ITOMITHI, YCYTYOACH-
HOT'O IIPOBEACHHON aHTHOAKTEPHAABHOH TepaIneii.
[TpurHyrMasn BO BHUIMAHIE COYCTAHUE ABYX BUAOB IIO-
YeqHOro nopaxenns — amnaonao3a u OKH y marmenra
C PE3UCTEHTHBIM K CTAHAAPTHOM Teparmu PA, BEICOKYIO
aKTUBHOCTh OCHOBHOIO 3a00AEBAHMUA, IIEPEHECCHHEIE
OCAOKHEHHA HOBOW OMOAOTHYECKOM TepaIiy (ITHEBMO-
HEA), OBIAO PEKOMEHAOBAHO AAABHEHIIIEE HAOAFOACHHE
PEBMATOAOTAMH C IIEABIO CMEHBI HMMYHOCYIIPECCHB-
pot teparuu. OCHOBHBIC AKIICHTHL B ACUCHUU AOAKHEL
OBITh CAGAAHBI HA ITOAABACHUE aKTUBHOCTH PA, 910
IIO3BOAHT 3aMEAAUTD IIPOIPECCUPOBAHNE AMUAOUA-
HOU HePOIATHH U CHH3HUTH IIOTPEOHOCTD B IIPHEME

HIIBIT.
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Cayuaii 2

[MammenT A., 50 AeT HAXOAUACA ITIOA COBMECTHBIM
HAOAIOACHHEM TEPAIIEBTOB, PEBMATOAOTOB 1 HePPOAO-
ros 'bY3 I'Kb nm A K. Epamurmanmnesa A3M ¢ mapra
2019 1.

BoApHOI cTpasacT aHKHAO3ZHPYIOIIUM CIIOHAH-
AuTOM (ABycTOpOHHHIT cakpouaent IV cr, mO3AHAA
craaus) ¢ 19 aer, B TedeHue IPAKTHIECKH BCETO IIe-
proAa OOAE3HH B KAYECTBE TEPAITNH ITOAYIAA CYAbda-
canasun 1,5-2,0 r/cyrku (c mas 2019 r. A03a cHmKeHa
A0 1,0 r/cyTkn n3-3a TOAOBOKpYKEHMS), B CBA3H C CO-
XPAHAIOIIUMCH OOACBBIM CHHAPOMOM OECKOHTPOABHO
npuanman pasanansie HIIBIL B redenne nmocaeannx
4-5 AeT — eKEAHEBHO B BBICOKHX AO3aX 0Oe3 Iprema
racTPOIPOTEKTOPOB. 32 6 MEC AO IOCTYIIACHUSA B CTa-
LHUOHAP OTMEeYaA IoBbiIeHHe AA MaKCHMAABHO
A0 210/120 MM pT.CT., HOPMOTEH3HS AOCTUIAAACH IIPH-
eMOM OAOKATOPOB KAABIINEBBIX KAHAAOB, OETa-OAOKATO-
OB H IIPEIAPATOB IIEHTPAABHOTO AeiicTBUA. B mocaea-
Hpe 5 AT MAIIMEHT CKETOAHO IIEPEHOCUA IIHEBMOHUH,
B CBA3U C YeM HADAFOAAACH ¥ PTHU3HATPA IO MECTY KU-
TEABCTBA, AMATHO3 TyOepKyAe3a ObIA oTBepruyT. [lpn
aMOyaaTopaOM 00cAeaoBaHnu B okTAOpe 2018 r. B aHa-
Am3ax KpoBH 0OIHil 6eAok cocTaBAsA 76,2 1/ A, kpearn-
uuH — 53,8 mkmoas/ A, CPB 36,5 (Hopma 0,0-5,0) mr/a,
AQHHBIX AHAAI30B MOYH 32 TOT IIEPHOA HET.

BriepBbie OBIA rOCIINTAAM3UPOBAH B TEPAIIEBTH-
geckoe otaeaerue ['BY3 I'Kb um. A.K. Epamurman-
riesa ASM B konre mapta 2019 1. B cBA3H € OYEPEAHOIH
BHCOOABHIYHON ACCTPYKTHBHOH IIOAHCETMEHTAPHON
ITAEBPOITHEBMOHHUEH CITPaBa, OCAOKHEHHOM ITPaBOCTO-
POHHIM 5KCCYAATHBHBIM IIAEBPUTOM. B TOT MOMEHT 1IpHI
ocMOTpe 0OpalliaAn Ha ceOs BHIMAHHUE IIOHIKEHHOE
nuranne (MMT 17,5 kr/m?), kudockoanoTndeckas
AepopMAITHs ITO3BOHOYHIKA C BEIPAKCHHBIM OTPAHU-
JeHueM O0O0beMa ABHKEHUIN B IIEHHOM U ITOACHUYHOM
OTAEAAX, OTEKH T'OAEHEMH, CTOII IIPH AHYPE3E OKOAO
2 A/cyrkn. Ipn aabopatopHOoM 06CACAOBAHUH OT-
meuensr anemus Aerkoit crenenn (Hb 99-90 r/A), ne-
6oabrm0it TpoMborTo3 (404X10%/A), 3HAUMMBLIT ACii-
kormTo3 (30,6-22,3X10%/A) co cABUTOM ACHKOLUTAPHOI
pOpPMYABI BAEBO AO MUEAOIIUTOB, THIIOIIPOTEHHEMUA
49 r/ A, HOBBIIIICHIE MOYECBUHBI KDOBH MAKCHMAABHO
A0 31,1 MMOAB/A C TIOCTEITEHHBIM CHIKEHHEM ITOCAE
kynuposanus nadexnun A0 17,7-15,1 Mymoan/ A, an-
HAMHKA KPEATHHHHA COCTABASIAA COOTBETCTBEHHO
176-332-211 mxmoan/A. Ha done nmueBMoHMN ypoO-
Beub CPDB Bospacrtan Ao 202,84 mr/a (c mocaeayro-
M crkernem Ao 20,89 Mr/A B pesyaprate AedeHus
nudeKnun), IPOKAABIINTOHUH IPEBHIIAA 2 (HOpMa
0,00-0,49) rr/ma. B amaamsax moun: Geaok 4,7-3,0 r/a
0e3 M3MEHEHNA MOYEBOTO OCAAKA, CYTOUHASA IIPOTEH-
uypus 7,24 r/cyrku. [To aanasiv MCKT OI'K — kap-
THHA IIPABOCTOPOHHEH IOANCETMEHTAPHOM ITHEBMO-
HUU C KOHCOANAAITMEY 1 MHOTI'OYNCACHHBIMU MEAKHMHN
ACCTPYKTHBHBIMH IIOAOCTAMH U MAAOIO THAPOTOPAKCA;
110 AauHbM Y3 mouex HOpMaAbHas conorpadude-
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ckas KapTuHa. [TarueHTy IpOBOANAACH AKTHBHAA AH-
THOAKTEPUAABHAS TEPAIUA: B A€OIOTE — Iperaparamn
11ehaAOCIIOPHHOBOIO 1 (PTOPXUHOAOHOBOIO PSAA C IIO-
CACAYIOIIIEH 3aMEHOMN B CBA3H € HEd(DDEKTUBHOCTHIO
U TAKECTHIO TTHEBMOHHUH HA BAHKOMHIINH H KapOarre-
HEMBL B pesyAbTaTe IPOBEACHHOM TEPAITHI K CEPEANHE
arpead 2019 r. mHEBMOHUIA pa3pentuAach (II0 AAHHBIM
MCKT OIK noaomxureabnas AnHamuka B BuAe Gop-
MHPOBAHHA IOCT-BOCIIAAHTEABHOTO (huOpo3a cIrpaa,
YMCHBIICHUA KOAMYECTBA KUAKOCTH B IIACBPAABHBIX
HOAOCTAX), KYITHPOBAH HHTOKCHKAIIMOHHBIH CHHAPOM.
[Ipu moBTOpHOII rocnHUTaAu3anuu B HeppoAorude-
ckoe otaeaenue I'bY3 I'Kb um. A.K. Epamnrmannesa
A3M B Hauase uronsa 2019 r. coxpaHArace yMepeHHAsA
aremust (Hs 105 r/A), rpomGormros (462x107/ ), nop-
MaAM30BaAOCh 9HCAO AetikormTos (9,8X10°/4), orme-
9AAOCh YBEANUCHHE YPOBHS 0011ero Geaka A0 55 1/,
aapOymnna ¢ 18 Ao 31 r/a, mosBrAack runepxoAecre-
punemus 8,1 mmoab/A. IToAHOrO BOCCTAHOBACHHSA
(DyHKIIMK ITOYEK HE MPOMBOIIAO, OAHAKO HADAIOAA-
AOCH cHzKeHHE MOoUYeBUHBL A0 11,2 MMOAB/ A, KpeaTu-
urHa A0 166 Mrmoan/A (CK® 40,81 ma/vur/1,73 M2
no CKD-EPI). B amaausax moun Geaox 3,5 r/a Ges
M3MEHEHHA MOYEBOIO OCAAKA, CYTOYHAS IIPOTCHHYPHA
0,35 r/cyrkn. C eabro MOpgOAOrIIEcKOil BeprduKa-
LIHM AHATHO34 OBIAA BEITOAHEHA HedppoOuomcus (Puc. 2).

B mpemapare 12 kayboukos, 1 u3 HEUX ITOAHOCTBIO
ckAeposupoBan. KAyDOYKH yBeANYCHBI B pasMepax,
BO BCEX OIIPEACAAIOTCH OTAOKCHHA J03HHOMHUABHBIX,
PAS-meraTuBHBIX OECKACTOUHBIX MACC B CTEHKE KAITHA-
APHBIX IIETEAD U B Me3aHruH. CTEHKH KAITHAAAPHBIX
IIETEAD AOKAABHO YTOAIIEHBI, OAHOKOHTYpHBIE. Andp-
(py3HO-0UArOBBII CKACPO3 HHTEPCTHIINA U aTpOdus
KaHAABIIEB, 3aHIMAroIIue 0koAO 50%0 IAomaAn mapeH-
xumel. Auctpodus kanaabnesoro saureans. Hecre-
nudugeckas AUMGOIUCTHOUTAPHAS HH(UABTPALIHS
HHTEPCTUIINA B 30HAX CKAepo3a. Muorne arpoduassie
KAHAABIIBI COACPIKAT OEAKOBBIC IIMAUHAPBI 1 KACTOUHBIH
AeOpHc. B HHTEpCTUIINN FMEIOTCA OYaroBbIe OTAOKE-
uuA PAS-HeraTuBHBIX OECKAETOUHBIX Macc. ApTepuu
U APTEPHOABI — YTOAIIICHIE CTEHOK COCYAOB 32 CUET OT-
AOKEHHA 303UHO(PUABHBIX OeCKAETOIHBIX Macc. Oxpa-
cka KOHTO KpacHBIM — O3UTHBHOE OKPAIIIMBAHIIC MATE-
puasa. Mimmynodaroopectenmus: IgG, IgM, IgA, C3,
Clq, Kappa LLambda n ®ubpun — HeratusHo.

3akarouerne: AMIAONAO03 TIOUKH (He-AL amMmraona03).

[To pesyApraTam OHOIICHH IIOYKH, KAK H B IIEPBOM
CAydae, AMATHOCTUPOBAH aMHAOHAO03. OCOOEHHOCTBIO
AMHAOUAHON HePOIATHH B AAHHOM HAaOAFOACHHH
ABUAOCH OTAOKECHIE AMUAOUAA HE TOABKO B KAYOOUKAX,
HO H 9KCTPATAOMEPYAAPHO — B COCYAAX 1 HHTEPCTHUIIUH.
[TprHuIMas BO BHIMAHUSA PE3YABTATH HE(DPOOHOIICHH,
IAIMEHT OBIA HAIIPABACH K PEBMATOAOIAM C I[EABIO
KOppeKknnn 0asHuCHOM TePAIlHH AHKHAO3UPYIOIIErO
CITOHAMAHTA AAAl CHITKEHIS KAMHUKO-A20OPATOPHOM
AKTUBHOCTH OCHOBHOTIO 3200AEBAHESA, YTO IO3BOAUT
3AMEAANTD TEMIIbI IIPOIPECCUPOBAHMA AMHAOUAHOI
HedporaTum.
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Puc. 2. Mopdonornyeckoe nccnenoBaHme 61oncunHOro mateprana naumeHTa A.

Okpacku A) PAS x50; B) PAS x100; B) KoHro KpacHbim X100
[nddy3Ho-ouaroBblii CKNEepo3 MHTePCTMUMA U aTpodUA KaHasbLeB, 3aHMMatowye okono 50% nnowagn napeHxvmbl. B npocsete KaHanbLes
onpepenaTca 6enkoBble UUAMHAPLI (PUc. 2a 1 26). Knybouku ¢ oTnoxeHnAMN 303MHOGUIbHDIX, PAS-HeraTnBHbIX 6€CKNETOUHbIX Macc B CTEHKe
KanunisapHbIX NneTesib v B Me3aHrun. (Puc. 2a n 26). OTnoxeHns KOHroGUIIbHbIX 6ECKIETOUHbIX MacC B CTeHKe apTepuu (Puc. 2B).

Fig. 2. Representative renal biopsy of the patient A.

Stained with A) PAS x50; B) PAS x100; C) Congo Red x100
Diffuse-focal sclerosis of the interstitium and tubular atrophy, occupying about 50% of the parenchyma area. Protein casts are determined in the
lumen of the tubules (Fig. 2a and 2b). Glomeruli with deposits of eosinophilic, PAS-negative cell-free masses in the wall of capillary loops and in the
mesangium (Fig. 2a and 2b). Deposits of congophilic cell-free masses in the artery wall (Fig. 2c).

OGcyxaeHue

B macrosmmit momenT PA paccmarpuBaroT Kak Xpo-
HHIYECKOE CHCTEMHOE 3200AEBAHNE MMMYHOBOCIIAAH-
TEABHOI IPHPOABI C TIOPAKEHUEM CYCTABOB 110 THITY
CHMMETPHYHOTO 3PO3UBHO-ACCTPYKTHBHOTO ITOAH-
apTpHUTA U PAZHOOOPAZHBIMH 3KCTPAAPTUKYAAPHBIMH
nposBAeHnAMA. B cBoro ouepeap, AC 3ammmaer mieH-
TPAABHOE MECTO CPEAM BOCIIAAUTEABHBIX 3200 AEBAHMIT
IIO3BOHOYHUKA U TAKAKE ABAACTCA XPOHUIECKHM BOC-
IAAMTEABHBIM CHCTEMHBEIM 3a00AEBAHIEM OIIOPHO-ABH-
raTeABHOTIO AIIIAPATA, IIPEUMYIIIECTBEHHO AKCHAABHOTO
ckeaera, acconmuposanubiv ¢ HLA-B27. ITatoaorna
novek mpu PA nayuena ayurie, gem mpu AC, uTo, BO3-
MO3HO, CBA32HO C OOAEE INMUPOKIM PACIIPOCTPAHECHIEM
PA B monyasnnn. [Topaxenne modex mpu PA BesBAs-
€TCA C BEICOKOI YaCTOTOH, U 110 PA3HBIM AAHHBIM MOZKET
aocrurats 60% [3-5]. [To-BUAMMOMY, Te MAU HHBIC BUABI
nedpomaruii mpu PA passusarorcs Jaine, 9eMm AHarHO-

CTHPYIOTCA I HEPEAKO OCTAIOTCA HEPACITO3HAHHBIMI.
[To gacrore paspurusa mopaxenus mogex PA ycrymaer
Aurb Takum 3aboaeBanuam, kak CKB u cucremusie
BackyAuTs [6]. B kpynmHom mccaeaoBannn Kanes-
ckoit M.3. m coast. 13 580 AAMTEABHO HAOAFOAABITIIXCA
60ApHBIX ¢ PA pasamdnbie BapHAHTHI ITOPAKEHUA
IIOYEK COTAACHO KAMHHKO-AAOOPATOPHBIM M HHCTPY-
MEHTaABHBIM AAHHBIM OBIAN BBIABACHBI ¥ 268 (46,2%0)
nareHTos [7]. Oanako Mopdoaormueckasn Bepuduka-
nus HeppomaTHH IpoBeAcHA AHIIb ¥ 98 u3 mux (37%,
B 15 cAy9asx OBTOPHO), Iprdem y 5 OOABHBIX 110 AAH-
HBIM HepPOOMOIICHH IIATOAOTHUSA ITOUEK OTCYTCTBOBAAA
[7]. Crrextp modeunoii matororun npu PA Becbma
IITIPOK U MOZKET BKAIOYATH B CEOS KAk TAOMEPYAAPHOE,
TAK ¥ TYOYAOMHTEPCTUIIMAABHOE TIOPAKEHHE, 4 B HE-
KOTOPBIX CAy9afAx — ux coderanue. Hanboaee wgacro
Bcrpeuarorca raomepysonedput (I'H), AA-amuaomaos,
MHTEPCTUIINAABHBIE HEPPUT (OCTPHI HAM XPOHHIYE-
CKHIf), BACKYAUT IOYEYHBIX COCYAOB, HEPPOCKAEPO3
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U HepeAKO — ux komOuHaruu (3, 4, 8]. O0a Harux Ha-
OAIOACHIA HAAIOCTPUPYIOT HaAngre AA-aMIAOHAO34,
YTO IPEACTABAACTCSA 3AKOHOMEPHBIM IIPH AAUTECABHOM
TEYCHUH XPOHHYECKOIO BOCIIAAMTEABHOIO IIPOIIECCa
C BBICOKOM KAMHHUKO-A200PATOPHOI AKTHBHOCTBIO H He-
AAEKBATHOM MEAMKAMEHTO3HOI Koppeknueit. OAHAKO
B 000X CAy4YasAx HE BIIOAHE XaPAKTEPHOE AAA AMUAOH-
A032 TEYEHNE ITOUEIHOTO IIPOIIECCA AABAAO OCHOBAHHA
00CYKAATb APYTHE BAPUAHTHI TATOAOTUH IIOYCK, B IIEP-
Byro ouepeab XI'H, Boamoikmo, B coueranumn ¢ TyOyAo-
HHTEPCTULIHAABHBIM ITOpaxkeHueM. 1 aeficTBHTEABHO,
1pu He(PpOOHUOIICHH Y IIEPBOTO IAIINEHTA OBIA BHIABACH
OKH, kax MBI ITOAAraeM, A€KapCTBEHHOM 3THOAOIUH,
XOTAl I COYCTAIOIIHICH ¢ AMIAOHAHONI HedponarTuei,
a He C TAOMEPYAOHEDPUTOM.

Mopdoaroruueckue BapHaHTB FAOMEPYAOHED-
putos pu PA pasandHsl, Jarme BCErO BBIABASCTCA
IgA-nedpponatua (34%) u membpanosuas Hedpoma-
s (MH, 31%), pexe — GOAe3HD MUHHMAABHBIX 13-
menennii (BMM, 11%) u memOpanonpoaudepaTus-
werit ['H (7%) [5]. 1o aammsmv Helin H.J. 1 coaBropos,
Y IAIIEHTOB C H30AHPOBAHHOM IIPOTECHHYPHEN OANHA-
KOBO uacTo AmarHocrupyercs IgA-nedpporarns u MH
[9], 2 y manmeHTOB C reMaTypHueil B ABa pasa Jare — IgA—
nedpomatus [10].

OAHAKO Pa3HOOOPA3HE BAPHAHTOB IATOAOIUH IIOYCK
IIpY BOCITAAMTEABHBIX 3a00AEBAHUAX CYCTABOB BCE KE
H3y9IEHO HEAOCTATOYHO. DTO B TOM HUHCAE CBA3AHO
€ MaABIM YHCAOM IIPOBEACHHBIX HepOoOUOIICHI IIpu
Aannbix HozoAoruAx (PA, ncopuarmaecknii aprput, AC
1 Ap.). B MOAOOHBIX cHTyanuax HAAUYHE IPOTCHHYPHUL
HIAU IIOBBIIICHIE KPEATHHIHA KPOBU YAIIlE BCEIO aBTO-
MATHYECKH PACCMATPHUBAETCA B PAMKAX IIPEAITOAATrAe-
MOro AA aMHAOHA032 (BO3MOKHO, AQKE IIOATBEP/KACH-
HOTO OHMOIICHEH CAM3HCTON IOAOCTH PTA HAH IIPAMOI
KHIIIK), HO 0€3 AAABHEHIIIEro MOP(OAOIMIECKOTO OA-
TBEPIKACHHUA CO CTOPOHBI IIOYCK, TOTAQ KAK APYTHE BHABI
IIATOAOTHH, IIEPEINCACHHBIE BEIIIIE, B PACYET HE IIPH-
HUMAIOTCHL

AA-aMIAOHIAO3 ACHCTBHTEABHO ABASETCA HALOOACE
IPO3HBIM OCAOMKHCHHEM BCEX XPOHIYCCKHX BOCITAAU-
TEABHBIX 3a00ACBAHUI 1 OAHOM U3 IAABHBIX IIPUIHH
pasBuTuA XpoHnIecKoii 6oAesnn mouek (XbIT) BriaoTs
AO TEPMUHAABHOH CTaAUU U cMepTH OoapHOrO. Han-
GoAee JaCTBIMU IPHYHHAMI PasBUTHA AA-aMIAOHAO32
kak pa3 u cayxar PA n AC [11-13]. TTo aauHBIM ATE-
PATYpPHI IIPU HAAMYHH CHUMIITOMOB IIOPAKECHHSA ITOYCK
y 6oapHBIX PA HEdpoOMOIICH ITOATBEPKAAAA AHA-
rHo3 amnAouA03a B 10-15% cayuaes B CILIA, B 22% —
B Slmonuu u B 30% — B Ouuaasuann [14]. Kannude-
CKHMH OCODCHHOCTAMH aMHAOHAHOHI Hedpomarun
IIPU KAACCHYECKOM TeUeHUH AA-aMIAOHAO32 ABAACTCA
COXPAHAIOIINIICA, HECMOTPA Ha PA3BUTHCE IOYCIHOM
HEAOCTATOYHOCTH, He(DPOTUICCKUIT CHHAPOM, 4 TAKKE
ITOCAEAOBATEABHEIN IIEPEXOA CTAAUN YMEPEHHOM IIPO-
teunypun B HC n nmoueunyro meaocrarounocts [15].
[TocraHoBKa AMArHO3a AMHAOHAO32 3a4aCTYIO 3aIIa3-
ABIBAET, IIOCKOABKY OCHOBHOE 3a00AEBAHNE HEPEAKO
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CKPBIBACT IIPOABACHHA AMHAOHMAO32, 4 CAMA CTAAHUA
OecCHMITTOMHOTO TEYEHI AMHAOUAHOH HeppomaTum,
IIPEALLIECTBYFOIIAS PA3BUTUIO KAUHIYCCKUAX IIPOABAC-
HHIA, MOKET IIPOAOAKATBCA AOCTATOUHO AOATO. B 0bonx
IPEACTABACHHBIX HAMH ITPUMEPAX OCHOBAHUEM AASl Ha-
IpaBACHUA K HEPPOAOIY HOCAVKUAU yiKE AOBOABHO
cepbesnbie m3meHeHms: copmuposasrmmiics HC, arm-
30w OIIIT, ¢ BICXOAOM B IIOYEUHYIO HEAOCTATOYHOCTD
BO BTOPOM CAYYa€e, OAHAKO AABHOCTB CYOKAHHHYECKOTO
TEYCHUS AMHAOHA032 YTOYHHUTD HEBO3MOKHO. B rccae-
aoBarmu Y. Okuda et al., Bkarouasmrem 124 manmenTta
¢ PA tmxeaoro tegerns 1 AA-aMIAOUAO30M, CPEAHAS
AAUTEABHOCTD PA AO IMOCTAHOBKH AMATHO32 AMHAOU-
Ao03a cocraBuaa 15,4 roaa [16]. Ham mpeacraasercs ie-
A€CO00PA3HON HEOOXOAUMOCTD DOACE PAHHETO HAYAAA
HAOAIOACHHA IIOAOOHBIX IIAIIHEHTOB HepOAOTaMH,
0CODEHHO IIPU HETUIIMYHOM TedeHUH HedpOoIaTun.
[IpeAcTaBACHHEIC HAMH KAHHIYCCKHC HAOAIOACHIS
COTAACYIOTCH C AAHHBIMH ANTEPaTyphl. beccropo,
B OOOHX CAYYafAX AAUTEABHO TEKYIIHE XPOHUIECKUE
BOCITAAUTEABHBIE 3a00AEBAHUS C ITOCTOAHHON BBICOKOI
AKTUBHOCTBIO ITO3BOASIAH IIPEAIoAaraTs AA aMuaon-
A03 Kak HanOoAee BepoaTuyro npuunny HC. Oamako
B IICPBOM CAyYAE, YINTHIBAA H30AUPOBAHHBIN XapaKTEP
IPOTENHYPUH Y MAI[HEHTA C COXPAHHON a30TOBBIACAH-
TEABHOH (PYHKIIHEH IOYEK, HEAB3S OBIAO HCKAIOYUTD
MH, xoTopsrii Takixke BCTpedactcs y manueHTos ¢ PA.
Bo Bropom HaOArOAE€HIH CITOHTAHHAA TOAOKUTEABHAA
AUHAMIKA B BUAC TCHACHIINH K YMCHBIIICHUIO BEIPAKCH-
noctu HC, mocrenennoro paspemenud OINI1 naso-
AMAH Ha MBICAB O Bo3moxkHOCTH BMI Kak BapmanTa
HePOIIATHI AAAEPTHYECKOTO I€HE3d, OCAOKHUBIIICH
MHOTOKOMIIOHEHTHYIO aHTHOAKTEPHAABHYIO TEPAIIHIO
TaKeAon nHeBMoHuu. Haamuwme AL, BBIABAEHHON
32 IOATOAQ AO TOCITUTAAM3AIINH, TOABKO ITOAKPEIIAAAO
IPEAIIOAOKEHHE O raomepyronedpure. OAHAKO
B 00OHX CAyYafX BepHU(DHUIIIPOBATH AUATHO3, OIIPEAC-
AUBIIHIT TAKTUKY BEACHUS ITALIUEHTOB, YAAAOCH AHIIb
OAAroAaps IIPOBEACHHIO HedppodHoIICHu.

CAeAyeT IOAYEPKHYTh, ITO OTAOKEHUE AMUAOHA-
HBIX MACC B KAYOOUKaxX (IIPEAIIOAOKUTEABHO, CHAYAAL
B ME3QHTHH, 2 3aTEM BAOAD 0A3aABHOM MEMOPAHBDI) fAB-
ASIETCSl OCHOBHOM IIPHYMHON BO3HUKHOBEHMSA 1 HAPAC-
TAHUA IPOTEUHYPHUH C ITOCACAYFOIIIM (DOPMUPOBAHHEM
HC, mpraem HeT IMOAHOM IPAMOI 3aBUCUMOCTH (KaK BO-
o0IIe IPU AMIAOHUAO3E) MEKAY BEAUIHHON IIPOTEH-
HYPHI U MACCHBHOCTBIO OTAOKCHHUI aMHAOHAA B KAY-
6oukax [17]. [Iprmep HaImero mepBoro IarpeHTa 910
HAAIOCTPHPYET: Y HErO OBIAH OOHAPYKECHBI HEOOABIIIIE
OTAOIKCHHS AMHAONAHBIX MACC B ME3AHTHI, YEMY COOT-
BETCTBOBAAA IIPOTCHHYPIUS CYOHE(DPOTIICCKOTO YPOBHS
(e¢ mapacranue, kak u arusoa OIIII, 6s1A0 cBA3aHO
C pasBUTHEM TAAKEAOH ITHEBMOHHI, KOTOPASA MOTAQ I10-
CAYKUTB TPHUITEPOM IIPOrPECCUPOBAHUA HeppOIaTHm).
OpueHTHPYACh HA THCTOAOTUIECKYIO KAPTHHY, MOKHO
HIPEAIIOAOKHTH, YTO AABHOCTH 3a00AEBAHUA OTHOCH-
TEABHO HEBEAHKA, B IIOAB3Y YETO CBHACTEABCTBYCT TAKIKE
MUHHMAAbHASA BBIPAKEHHOCT (PUOPO3a MHTEPCTUIINA.
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[Tocaeanss, B CBOIO OYEPEAD, KOPPEAHPYET C BEAHIH-
HOI IIPOTEHHYPHUH, YTO B DOABINEH CTEIIEHH 3aBUCHT
OT KOAHMYECTBA AMHAOUAA B KAyOOuKax [18]. Maccusmsie
TAOMEPYASIPHEIE OTAOKEHNA AMHAOUAA COIIPOBOKAA-
IOTCA HAPACTAIOIMIEH IIPOTEUHYPHEH, KOTOPAA IIPHBOAUT
K PasBUTHIO TYOYAOHHTEPCTHINAABHOIO pUOPO3a, KAk
9TO OTMEYEHO Y HAIIIETO BTOPOTO IALHEHTA, Y KOTOPOTo
nporennypust Hepporuaeckoro yposus (6,35 r/cyrkm)
COOTHOCHTCA C OOABIIHUM IIPOIIEHTOM TYOYAOHHTEP-
crurasbHoro gpudposa (50%). Caeayer oTMeTHTS errie
OAHY OCODEHHOCTb AMHAOMAHOM HE(DPOIIATHH Y 9TOTO
IAIMEHTA: OTAOKEHUA AMUAOUAL OBIA OOHAPY/KEHBI
HE TOABKO B KAYOOUKAX, HO ¥ B MHTEPCTUIINH H COCYAAX
(apTepuax H apTepPUOAAX). DKCTPATAOMEPYAAPHASL AOKA-
AMBAIHA AMHAOUAA CITOCOOCTBYET HIIEMUH NHTEPCTH-
1A, KOTOPAS MOAKET BHOCUTH AOIIOAHHTECABHBII BKAAA
B (hOpMIPOBAHIE TYOYAOUHTEPCTUIIMAABHOTO (hubpo3a
1, KaK CAeACTBHE, B Iporpeccuposanue XbBIT [14], aro
1 HADAFOAAAOCH Y TIPEACTABACHHOTO MaIueHTa. BaKubmm
dpakropom rporpeccuposannd XBIT mpn amraonaose,
KaK U IIPU AFOOOH HepPOIATHH, MOKET CAYKUTH ap-
TepuasbHad rurepronus (18], koTopas XoTa 1 peaxo,
HO BCTPEYAETCA Y 9TUX ODOABHBIX, UTO 3aTPYAHACT AU -
(bepeHIAABHYIO AMATHOCTHKY HA YPOBHE KAMHIIECKIX
IIPOABACHHIA, KAK 9TO U OKa3aA0Ch B OAHOM H3 IIPHBE-
ACHHBIX HAMH HAOAFOACHUI. MOKHO IIPEAITOAAraTh, ITO
y BTOPOTO OOABHOTO apTEPUAAbHAA TUIIEPTOHUA CTAAL
CAEACTBHEM AMHAOHAHOTO ITOPAKEHHA SKCTPATAOMEPY-
ASIPHBIX COCYAOB, VTfKEAUB KAPTHUHY 32 CUCT 11epdysH-
OHHBIX HAPYIICHHH 1 UIICMHH ITOYCYHON TKAHM.
VcTaHOBAEHO, YTO IPH €CTECTBEHHOM TEYCHHH
3200A€BAHHA y TPETH OOABHBIX ¢ AA aMHAOHAO30M
gepes 5 A€T OT MOMEHTA BBIABACHHA IIPOTEHHYPHH
pasBuBaceTcs modednas HeaocTarounocTs [19-21]. He-
OAATOIPHUATHBIN ITPOTrHO3 IIpu AA AMHAOHUAO3E CBA3AH
C 32ITO3AAAOM ITOCTAHOBKOH AHAIHO32, KOTAQ HMEIOTCS
OOIIHPHBIE OTAOKEHHA AMHAOMAA BO BCEX CTPYKTYPAX
noukn, yemy coorserctsyer HC, Hepeako yxe ¢ Ha-
pymenuem Qyaknun mouek. OcobeHHOCTH TeueHHnA
HedPOIIATHH Y HAIIIETO IIEPBOTO IAIINEHTA, HA TIEPBBIH
B3TAAA, IPOTHBOPEYAT 3TOMY ITOAOKEHHIO, IIOCKOABKY
B KAYOOUKAX y HErO OBIAM BBIABACHBI AUIIIb HEOOABIIIIIE
OTAOKEHHA AMHAOHAQ, 2 COCYABI I HHTEPCTHITNI OCTa-
BAANCH MHTAKTHBIMH. OAHAKO OUEBHMAHO, YTO Y TOTO
6oaprOrO OIIIT 6BIAOC OOYCAOBAECHO OCTPHIM KAHAAD-
IIEBBIM HEKPO30M AEKAPCTBEHHON 3THOAOTHMH BCACA-
crBue H6eckorTpoAbHOTO mprema HITBIT B coueranun
C MHTHOUTOPAMHU IIPOTOHHOM IOMIIBL, YCYITYOAEHHOTO
aHTHOAKTEpHAABHBIMU TIperapatamu. [Tocae kyrmposa-
HEA OPOHXO-AErOIHON HH(EKIIHN U OTMEHBI aHTUONO-
THKOB (PYHKIINSA II0YEK BOCCTAHOBUAACD, YTO KOCBEHHO
moATBepKAaeT oTcyTcTsue ez mexAy OINIT m amm-
AOHAO30M. Y BTOPOIO ITAIIMEHTa, HAIIPOTUB, MACCHB-
HOE OTAOKECHHE AMIAOMAHBIX MACC BO BCEX CTPYKTYPaxX
HOYKH, IIPUBEAIIIEE K OOIINPHOMY ITOBPEKACHHIO HH-
TEPCTUIIHA, CTAAO IIPHYMHON HEIIOAHOTO Pa3pPerIeHus
OITIT, xak 1 B IIEPBOM CAyYa€e, OCAOKHHBIIIETO TAKEAYIO
raeBMoHnto. Hecmotps Ha 10, uro nHdeknna ObiAa Ky-
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IIIPOBAHA, B HCXOAE 9TOIO SIIU30AA ITOKa3aTeAn (PyHK-
1y rmovuek cootsercrsosasn XbII 3b cr.

[Topaxenus TyOyAOMHTEPCTHIIMAABHOTO AIIIIapaTa
oueK y manueHToB ¢ PA n AA-aMHAONAO30M MOIKET
oertb 1peactaBaeno OKH, a takike ocTpbiv nau XpoHu-
YECKUM TYOYAOHHTEPCTHIIMAABHBIM HE(DPUTOM BCACA-
creue aanteabroro npuMenenns HITBIT u amaabre-
THKOB. OCHOBHOI IIPHYUHON IIPEPEHAABHOH POPMEL
OIIT B Takux cAy9asx ABASIOTCH THITOBOAEMUS H THITO-
nepdysus oYK, KOTOPHIE Y AUII CTAPINeil BO3PaCTHOI
IPYILIBI MOIYT OBITH CAGACTBHEM IIOAHIIPAIMASHI C He-
KOHTPOAHPYEMBIM IIPUMEHEHUEM AHYPETHKOB, CAAOH-
TEABHBIX aHTHIMIIEPTEH3UBHEIX IIPEITapaToB Ha PoHe
IIOCTOSIHHOI'O HUCIIOAB30BAHUSA AHAABICTHKOB, B TOM
YHCAE B COYETAHUH C APYTUMI (PAKTOPAMH, HAIIPHMED,
HAPYIICHUEM IeMOAUHAMUKH [22, 23]. DTO HOATBEp:K-
AQ€T IIPUMEpP HAIIIEro IEPBOTO IAIIMEHTA, ¥ KOTOPOIo
BKAaA B passurue OKH, momMumMo AexapcTBeHHOI Te-
parmu, MOraa BHECTH TsKeAas HH(EKIUA, COIIPOBO-
KAAFOIIASCA HHTOKCHKAITIEH U THIIOTOHHEH. Y BTOPOro
IAITIEHTA, MHOTHE FOABI 3AOVIOTPEOASBIIIEIO AHAAD-
TEeTHUKAMU, HEAB35l HCKAFOUUTH BO3MOKHOCTD XPOHIYC-
CKOTO TyOYAOMHTEPCTUIIHAABHOTO HePHTA, KOTOPBIH
MOT IIPEAILIECTBOBATh AMUAOHAHOH HePPOIIATHI, YeMy
HE IPOTUBOPEYHT I'NCTOAOTHYECKAS KapTHHA. B aTOM
CAyYdE OTAOKECHHUSA AMHAOHAA KAK B KAYDOUYKAX, TaK
U B MHTEPCTUIIUU U COCYAAX, MOI'AHM AHIIb YCKOPUTDH
pasBuTHE TYOYAOMHTEPCTUIINAABHOTO PHOPO3a 1 IIpo-
rpeccuposanud XbBIL

HeobxoAnMO MOMHUTE, UTO ITO3AHAA AHATHOCTHKA
HedpomaThii, K COKAACHIIO, HepeAka. AauTeAbHOE Oec-
CHMITTOMHOE T€UeHre OOAC3HH, 4 TAK/KE MIHIMAABHBIN
XapakTep MOYEBOIO CUHAPOMA HA HAYAABHBIX TAITAX
CO3AAIOT § PEBMATOAOTOB AOKHOE ITPEACTABACHHE
O MHUMOM OAATOIIOAYYHH CO CTOPOHBI IIOYEK, TOTAA KAK
IIporiecc pasBuThA HeppoaTuu yxxe sanyien. Kerms-
Has ke pacrpocrpaneHHOCTs XBIT y 60ABHEIX € BOCITa-
AUTEABHBIMI 3200ACBAHIIMI CYCTABOB BEAHKA. B mccae-
posauun A.IT. PeOpoBa 1 coaBT. CKpHHUHT HA HAAIYIE
XBIT soraBua €€ npusnaku y 84,7 % marmentos PA
BBICOKOH CTEIIEHH aKTHBHOCTH, IIPHYEM B BO3PACTHOI
rpymre crapme 60 aet XBIT amarnoctaposana y 96 %
OOABHBIX [24], 3HAYNTEABHO IIPEBBIIIAA PACIIPOCTPA-
uéunocts XbI1 B obrmeit momyasnuu [25]. Aokasano,
uyro Hasmdue XbBI1 moBemaer BepoATHOCTD PasBUTHA
CEPAEYHO-COCYAUCTEIX KaTacTpod Kak B OOIIei 1o-
OyAAua [20], Tak U CPEAU ITAIUEHTOB, H3HAYAABHO
HMEIOIIIX CEPACUHO-COCYAUCTHIE 3a00AeBannA [27].
C y4eToM TOro, 9TO OCHOBHOH IIPUYHHOH IIPEKACBPE-
MeHHOI AetaabHOCTH 1IpH PA (mpumvepro Ao 40-50%
OT BCEX CAYYAEB CMEPTH) ABAAIOTCA 3a00AEBAHUA CEp-
AEUHO-COCYAHCTOMN crcTeMsl [24], popmuposarnue XbI1
3HAYUTEABHO YXYAIIAET OOIIHUI IIPOTHO3 y DOABHBIX
C BOCIIAAUTECABHBIMU 3a00ACBAHIAMU CYCTaBOB. B cBs3n
C 9TUM OYEBUAHA HEOOXOAUMOCTh PAHHETO HAIIPABAC-
HUSA ITOAOOHBIX ITAIINEHTOB K HEPPOAOTIY AAS ITPOBE-
ACHUA CKPUHUHIA He(MPOIATHH U CBOCBPEMEHHOTO
OIIPEACACHHSA TIOKA3aHUI K OMOIICHH ITOUKH, ITOCKOABKY
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OTCpOYCHHAA BEPU(HKAIINA AMATHO32 329aCTYIO HE AACT
IITAHCOB AAf perpecca nosAHnx craauit XbI1

3akaroueHue

[TpuBeAcHHbIC HAMI KAMHIYECKHE HADAFOACHHS HA-
AFOCTPUPYIOT OCOOEHHOCTH IATOAOTHH IIOYEK IIPH BOC-
IIAAHTEABHBIX 3a00ACBAHHUAX CYCTABOB, HEOOXOAMMOCTb
CBOEBPEMEHHON AHATHOCTHKHU IIOYEYHOIO HOBPEKAC-
HHESA, 9TO BO3MOKHO TOABKO ITPH YETKOM B3aNMOACH-
crBun peBMaroaora u Hedpoaora. B oboux kanumde-
CKHX CAy9Yasfx BepudHKanmud BApHaHTa HePPOIATHH
CTaAQ BO3MOKHOM OAAroAaps IpoBEACHHIO HepoOH-
oncuu. HecMoTps Ha HaAdIE OAHOTO M TOTO e OC-
HOBHOTO MOP(OAOTHYECKOTO AHATHO32 (AMHAOHAHOM
HedpOIIATHN), THCTOAOTUYECKAA KAPTHHA § KaKAOTO
IIAIMEHTA UMEAA CBOM HIOAHCHI, OOBACHAIOINNE Pa3-
AWMU TEICHUSA U KAUHHYCCKIE 0COOCHHOCTH HepOo-
natnd. ViMeHHO MOp OAOrMYeCKUiT BAPHAHT ITATOAO-
I IOYCK B AAABHCHIIIEM OITPEACAHA TAKTHKY BEACHIA
6oabHbIX. [TpeacTaBAeHmHbIC HAMI HAOATOACHHSA, KPOME
TOTO, ACMOHCTPUPYIOT HEOOXOAUMOCTD MYABTHANCIIH-
IIAMHAPHOTO ITOAXOAA (C IIPHBACYCHIIEM HE TOABKO PEB-
MaTOAOTOB, HO U TEPAIIEBTOB N He)POAOIOB) K OOCAE-
AOBAHHUIO U ACYEHUIO ITOAOOHBIX ITAIINEHTOB, 4 TAK/KE
BKAIOUCHHE B PEKOMEHAAIINH IIOAOKEHUA O HEOOXO-
AUMOCTH PAHHETO IIAAHOBOTO HAITPABACHHUA OOABHBIX
C BOCITAAHTEABHBIMI 3a00ACBAHIAME OIOPHO-ABHTA-
TEABHOTIO AINIAPATA HA KOHCYABTAITHIO K HE(DPOAOTY.
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