Obuwas Hepponorus

Obwwas Hepponorus
Nephrology

Teaucst XVIII Obuwepocceuitckoit HayuHo-npakTuyeckoit kondepenunn POO

DOI: 10.28996/2618-9801-2023-4-585-597

OnbIT HOBNIOAEHMS M NEYEHWUS NALUEHTOB C ATMMUYHBIM
reMOIMTUKO-YPEMMUYECKUM CUHOPOMOM

T.B. bnnHoBa' (tanikonova@yandex.ru), E.I1. MepeBanoBa’, A.H. Cubupskosa?’, C.1. Conogywkur?, A.I'. Ctonsap?
1 I'bY3 CO «CBeppaJioBckas obnacTtHasa KnuHu4deckas 6onbumnya Ne 1», r. EkatepuHbypr

2 Ypanbckuii ®egepanbHsivi YHuBepcuter, r. Ekarepunbypr

Experience of observation and treatment of patients

with atypical hemolytic-uremic syndrome

T.V. Blinova® (tanikonova@yandex.ru), E.P. Perevalova?, A.N. Sibiryakova’, S.I. Soloduchkin?, A.G. Stolyar?

1 1 Regional Clinical Hospital, Yekaterinburg
2 Ural Federal University, Yekaterinburg

AKTyaABHOCTB IPOOAEMBI. ATHIIHYHbIA IFEMOAH-
THKO-ypemudeckuil cuHApoM (AI'VC) kak pasHOBHA-
HOCTB TpoMOOTHYeCcKOH Mukpoanruonatuu (TMA) 3a-
HIIMACT B&)KHOE MECTO B CTPYKTYPE HOPAKEHHI ITOYEK,
YTO CBA3AHO C BBICOKOH BEPOATHOCTBIO HOTEPH (DYHK-
UM ITOYECK U HOpa}KeHI/ICM ApyFI/IX KHU3HCHHO-BAXKHDBIX
OpPIaHOB.

Iear mccaepoBarma. ONEHUTh PE3YABTATH Ha-
OaroacHuA 1 Aedenusd rnanuenTos ¢ AI'VC Ha 6ase ne-
dpoaormgeckoro oraeserns OOAACTHON KANHITIECKOH
6oapuuier Nel r. Exarepunbypra.

Marepuaabl 1 METOABL. [ [poanaAusupoBaHbI HCTO-
pun 6oAe3Hn n ambyAatopHbie KapTel 20 maIueHTOB
¢ AI'VC (xenmmun — 14 (70%), myxuun — 6 (30%)),
cpeaHnM Bo3pacToM 33,2 ToAa (CTAHAAPTHOE OTKAOHE-
nue — 13,077, muaamym — 8, Mmakcumym — 70 AeT) B Ae-
Orore 3a00AeBaHUSA, HAOAIOAAIOIIUXCHA B OTACACHUI
Hedppororun OOAACTHON KAMHUYIECKONH OOABHUIIBI
Nel r. Exarepun6bypra ¢ 2015 mo 2023 roa (8 aer).
[IpumeHAAHCH OOIIEKAMHIYECKHE METOABI AUATHO-
CTHKH AQHHOM ITATOAOTHH, 2 TAKKE, B PAAC CAYIACB,
Mopoaorideckre (OHOIICHA ITOYKM) B TeHETHIECKIE
(MOAEKYAAPHO-TEHETHYECKUN aHAAU3 ITAHEAH I'€HOB
AI'VC). V 10 mamuenTos (50%) mposectu rexermye-
CKOE HCCACAOBAHHE HE IPEACTABASAOCH BO3MOKHBIM
10 TEXHUYECKUM IpHYHHAM. B kagecTse maTorenern-
YECKUX METOAOB ACUCHHA IIPHMEHAANCE: IIAA3MOTEpPA-
1w (Tparcdysun cpexesamoporkenHoil maasmsl (C311)
U/ MAH ITAA3MOOOMEH) ¥/ MAM KOMIIAEMEHT-OAOKHUPYIO-
1as Teparus (9KyAH3ymMao).

Pesyaprartel. K koniry mepnoaa HaOArOACHUSA BCe
marueHTs ¢ AI'YC xuBbr; 1 marueHT BHIOBIA 13 HAOAFO-
ACHHSA I10 IIPUYNHE CMEHBI MECTA KHTEABCTBA. TpHr-
repom AI'VC B 9 cayuaax (45%) Obian GepeMeHHOCTb
u poast (akymepekuit AI'VC), B 1 caygae — rpur (5%).
V 1 nmarmenra AI'VC coueraacs ¢ IgA-medpomnarueti.

V 1 marmenra amaraoctuposan permans AI'YVC tpamc-
naanTaTa nodkn. I'enernaeckne myrarmn nanean AI'VC
Op1An oOHapy:xensl y 7 marmentos u3 10 obcaeaoBan-
meix (70%). V 3 APyTHX TeHETHYECKH OOCACAOBAHHBIX
marrenToB myrannn AI'VC obHapyxeHsl He OBIAT
(30%). Bce marmmeHTEl HIMEAH Ty UAH WHYIO CTEIIEHD
opaxeHusA (PYHKIUHU IIOYEK B HaYaAe HAOAIOACHUAL.
3amecrureapnasn modeunas Teparus (3I1T) me morpe-
OoBaace Tpoum martuerTam (15%), morpeboBasack mo-
croarHO 7 manueHTaM (35%), BpeMeHHO IOTpebOBaAACh
8 marmentam — 40%, morpeboBaack ¢ BpeMEHHOIT OT-
MEHOM, HO AaAbHEHIITIM BOo30OHOBAcHHEM — 2 (10%).

Kpome mmouex HAOAIOAAAUCH 1 MHBIE 30HBI ITOPa-
JKCHIS JKU3HEHHO-BAXKHBIX OPraHOB. boabie 1 30HEI
ropakeHusa HaOAI0AaAOCh ¥ 15 marmenTos (75%): 1mo-
paKeHme cepAIla HADATOAAAOCH ¥ 12 marrerTos (60%),
ZKKT — B 11 cayugaax (55%), aerkux — y 8 marueHTOB
(40 %), HHC — y 7 martmenros (35 %), mopaxenue
merr — y 2 marerTos (10%), mepudepraeckort Heps-
poti cucremsl —y 1 marmentTa (5%), KOKU 1 rAa3 — TakKe
y 1 marmmenta (5%).

AprepuaAbHas THIEPTEH3UA HAOAIOAAAACDH
y 15 manmenTos (75%).

[Tarasmorepanus B Buae Tpancdysuit C3IT Opiaa
npumenena y 11 marmumenTtos (55%), maasmooOmMen
y 15 marmentos (75%).

Crenududaeckas KOMIAEMEHT-OAOKUPYIOIIAS Te-
pamma 9KyAH3yMaOOM HE HCIIOAB30BAAACH TOABKO
y 2 marmmentos (10%). 11 manmenrtos (55%) moaygator
axkyAnsymab Oes ormensl. [Ipemapar ObA OTMEHEH
y 7 maruenTos (38,9%), u3 mux y 1 marmenTa HabATO-
sancs pennaus AI'VC (14,3%).

3-MecAYIHAA KYMYAATUBHAS [TOYCIHAS BBLKIBAEMOCTD
cocraBuAa 65%, 1-roamunas u msrusermsss — 60%.

BeIBOABI. B pesyaprate AAMTEABHOIO BOCHMHACT-
nero HabAroAenud Koropter 20 marenTtos ¢ AI'VC mpu
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IIPUMEHCHHUH AACKBATHOH IATOICHETHIECKOH TePAIiu
He OBIAO OTMEYEHO IIOTEPD HAIIHEHTOB, B TO e BPEMS,
1- u 5-AeTHAA MOYEUHAS BBUKHBACMOCTH COCTABHAA
60%. Ocnosubie oTEpH (PYHKIIMU HOYEK HAOAFOA-
AMICH B TTepHOA IepBrranHoi Manudecrarrm TMA — 35%
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A0 3 mec. HabaroaeHusA. AI'VC xapakrepusyercsa kpome
ITOPAKECHHA ITOYCK APTECPUAABHON I'HIIEPTCH3UEH 1T 9KC-
TPapeHAABHBIMU 30HaMH Topaxenud: cepane, KKT,
ACTKHE, IIEHTPAABHAA U ITepHpepIYIecKas HEpBHAA CH-
CTEMa, MBIIIIIIBL, KOKa, OPTaH 3PEHHA.

Penkuit BapuaHT TeueHus cuctemroro AA ammnongosa
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AkTyaAsbHOCTB IPOGAEMBI. A A AMHAOHAO3 OCAOK-
HACT TEYCHIE MHOTUX 3200ACBAHUI, COIIPOBOKAAIO-
IIIXCA CUHTE30M OCTPO(a30BOTO HEAKA — CEIBOPOTOY-
noro A-mporenta (SAA). B peakux caygasx OCHOBHON
IIPOIIECC MOKET IIPOTEKATH O€3 ABHOM KAMHUYECKON Ma-
HUDECTAIIN, OAHAKO IIPU 9TOM BhIpadaThBaeTca SAA
OEAOK B KOAUYECTBE, AOCTATOUYHOM AASl (POPMUPOBAHIA
AMHIAOHAA.

ITear uccaeaoBanm:A. BerasuTs 0COOCHHOCTH KAU-
HHYECKOM KAPTHHBI U TEUCHHUA CUCTEMHOTO AA aMHAO-
MA032, KAMHIYECKH MAHH(ECTHPOBABIIIETO IIOYEUHOI
HEAOCTATOYHOCTEIO.

Marepuassr m MeTOABI. [IpeAcTaBAeHO KAMHI-
geckoe HaDAFOAeHHE manueHTKH b., 52 Aer (OOaact-
Hasg KAnHHYecKas OoapHuIa, I. Caparos). [Iposeacna
OLIEHKA aHAMHE3a, OOBEKTUBHBIX AAHHBIX, PE3YABTATOB
A2DOPATOPHOTO, HHCTPYMEHTAABHOTO B MOP(MOAOTH-
YECKOIO METOAOB HCCACAOBAHIAL

Pesyapratel [lammentka b., 52 aer. Ao mas 2023 .
cauTara ceOs IPaKTHIecKu 3A0poBOIi. Bo Bpems eann-
CTBEHHOH (PU3HOAOTHYECKOH OEPEMEHHOCTH B BO3-
pacte 25 A€T IOBBHIIICHUA APTEPHAABHOTO AABACHHSA
(AA), H3MEHEHUIT B aHAAM3AX KPOBU H MOYH HE OBIAO.
B aaapneiinrem me o6caeroBarach. HacaeacrBennocTs
110 3200ACBAHHAM IIOYEK HE OTATOINeHA. BrrxoAer
u3 Cpeaneit Aznn.

3aboaeaa octpo B Hagase Masg 2023 r., Koraa oT-
METHAA IOBBIIICHIE TeMIepaTrypsr Teaa Ao 38 °C,
pasAmTBIE DOAM B KHBOTE, KYIIMPOBABIIINECA CAMOCTO-
ATEABHO B TEYCHUE ABYX CYTOK. B AaapHeiirmeM orme-
YAAUCh OAHOKPATHO PBOTA U KUAKHI CTYA, CHIKCHIIE
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anypesa. [To moBoay anxopaaxn u GoAeii B KHBOTE
B TCUCHHUE ABYX AHCH IIPHHIMAAA HIMECYAHA. lociu-
TaAu3HpOBaHa. VIckAroueHa octpasd aOAOMHHAABHAA
XUpyprudeckas aTOAOIHsA. Pasmepsr modek u moded-
Hoit mapeaxumsl B HopMe. AN 140-150 u 80 mm pr.cr.
BeuiBaen ymepennsrit Aciikormros 12X1012/4, orcyr-
CTBUE aHEMUH, HOPMAABHBIN YPOBEHb 00OIIEro GeAka
1 aABOYMIHA KpOBH, HoBbIIIeHne C-peakTuBHOIrO OeAKa
AO 75 Mr/ A, mpoTenHypus 3 I/ A, KPEATHHUH U MOYe-
BuHa KpoBu 1520 MkmoAb/A 11 49 MMOAB/A coOTBET-
creeHHO. Havarer mpomeaypsr remoamasusa Ilepsona-
YAaABHBIN AUATHO3 OCTPOTO TyOYAOUHTEPCTHIIHAABHOIO
HedpUTa ACKAPCTBEHHOTO IeHE3a KAk IIPUYHHBI OCTPOTO
IIOYEYHOIO ITOBPEKACHUSA OBIA B AAABHCHIIIEM OTBEp-
THYT BBHUAY OBICTPOro (pOpMUpPOBAHHSA Pa3BEPHYTOrO
nedporudeckoro cuuapoma. IlarmenTra ocraBasach
AMAAU3-3aBHCUMOI. BBICTaBACH AHATHO3 OBICTPOIIPO-
rpeccupyroriero raomepyroredpura. Ceporormdeckre
MapKepHl CHCTEMHON KPACHOI BOAYAHKH, aHTHHEHTPO-
(bHABHBIE IIUTOIIAA3MATHYCCKIC AHTUTEA, AHTHTCAL
K TAOMEPYASPHOH 0a3aABHOM MEMOpPaHe He BBIABACHBL
AwnmvdpapeHOmaTHS HE BBIBAAAACK. | [pr MarHITHO-pE3O-
HAHCHOI TOMOTpauu OPraHOB IPYAHOH 1 OPIOIITHOI
IIOAOCTH ITATOAOTHH He 0OHApyxeHO. [1o pesyapraTam
Hedpobuoncun u3 19 kaydbouxos 12 moAHOCTBIO CKAC-
posuposambl, coaepxar KoHro-mosutusHbie OeckAe-
TOYHEIE MACCHI, 3AMEIIATOIIIE BCE CTPYKIYPHI KAYOOUKa,
HHTEPCTULINAABHEIN (hHOPO3 U aTpodus KaHAABIICB
TpeTbeﬁ CTCIICHMU. HpI/I TI/IHI/IPOBQHI/II/I I/IMMYHOI‘I/ICTO—
XUMHYECKUM (IIEPOKCHAA3HBIM) METOAOM BBIIBACH
AA aMIAOHMAO3.
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Takum 00pasom, AnarHocTupoBad AA aMHAOHAO3
¢ nopaxenuem mmodek, XbIT C5A, B aarpnetinem na-
pacraa TaKeCTs HePPOTHIECKOrO CHHAPOMA (0OIImit
Geaok kposu 36,6 1/, aapbymun 18,8 r/a), anemun
(Hb 74 1/). IIpoBoAuancs Tpancdysnn aabOyMuHa,
aHTHAHEeMITYecKas Teparma. OAHAKO COCTOSHUE AN~
CHTKI HAYaAO OBICTPO YXYAIIATBCA, TOSBHAACH TCHACH-
LU K CHIDKEHNEO A U IIPH SIBACHUSIX IIPOIPECCUPYIO-
e TUIIOTOHUH HAIUEHTKA CKOHYIAAACD.

3akarouenue. [IpuBescHHOEC HAOAIOACHHE Ac-
MOHCTPHPYET OeCCHMIITOMHOE TedeHne AA aMuAo-
HAO32 BIIAOTH AO TEPMHHAABHOM CTAAHH IOYCIHOM
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HEAOCTATOYHOCTH, YTO IOATBEPKACHO AAHHBIMU MOP-
dorormgeckoro mccAeAOBaHuA (TAOOAABHBI TAOME-
PYAOCKAEPO3, HHTEPCTHINAABHBIN (hrOpo3). OAHAKO
O AABHOCTH IIPOIIECCA M €T0 IPHYHHE CYAUTD KpaiiHe
3aTpyAHHTEABHO. C yaeToM s1m3oAa OOACH B KUBOTE
1 HOBBIIIIEHHOTO ypoBHA CPB MOKHO ITpeArroAoKuTs
HIEPHOAHYECKYIO DOAE3HB, IIPOTEKABIIYIO C CYOKANHH-
YCCKUM BOCIAACHHEM, IIPHBEAIIUM K Pa3BUTHIO AA
ammAonA03a. Tem ne Menee, Anaraos AA aMIAOHNAO34
HE BBI3BIBACT COMHEHHA, IIPH 9TOM C MOMEHTA KAUHITIC-
CKOIT MaHHECTAIIN AO ACTAABHOTO HCXOAA IIPOIIAO
MEHee ABYX MECAIICB.

HactoTa BCcTpeyaemMocTu romepynoHeppuTos
NPy 3110KAYECTBEHHBIX HOBOODPA30BAHMSX MOYEK
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[Tpu 3An0Ka¥eCTBEHHBIX HOBOOOPA3OBAHUAX MOKET
Pa3BUBATHCA HAPAHEOIIAACTUYECKUH CHHAPOM. Pas-
BUTHE ITAPAHEOIAACTHIECKOIO CHHAPOMA CBA3AHO
C CEeKpeIueil ONyXOAEBEIMH KAETKAMH ITUTOKHHOB,
FOPMOHOB, (PaKTOPOB POCTA, AHTUICHOB OIIYXOAEBBIX
KAETOK. CIIEKTP CEKPETHPYEMBIX OIYXOACBBIMU KACT-
KAMH BCIIICCTB OOYCAABAUBACT OCOOCHHOCTH TCUCHHSA
IIAPAHEOIAACTHIECKOrO cuHApOoMa. OAHHM H3 IIPO-
ABACHHI ITAPAHEOIAACTHIECKOIO CHHAPOMA ABAAETCH
PAasBHTHE HAPAHECOIAACTHICCKIX TAOMEPYAOIIATHH.
I'AomepyAonaTHi MOTYT ABAATHCA TAKKE CAMOCTOATEAD-
HBIMH 3200ACBAHIAMHE, YBEAHIHBAIOIIIMI PHCK PA3BHU-
THA 3A0KAYECTBEHHOTO HOBOOOPA3OBAHHA Y ITAIINCHTA.
I'AomepyAomaTuu, HE3ABUCUMO OT CBOCH 3THOAOINUH,
XaPAKTEPU3YVIOTCS ABYXCTOPOHHUM IIOPAKEHUEM H Oe3
AEUECHUS MOIYT IIPUBOAUTH K HE(POCKAEPO3Y.

Ilear nccaepoBanma. [Iposecru anarus o6pason
II0YEK CO 3AOKAYECTBEHHBIMU HOBOOOPA30BAHUAMU
C IPHIMEHEHUEM UMMYHHOH (PAYOPECIIEHIINH H IACK-

TPOHHON MUKPOCKOIIHHU AASl OIIEHKH YaCTOTHI BCTpEYa-
EMOCTH TAOMEPYAOIATHIA, HE CBA3AHHBIX C METAOOAH-
YECKUMH N3MEHEHHAMH.

Marepuaabr m MeTOABI. Briao mccaepoBano
130 00pasLoB moduex co 3A0KA4ECTBEHHBIMI HOBOOOPa-
30BAHMAMH IIOCAE BEITOAHEHNA HedpakToMun B Kpac-
HOAPCKOM KPA€BOM KAHHHYECKOM OHKOAOTHYECKOM
aucrancepe um. A.J. Kpeoxanosckoro. Aast mccaeAoBa-
HUA TKAHN ITOYKN MAaTEpHAA 3a0UpaAcs Ha PACCTOAHIN
6oaee 3cm oT omyxoan. [Ipemaparsr OBIAM OKpareHs!
IEMATOKCHAMHOM U 903MHOM, TPHXPOMHOI OKPACKOM
110 Maccony, Konro-por, INVK-peaxnnest, nmmperau-
poBaHHEI MeTeHAMIH cepedpom. Mimmyrnas dayopec-
LICHIINA BBITOAHAAACH C IPUMEHEHNEM aHTHTEA K IgA,
IgM, IgG, C3¢c KOMIIOHEHTY CHCTEMEI KOMIIACMCHTA,
Clq KOMIIOHEHTY CHCTEMHl KOMIIAeMeHTa, Kappa —
u Lambda — Aerkum memsamM EMMyHOTAOOYAHHOB. DACK-
TPOHHAA MUKPOCKOIIHA BBIITOAHEHA C IIPHMEHEHUEM
mukpockora Zeiss Libra 120 PLUS B peixnme TEM.
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Pesyaprat. [Ipn uccaepoBanuu 130 oOpasmos
II0YEK, PE3EIINPOBAHHEIX 110 IIOBOAY 3A0KAYECTBEHHOTO
HOBOOOpasoBauus, y 106 marueHToB OBIAQ AHATHOCTH-
POBaHA CBETAOKACTOYHAA IIOUETHO-KACTOUHAS KAPIIH-
noma roukn (81,5%), xpomodobHaA TOUETHO-KAE-
TOYHAS KAPIIMHOMA AMATHOCTHPOBAHA Y 6 IAIFEHTOB
(4,6%), mAMMAAAPHAA TOYETHO-KACTOYHASA KAPITITHOMEI
BBIABACHA y 5 manuenTos (3,8%), HHBa3UBHAA YPOTEAU-
aAbHAsA KAPIIMHOMA ITOYEIHON AOXAHKH AUATHOCTHPO-
BaHa y 7 marueHToB (5,4%), IIAOCKOKAETOYHAsA KapIin-
HOMA AOXaHKH IIOYKH AHATHOCTUPBOAHA Y 2 IAIINEHTOB
(1,5%), kaprmaOMa M3 COOMPATEABHBIX TPYOOUEK, He-
MHBA3UBHAA YPOTCAHAABHAA MAITMAAAPHASA KAPIIMHOMA,
neand depeHIIPOBAHHASL KAPLITHOMA, S03HHOMDHABHAS
COAMAHASl M KHCTO3HAsA IOYEIHO-KAETOUHAA KAPIIH-
HOMa BBIABACHHI 110 1 cay4aro (0,8%). V 14 marmenros
OBIAY BBIABACHBI TAOMEPYAOHEMPHUTEL, YTO COCTABUAO
10,8%. V 7 marmenToB Op1Aa AmaraocTuposana IgA-
nedpormarus, cocrasus 50% raomepyaomaruit. B 4 cay-
qasx (28,6%0) ObIA BEIABACH (DOKAABHBIN CEIMEHTAPHBII
IAOMEPYAOCKAEPO3. B 2 cAyuasx nveaa mecto G0AE3HD
MIHAMAABHBIX m3Menennit (14,3%). B 1 caywae (7,1%)
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Obraa BeIBACHA MeMOpaHno3Hasd Hedpomartus. 1'aome-
pyaromarin B 13 cAy4gasx ObIAK BBIABACHDI Y ITAIIHEHTOB
CO CBETAOKACTOYHOH ITOYCUHO-KACTOYHOM KAapIIH-
HOMOII 1 1 cAy9all y IalMenTa ¢ HAIIHAAAPHON II0-
YEIHO-KAETOYHOH KaPIIMHOMOH, 9TO cOCTaBHAO 92,9%
u 7,1% coorsercrBerno. IIpu cBeTAOKACTOIHOM ITO-
YEIHO-KACTOYHON OBIAO AMATHOCTHPOBAHO 0 CAyYacB
IgA-nedpomarun (42,9%), 4 caygas dokasbHOTO
CEerMeHTApPHOro ckaeposa (28,6%), 2 caygas 6oaesHu
MuHEMAABHEIX n3menenuit (14,3%), 1 caydaait memOpa-
nosuoit vedppomaruu (7,1%). V oAHOrO maruentTa ¢ ma-
HMHAAAPHON ITOYEUHO-KACTOYHOH KapIIMHOMOI OBIAQ
BoiBAeHa [gA-Hedpomarum (7,1%).

3axaroueHne. Pe3syAbTaThl HCCACAOBAHISA IIOKA3HI-
BAIOT, YTO ¥ KAKAOTO 10 IAITHEHTA CO 3A0KAUCCTBECHHBIM
HOBOOOPA30BAHIEM IIOYKH HMEAUCH FAOMEPyAOHEdD-
puTHL. BOABIIHHCTBO CAy9aeB TAOMEPYAOIIATHI OBIAO
BBIABACHO IIPH CBETAOKACTOYHOMN ITOYCIHO-KACTOIHON
KapIIMHOME ITIOYKH. B CBA3M ¢ OTCYTCTBHEM OTAHYUIT
MEKAY ITAPAHEOITAACTHYECKUMU U IIEPBUIHBIME TAOME-
PYAOIIATHUAME, AAHHBIX IIAIIUEHTOB, [IOMHMO OHKOAOTA,
AOAKEH HADATOAATH HEDPOAOT.

AHLA-accounmnposaHHbiit rnomepynoHedpur:
CPOBHWTENbHAS OLEHKA A0- U MOCTKOBMAHOTO NEPUOAA
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AxryassHOCTh Ipo6GAembl. AHLIA-accormuposan-
mbiii raomepysonedput (AHLIA-I'H) — nexporusnpyro-
II[ee BOCIIAACHHE KAIIMAAAPOB KAYOOYKOB C OTCYTCTBHEM
AW HEOOABIITUM KOAMYECTBOM OTAOMKEHHH HMMYH-
HEIX ACIIO3HTOB, CBA3aHHOE ¢ oOpasosarmem AHIIA.
AHIIA-T'H mozker mpoTekars B H30AUPOBAHHON hopme
UAN Pa3BUBATHCA OAHOBPEMEHHO C APYIUMHU CHCTEM-
umeivMu npossaeHuamu AHITA — acconuuposanHOro
BACKyAHTa. 3a00AEBAEMOCTD U PACIIPOCTPAHEHHOCTD
AHIIA-TH B P® meusBecTHAa, OAHAKO UCCAEAOBATEA
OTMEYAIOT TEHACHIIUIO K UX HAPACTAHUIO B IIOCACAHIE
TOABI, OCOOEHHO Y IAIMEHTOB C IIEPEHECEHHONH HOBOM
kopouasupycuoi uadekmuei (HKI).

Ileap paboTs1. [IposecTu cpaBHUTEABHBIH AaHAAU3
AHIIA-T'H 3a 12 mecsames 2019 n 2022-2023 rr. Omne-
HUTb OCOOCHHOCTH KAMHIYECKON KAPTUHBIL, TAKECTH
TEYEHMUA, NICXOAOB.
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Marepuasbl I METOABI HCCAGAOBAHUA. bBIA IIpo-
BEACH PETPOCHEKTHBHBIH aHAAM3 HCTOPUIl OOAE3HH
nanuenTtos, HaxoAusmuxcs B I'V3 «OKby r. Caparosa
A0 mavaaa maaaemun HKH u mocae ee okonvanus.
OrneHnBaAnCh AHAMHES, PE3YABTATEL OOBEKTHBHOIO
00CAEAOBAHUA, AADOPATOPHBIX M HHCTPYMEHTAABHBIX
METOAOB HCCAEAOBAHUA, He(DPOOHOIICHH, TEPAITHS, OC-
AOKHEHUS, NCXOABL Bcero B mccaeAOBaHmE BKAIOYCHO
16 marmenToB (7 sKeHIHH, 9 My/KYNH), CPEAHHI BO3-
pact — 49 a [30;74], y kotopeIx 1pn HedpobuorcHu
BBIABACH MAAOUMMYHHBIN HekpoTusupyrommit ['H. Bee
HaIUEeHTH TOCIATAAR3HPOBaHbl 110 1oBoAy OITIT.

IToayuennsre pesdyabrarsl. B 2019 r. AHIIA-I'H
OBIA AMATHOCTHPOBAH y IATH ranueHToB (1 MyxdnHa,
4 sxerryHEL), cpeAHnE BospacT — 50,2 aet [35;74], y Bcex
nmveaach Al 1 aHeMus, y 4eTBEphIX — OCTPOHEPPHUTH-
geckuit cuaapom (OHC), y oanoro — medppormaecknit
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cuuapom (HC), y oaHOrO — HHTEpCTHIIMAABHOE IIOpAZKE-
nue Aerknx. AHIIA B KpoBH BBIABACHBI y TPOHX 13 IIATH
nanueHTos. Becem manmenTam IpoBOAMAACH TEpAITHA
TAIOKOKOPTHKOUAAMHI B IHKAO(DOChHAMIAOM, KOTOpast
ABYM B AAABHEIINIEM OBIAQ OTMEHEHA IIO PE3YABTATAM
medpobuorcun (Auddysubii HeppPOCKAEPO3). DTHM
K€ ABYM IIAITMEHTAM BBIIIOAHAACA U OBIA IIPOAOAIKEH
IeMOAMAAH3 B CBA3U C YTPATOH ITOYEUHBIX (DYHKITHIA,
Y OCTABIIIHXCA TPEX OTMEYCHO CHIKCHHE KPCATHHUHA,
IIPU 9TOM IIOAHOTO BOCCTAHOBAEHUS IIOYEUHBIX (DYHK-
I He OBIAO HU § OAHOTO TIAITNEHTA.

C cenrabpsa 2022 r. o centadbpp 2023 1. OBIAO BBI-
asaeHO 11 caygaes 3adoaeBamus AHIIA-TH (8 myx-
9HH, 3 KEHIIHUH), CpeAHHN Bo3pacT — 48 aet [30;69)].
[Moarsep:xaernas HKM Grraa y tpex marmenTos. Y Becex
marerTos ormedarack Al u anemust, y 8 — OHC, y 3 —
HC. V AByX manueHTOB BBIABACHO ITOPAKEHHE AETKHX
MHTEPCTHIIMAABHOIO XapaKTepa, Y OAHOTO — IIOPaKEHIEe
AOP-opranos. AHIIA BreisBAensr y 7 u3 11 gerosek.
B tpex cAyuasx Obraa BEIABACHA ABOFHAA CEPOIIO3NTUB-
HoCTb (B ABYX — AHLIA + arru-I'BM, B oarom AHLIA
+ ANA).

Bceem manmenTam IIpoBOAMAACH KOMOMHHPOBAHHASA
Teparms TAFOKOKOPTHKOUAAMI 1 ITUKAOGOcdaMuAOM,
B 1 cayuae BemoAnsAcs maasmooome. [larepsiv ma-
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LUICHTAM BBIIOAHAAUCD IIPOLICAYPBI FEMOAMAAU3A, KO-
TOPBIN ¥ YETBEPBIX OBIA IIPOAOAKEH B CBA3U C yTPATON
ITOYCYHBIX (DYHKIIHH; B OCTAABHBEIX CAYYaiX OTMEYA-
AOCh CHIKEHHE KPEATHHHHA, OAHAKO IIOAHOTO BOC-
CTaHOBAEHHA (PYHKIIHI ITOYEK HE OBIAO HH § OAHOTO
MTATTFCHTA.

3akarouenne. OOparaer BHIMAHUCE YBEAUICHIIE
ancaa caygaes AHIIA-T'H B mocTkOBHAHBIN IEpHOA
boaee, yeM B ABa pasa. Kamuudeckue nposBACHHA
(OINI1, maamune AI', amemus, mpeoOAaAAHHE CAY-
gaes OHC) 0AHOTHIIHBI B TPYIIIAX OOOUX IIEPHOAOB
nabaroaerns. Tsaxecrs Teuenns AHLIA-I'H, Bepasu-
BIIIASCSA B IIOTPEOHOCTH B 3aMECTUTECABHON ITOYCIHON
TEPAIIHH H HCXOABI TAK/KE COIIOCTABUMEL B rmocTkoBuA-
nbrii eproA y narmentos ¢ AHITA-I'H B tpex caywasx
13 OAUHHAALIATY BEIABACHA ABOHHAA CEPOIIO3HTHBHOCTB,
IIPH 3TOM BCE TPOE IAIINEHTOB UMEAN IIOATBEPKACHHYEO
HKM B anamuese. Kpome T0ro, y 0OCTaAbHBIX TAITHEHTOB
TAK/KE HEAB3S MCKAIOYUTH MAAOCHMITTOMHOC TCUCHIIE
3200AeBAHMUA UAU OECCHMITTOMHOE HOCHTEABCTBA BH-
pyca SARS-CoV-2 B mepHOA IaHACMEM.

Harre mabAroAeHmEe MOKET CAYAKUTD IIOATBEPIKAL-
HueM aKTa POCTa IUCAA CAYIAEB AYTONMMYHHBIX 3a-
6oaesannit Ha poue COVID-19, uro Tpebyer AaapHEII-
IIIETO U3YYCHMUS.

[paHYNeMATO3HbIM TYOYNOUHTEPCTULMANBHBIA HEDPUT
M I3BEHHbINM KOMIUT — NMPUYMHBI U CNELCTBUS
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Granulomatous interstitial nephritis and ulcerative colitis -

causes and consequences
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AKTyaABHOCTB NPOGAEMBI. I'panyAeMaTO3HBIH
tyoyaounTepcrunrarbniil Hedppur (I'THUH) — peakas
popma MATOAOTHH TIOYEK, HA AOAIO KOTOPOI IIPUXO-
AuTtcs 0koA0 1% Bcex Omorcuit cOOCTBEHHBIX IIOUCK.
Beaymree kamHmdueckoe IPOABACHHE — CHMIITOMEL
octporo roueunoro nospexAeansd (OILT). fspenmsrit
koAt (JIK) — xpoHnyeckoe UMMyHHOE BOCIAACHUE
CAM3HCTOM OOOAOYKH TOACTOM KHIIKH, OTHOCAIITHICH
K TPYIIIIE BOCHAAMTEABHBIX 3a00AEBAHNI KHIIIEUHHKA
(B3K). Yacrora nopaxenus rmouek mpu B3K cocras-
asier 4-23%, HanboAee JacTeie BAPHAHTHL: HePOAUTHA3

(12-28%), ammaonpo3 (0,7-10,9%), Tybyroumreperim-
aapnbiil Hedpur (6%), IgA-Hedpomarus, ocroxHeHNA
MEAUKAMEHTO3HOH TEPAIHH (TOYHBIX AAHHBIX HET).

Ilear paboter. Omucars peAKHIT BAPHAHT HOPazKe-
nus nogek y maruenta ¢ SJIK, auddepennunaspno-aua-
rHocTrgeckui morck mpramasr OITIT.

MaTepuaabl 1 METOABI ICCACAOBaHHUA. | [peacTas-
AEHO KAMHHYECKoe HaDAIoAcHUE IanmenTa b., 48 Aer.
[TpoBeaena oreHKa aHAMHE3a, AAHHBIX AADOPATOPHBIX
1 HHCTPYMECHTAABHBIX METOAOB HCCACAOBAHUSA, OOBEK-
THBHBIX AAHHEIX.
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IToayuennsie pesyabTarel. B centadpe 2019 r.
BIIEPBBIC ITOABUACA KHAKHI CTYA AO 4 pa3 B CyTKH
C IPUMECHIO KpoBU. Pe3syAbTaTsl 0OCAEAOBAHHA: 110-
BBILIICHHE (DEKAABHOTO KAABIIPOTEKTHHA AO 567 MKI/T,
CPbB a0 42 1/ a; koaorOCKOIMs — KapTuna AK; 3akaro-
YeHHE IMCTOAOTHYECKOTo mccaeaosanns — fAK; kpea-
THHUH KPOBU 75 MKMOAB/ A, OOIIHIT aHaAn3 Moun He3
maroaoruu, AA — 120 u 80 mm pr cr. BeIA BeIcTaBACH
Anaraos: SIK. TTpokrur. Brepsbie BrisiBAeHHDII. Aerkas
araxa. Hasmagaaucs nmpenaparsr 5-aMIHOCAANITAOBOI
kucAoTel (5-ACK), 6braa pocturayra pemuccus. [Tarm-
EHT IIPOAOAKAA TIPUHUMATD CYAb(DACAAAZHH B AO3€E
2 r/cyrkn. Vxyamenue cocrosinus B mae 2022 r. — mo-
ABAECHUE TOAOBHBIX DOAEH, TOITHOTHL, OOIIEN cA2DOCTH,
AA 160 1 90 mm pr.cr., kpearunun 1028 MKkMOAB/ A,
anypes 1200 ma/cyrkn. TlanmenT OBIA 9KCTPEHHO TO-
CIIMTAAM3HPOBAH. Y UHTHIBAA AAUTEABHBII ITPHUEM IIpe-
mapatoB 5-ACK, OpA cpopMyAnpOBaH IIpeABAPUTEAD-
HBIH AHAIHO3: OCTPHII TyGon—I/IHTepCTI/H_[HaALHHfI
nedpur Aekapcrsernoro renesa. OIIT 3 craanm. Cyas-
dpacarasnn 6614 oTMeHEH. Hasnauaance npeAHn30A0H
40 mr/cyTku, GECOIPOAOA, OMEIIPAZOA, IPOBOAHACH
IeMOAMAAHS3, HA 9TOM (POHE COXPAHAAACH BHICOKUE IIOKA-
3aTE€AN MOYCBUHBI M KPEATHHIHA, TPEOYIOIINE IIPOAOA-
KEHHUS 3AMECTUTEABHON ITOYEIHOH Tepanun. Bermoans-
Aach He(POOHOIICHS, 3AKAIOUECHHE: TPAHYAEMATO3HBII
TyOYAOUHTEPCTUIIHAABHEIH HedpuT. Boira yBeandeHa
A032 TIPEAHH30A0HA A0 00 Mr/cyTkm, Ha 3TOM poHE
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VPOBEHD KPEATHHIHA CHUSHACH AO 230 MKMOAB/ A, TIpe-
KPAITIEHBI IPOLIEAYPHI reMoAraAm3a. K aexkabpro 2022 .
A03a IPEAHH30A0HA CHITKeHA A0 10 Mr/cyrku, ypoBeHb
kpeatunnna 202 MkMOAB/ A. KanHIYeckux npusnakos
aktusaOoCcTH K mHer. [lanmenTt ObIA KOHCYABTHPOBAH
LACTPOIHTEPOAOTOM, YIUTHIBASL TPAHYACMATO3HBIN Xa-
paKTep BOCITAACHHA B ITOYKE, IIOBTOPHO BHIITOAHEHO
00CAEAOBAHIE, B XOAE KOTOPOTO HCKAIOYEHA DOAE3HD
Kpomna. B cBsisu ¢ HEOOXOAUMOCTBIO OTMEHBI ITPEAHH-
30AOHA 1 HazHadeHus Oasucnoi Teparmn AK, k ae-
genuto ObiA AoGaBaen asatmonpun 100 Mr/cyrkw,
IIOCTEIIEHHO AO ITOAHOM OTMEHBI CHIKEHA AO32 IIPEA-
HH30AOHA, YPOBEHb KPEATHHUHA OCTAETCA CTAOMABHBIM
189-200 MKMOAB/ A.

3axarouenne. [lo AAHHBIM AHTEPATYPH YaCTOTA
passurua OI1I1 y maruenTos ¢ B3K ma done mpuema
nperrapatos 5-ACK cocrasaser 1 Ha 500 cAygaes B roa.
VuuTeBas AOKaABHYIO POPMY ITOPAKEHUA TOACTOTO
KHIIIEYHHUKA, CTOMKYIO PEMHCCUIO Ha (POHE Tepaluu
5-ACK, a TaKie rpaHyAEMATO3HBIH XapaKTep BOCITAAE-
HUSA 110 AAHHBIM He(DPOOHOIICHH, IOPAKEHHIE IOYEK
B pamkax JK Gerao marosepoarasM. Paszsurre I'THIH
BoAee XapaKTepHO AAfl ACKAPCTBEHHOTO ITOPAKCHUA
novek uan 6oaesun Kpona. B Harrem cayuae aaHHBIX
3a 6boaesnp Kpona y manmenTa He GB1AO.

Beem marmenam, moayaarormum mperapater 5-ACK,
AOAKEH OBITh PEKOMEHAOBAH KOHTPOAD KPEATHHIHA CBI-
BOPOTKH KPOBH KA/KABIE O MECAIIEB.

TybepoaHbiil cknepos: UCTOPHUS OBHOTO Cy4as

E.B. 'puropseBa (lek133@yandex.ru), .M. banknsoBa, A.C. MacHukoBa
®rb0Y BO «CIrMY um. B.U. Pasymosckoro» MuH3gpasa Poccumn, Capartos

Tuberous sclerosis: the story of one case

E.V. Grigorieva (lek133@yandex.ru), D.M. Balkizova, A.S. Myasnikova
V.I. Razumovsky Saratov State Medical University, Health Ministry of Russian Federation, Saratov

AxTyaspHOCTE po6AEMBI. TyOeposHbIil CKAEpPO3
(TC) orHOCHTCH K rpymIe peakux (opdaHHBIX) 3200-
AEBAHUII, YACTOTA BCTPEIAEMOCTH BO B3POCAOI ITO-
nyasnun coctasager 1:10000, B P@ macumreBaercs
7000 caygaes 3aboaepanus. B ocuose marorenesa TC
aesxut myTanuax B rerax TCS1 u TSC2 ¢ morepei
nX (PYHKIIHMH U TATOAOTHYECKOH AKTUBAIIMEH KMHA3EI
mTOR, 4ro IPUBOANT K YCHAEHHIO KAETOYHOM IIPO-
Audepannn ¥ CYNTAETCA BAKHBIM 3BEHOM 3AOKade-
crBeHHON TpaHcdopmarun. Kannmaeckas kaptuna
3200AEBAHUA XAPAKTEPHU3YETCA OOPA3OBAHMEM MHO-
KECTBEHHBIX AOOPOKAYECTBEHHEIX OIYXOAEH (ramap-
TOM) B Pa3AHMYHBIX OopraHax. B moukax obpasyrorcs
MHOXECTBEHHBIC AaHTUOMHUOAUIIOMBI 1 KHCTBI, OITHM-
CAHBI CAUHHYHBIE CAYYAH IIOYEUHO-KACTOIHOTO PaKa
HOYKH.
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Ieas paborsl. Omucars ocobennoctu tederms TC,
TPYAHOCTH AHMATHOCTUKU KAHHHIYCCKUX IIPOABACHHH
u/uan ocaroxuaennit TC.

MaTepuaabl B METOABI HCCACAOBAHMA. | IpeacTas-
A€HO KAMHHYecKoe HabAroaenue maruenTa C., 21 Aer.
[IpoBeaeHa orenka aHaMHE3, AAHHEIX AADOPATOPHBIX
U HHCTPYMEHTAABHBIX METOAOB HCCACAOBAHIS, OOBEK-
TUBHBIX AAHHBIX.

IToayuennsie pesyasrarel. [lanument C., 21 roa.
B 2006 . (6 Aer) BrIepBBIE TOABHAUCH H3MEHEHHA KOCT-
HOMW M XPAIIEBON TKAHH IIPABON KUCTH, OBIA BBICTaB-
AeH Auarao3 — cuaApoM [Ipores. B 2007 r. BerBACHEL
MHOJKECTBEHHBIEC KUCTBI OOCUX ITOYEK, APTEPHAABHAA
rUIepPTEeH3NA, (DYHKIUA IIOUEK OCTABAAACH YAOBAET-
BOPHTEABHOH, AUATHO3 — IIOAHKUCTO3 II0YeK. B cBAsu
C BBIPAKEHHBIM OOAEBBIM CHHAPOMOM ABA7KABI BBIIIOA-
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HAAACH ACKATICYAALIMA U BCKperTHE KUCT rrodek. B 2009 r.
(9 AeT) TOABHAMCE TAMAPTOMEI Ha KOKE AHIIA H IPYAH,
BBIITOAHAAOCH [CHETHYICCKOE HCCACAOBAHIE, OBIAA BBIAB-
AeHa natorersas myrarua TSC2, BBICTABACH AMATHO3 —
TyOeposusiit ckaepos. B 2015 1. (15 aer) oOHapyxeHO
00BEMHOE 0OPA30BAHUE IIPABOI IIOYKH, BHIITOAHAAACH
OuorcHs ¢ THCTOAOTHYECKUM HCCACAOBAHIEM, 3aKAFO-
YeCHUE — IIAOCKOKACTOUHBIN pak. AAHHBIX 32 METACTA-
THYECKOE ITOPAKCHIIE OPTAHOB HE BBIABACHO, OBIAQ BBI-
IIOAHEHA OMAATEPAAbHAA HEPPIKTOMUSA, IIPOBOAUAACH
3AMECTHTEAbHASA IOYCYHAA TEPAIIHA TEMOAHAAUZOM.
C 97010 7KE BpEMEHN CTAAU IIEPUOANIECKH BOSHUKATH
SIMACITUYCCKUC IIPUCTYIIBI, HASHAYAAACH IPOTUBO-
cyaopouxuan tepanus. B 2018 r. (18 aer) — Brimoanena
AAAOTPAHCIAAHTAIIUA TPYIIHOI ITOYKH B IIPABYIO ITOA-
B3AOIHYIO 00AACTh, HMMYHOCYIIPECCUBHAS TEPAIIHA
(IpeAHH30A0H, MUKO(EHOAATA MO ETHA, TAKPOAH-
MyC), (DYHKIINA TPAHCIIAAHTATA YAOBACTBOPHTCABHAS.
B neproa ¢ 2018 mmo 2022 rr. orMedasocs 2 s1u3oaa
OCTPOrO KpH3a OTTOP/KEHHUA TPAHCIIAAHTATA, KYIIHPO-
Banel, kpeaturud kposu 107-114 mxmoas/ . [Marment
6p1A KoHCYyABTHpOBaH B HMUL 1. [lymaxosa, yaursr-
Badg Haanane TC, 3A0kagecTBEHHOIO HOBOOOPA3OBAHIA
B aHAMHE3€, OBIAA PEKOMEHAOBAHA CMEHA CXEMBI IMMY-
HOCYIIPECCHI — 3aMEHA TAKPOAMMYCA Ha 3BEPOAHMYC.
[TarmmenT OTKa3aACA.

Vxyamenne cocrosnus B arpeae 2022 roaa — mo-
ABAGHUE BBHIPAKEHHOIO OOAEBOTO CHHAPOMA B IIOAC-
HUYHOH OOAACTH, PELHAUBHPOBAHIE CYAOPOKHOIO
CHHApPOMa, OBIA rocmTaAnsupoBan. [Ipn oOcaeaoBa-
HU BBIABACHBI MHOKECTBCHHBIC YIACTKU AUTHYCCKOI
AECTPYKIIUH B HOACHIYHO-KPECTIIOBBIX ITO3BOHKAX, IIOA-
B3AOIIHBEIX KOCTAX; MHOKECTBEHHBIE 0OBEMHbBIE 00Opa-
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30BAHMA TOAOBHOTO MO3I; MHOKECTBEHHBIEC OYarOBbIC
00pa3oBaHHA MAPEHXIMBI OOOHUX AEIKHX; HAPYIICHIS
CTPYKTYPHI 1 (DYHKIIMH TPAHCIAAHTATA HE OBIAO. Ydn-
TBIBasA BO3MOKHOCTD Pa3BUTHUA BBIABACHHBIX H3MEHCHIET
B pamkax TC, a Takke CyIIECTBYIOIIYIO BEPOATHOCTD
METAaCTATHIECKOTO IMOPAKEHNA U3 HEYCTAHOBACHHOTO
HIEPBUYHOIO OYara, IPOBOAUACA AUDDEPEHITNAABHBII
AHATHO3 MEKAY ABYMS 9THMHU cOCTOAHMAMM. B x0A€ 00-
CACAOBAHHSA OBIAH BBIABACHBI MATKOTKAHBIE OOPA30BAHHA
B IIPOCKIIMHU YAAACHHBIX IIOYCK C OOCHX CTOPOH pa3me-
pamm 62X43X60 mm 1 70X58X112 mm. Beimoamsaacs
Ouorncus 0Opa3oOBAHMA CAECBA, 3aKAIOYEHNE TUCTOAOTH-
YECKOTO HCCACAOBAHNSA — HANACHHBIC H3MEHCHISA COOT-
BETCTBYIOT AACHOICHHOH KaprimHoMe. Briaa BeImmoAnena
KOHBEpPCHS TAKpOANMYyca Ha sBeporumyc. Ha done muo-
TOKPATHOTO BBEACHHA 00€300AMBAIOIIUX OTMEYAAOCH
passuTHe AUCHYHKINU TPAHCIAAHTATA (KPEATHHUH
kpoBu 186 MkmMOAB/ A). B nrone 2022 roaa ygactuaucs
SIHAEITHIECKOE IIPUCTYIIBI C AAUTEABHBIME SITH30AAMH
[IOTEPU CO3HAHMA, ITAIIMEHT OBIA IIEPEBEACH B OTACAE-
HFE PEAHUMAIIIH, HA (DOHE OYEPEAHOTO 3ATHAKHOTO SITH-
ACIITHYECKOTO IPHUCTYIIA HACTYIIHA A€TAABHBINA HCXOA.

3akarouenue. [IpeAcTaBACHHOE KAMHIYECKOE Ha-
OAIOACHHE ACMOHCTPUPYET PEAKHI BAPUAHT TEICHUA
TC — pasBuTHE HCXOAHO ITAOCKOKAETOYHOTO paKa
IIOYKH, YCIIEITHYIO HePOTPAHCIIAAHTAIIIIO, (POPMH-
POBAHHE AACHOKAPIIMHOMBI ITOYEIHOTO AOKA C MHOKE-
CTBEHHBIMU MeTacTasamu. OIMCaHbl TPYAHOCTH AH-
(pepeHImaAbHO AHATHOCTHKH IOPAKCHIA BHYTPEHHIX
oprauos npu TC u MeTacTaTHUECKOM ITpOIIecce.

V Bcex nmanmenTos ¢ TC BaxHO COOAIOAATH OHKO-
HACTOPOKEHHOCTh M CBOEBPEMECHHO HA3HAYATDH CITEII-
nPUYUECKYIO TEPAIIHIO.

C3-rnomepynonatia: ectb M QNbTEPHATUBA KONYMOMItCKOMY

MCTONOrMYECKOMY MHAEKCY?

A.C. 3bikoBa®3 (ansezy@gmail.com), M.U. Kynukosa?, T.A. Makaposa’, E.C. JleoHoBa’,

E.H. HukutuHa', E.C. Cronspesuy?, E.B. 3axapoBa’.?
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3 @OM MrY nmenun M.B. JlomoHocoBa, MockBa

C3-glomerulopathy: is there an alternative for columbian histological index@

A.S. Zykova':3 (ansezy@gmail.com), M.I. Kulikova', T.A. Makarova?, E.S. Leonova’,

E.N. Nikitina®, E.S. Stolyarevich?, E.V. Zakharova?.2
1 Botkin Hospital, Moscow

2 Moscow State University of Medicine and Dentistry n.a. A.l. Evdokimov, Moscow
3 Faculty of Medicine, Lomonosov Moscow State University, Moscow

AxryaspHOCTB Ipo6Aembl. C3 raomepyAorraTus
(C3-I'Tl) — rpymma kpaiine peAKHX 3a00A€BaHUIL, 00-
YCAOBAEHHAA HAPYIIICHHEM KaCKAAAd AABTEPHATHBHOTO

IyTH KOMIIAEMEHT2, C OTAO)eHHEeM Aermosutos C3
KOMITOHEHTA B IIOYEYHOH TKaHu. Bricokas gactoTa AO-
CTHIKEHHA AHAAU3IIOTPEOHON XPOHUYECKON DOAE3HH
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nodek (XDbII), B ToM dncae y MOAOABIX
ITALIICHTOB, OOYCAOBAMBACT HCOOXOANMOCTD
n3ydeHus (PAKTOPOB PUCKA HEOAATOIIPHSAT-

Obuwas Hepponorus

Ta6nuuya 1

Llikana oueHKN faHHbIX CBETOBOM MUKpocKkonum coriacHo MOAI/Id)I/ILlI/IpOBaHHOMy

FUCTONIOTNYECKOMY NHAEKCY

HOIO TCUYCHUA. OAHI/IM M3 TAKOBBIX ABAACTCA

NHpeKc akTUBHOCTHN bann

MHpekc xpoHnsaumn bann

IICTOAOTHYECKHI HHAEKC, Pa3paOOTAHHBIH
B Koaymbuiickom VHEBepcHuTeTe U BAAH-
APOBAHHBIN Ha HE3aBUCHMON KOIOPTE HC-
HaHCKIMU uccAepoBaTeasmu. Ctour oT-
METHTb, YTO YKA3AHHBII IMCTOAOTHYICCKII
MHACKC HE on6eH B PEAABHOI KAUHITIECKOM
IIPAKTHKE, BBUAY 3HAYUTEABHOTO YHCAQ TIO-
Ka3aTEACIH, TIPH 3TOM, ITO MHCHHTIO CAMUX aB-

Hannuune nonynyHun,
% nonynyHumn

0 - HeT [nomepynocknepos, 0 - meHee 10%
1-1-10 % ckneposa 1-10-25%
2-11-25 2 -26-50%
3 - cBblwe 25 3 - cBbiwe 50%
ApTepriocknepos 0 oTcyTCcTBYeET
1 npucyTcTByeT
CreneHb 0 - meHee 10%
VHTEPCTULMANbHOIO 1-10-25%
$rbpo3a, % 2 -26-50%

3 - cBbiwe 50%

TOPOB, YACTh ITHCTOAOTHIECKUX [TAPAMETPOB,
HE OIPEACAACT IIPOTHO3 3a00ACBAHUS.
Iear pa6orer. Mzyunrs nrdopmarus-
HOCTb MOAI/Iq)I/H_H/IpOBaHHOI‘O THCTOAOTHYC-
CKOTO HHAEKCA, JAOOHOTO B HCITOAB30BAHUSA

Ta6bnuua 2

OanHble ROC-kpuBbix ansa KI'M n mogudunumnpoBaHHOro nHaeKkca

B OTHOLeHun nporHo3a XbI C5

B IIOBCCAHEBHON KAHHqug?](S)II/II H5p AKTHKC, NHpekc AUC 2?123:3:: YyectButenbHoctb  CneunéduyHocTb
B OTHOIIICHUW TIPOTHO32a CTAAUH
y marmertos ¢ C3-TT1. KA 0,84 4 0,980 0,72
Marepuaser u meToApr. C 2007 mo ~ Moandnun-
2023 roa B 24 Hepporornueckom otaese-  POBANHBI 092 3 0,990 077
NHAeKC

unu Kb mvenn C.I1. borkuna HabAro-
aanca 31 manwment ¢ amarsoszom C3 I'TIL
B perpocriektuBHBI aHAAN3 OBIAN BKAFOYEHBI ITAITH-
CHTBI C IPOAOAKUTEABHOCTBIO HADATOACHISA HE MEHEE
6 MecAIIEB U BEITOAHEHHOI HedppoOuorncueii. B kage-
CTBE IIPOTHOCTHYECKUX (PaKTOPOB cpaBHUBAAKCH Ko-
Aymomickuit rucrosormaeckuit uuaexc (KI'H), cocro-
it u3 21 nyskTa 1 ero MoAndunnposanHasg hopma
(Ta0a. 1). Pemrenne 0 AOOaBACHHIU CBETOOIITHYECKOLO
IarrepHa B MOAN(DHUIINPOBAHHBIE HHAEKC CTPOUAOCH,
B TOM YHCAE HA OCHOBAHHI AAHHBIX AUTEPATYPBI, U3 K-
THBHBIX U3MEHEHUN COXPAHEHBI TOABKO ITOAYAYHIS,
AOMEH XPOHHYECKUX H3MEHEHNI, HAIIPOTUB, UMEET
OOABIIYIO BAPUATHBHOCTS. | [epBIYIHOM KOHEYHOH TOY-
kol camrarochk aoctmkenne CK® meree 15 ma/MuH
BHC 3aBHCHMOCTH OT HHHIINAIINN 3AMCCTHTCABHOMN IIO-
YEYHOH TePaInu.

Pe3yApTaThl. 25 IAIMEHTOB COOTBETCTBOBAAH KPH-
TEpUAM BKAIOYEHUA, U3 HUX — 15 myxunn u 10 xen-
ITIIH, CPEAHIE Bo3pacT AeOroTa coctaBua 35,3119 aer.
Meamana aaureabHOCTH HaOAIOACHUS cocTaBuaa 11,5
(6,8; 29,7) mecsrieB. Y IIOAOBUHBI ITAIIUCHTOB OTMEYa-
Aoch camkerne CK® ¢ akTUBHBIM MOYEBBIM OCAAKOM,
MCAMAHA KOHIICHTPAIINN KPEATHHHHA B ACOIOTE COCTA-
BuAa 128 mxmoas/a (80,8; 154,2), ypoBeHs mpoTenHy-
pun — 2,7 1/ (0,9; 5,8), y 21 marnmesToB OTMEYEHO CHHE-

592 Hedponoruau guanus - T. 25, N2 4 2023

A#eHne KoHreHTpanuu C3-KOMITOHEHTA KOMITAEMEHTA.
MembpanonpoandepatuBHblil rAoMepyAoHeDPHT OBIA
BEAYVIIIM IIATTEPHOM, BBIABAACMBIM IIPU CBETOOIITHYC-
CKOM MHKpOCKOIHH. AAfl CPABHEHUA ABYX HHACKCOB
6pran mocrpoensr ROC-kpussie, 00a TecTa XapakrepH-
30BAAHCH OOABIIION IAOIIAABIO TTOA KprBoit (AUC), oa-
Haxo nokazateab AUC MOAR(DUIIIPOBAHHOTO HHACKCA
Op1A Bbie (Taba. 2). [Toporosoe 3nagenue aaa KI'M
COCTaBHAO 4 DaAAA, AAT MOAHDUITIPOBAHHOIO HHAEKCA
3 6aana. Cpean manumeHTOB ¢ 6aar0oM =3 110 MOAuDH-
IIIPOBAHHOMY HHAEKCY dacToTa AocTikeHus XbI1
5 craanm Ov1aa 0%, y marenTos >3 — 60% (Aor-pank
tect, p=0,006). Bayrpukaaccossrii koadpdummenT kop-
peAsrIu MeKAY AByMA nHAeKcamu coctasua 0,867 (95%
A 0,68-0,94), 90 SBASETCS BBICOKIM ITOKA3ATCACM.
3akarouenne. CTaHAAPTU30BAHHBIE ITKAABI ABAA-
TOTCS MOIIIHBIM HHCTPYMEHTOM AAfl IIPOrHO3UPOBAHIS
B KAMHHUYECKOU Meaunnne. K cokaseHuro, OTHOCH-
TEABHAA CAOKHOCTD HX IIPHMEHEHNA MOKET CAVAKUTD
IPHYUHON AASl HX OOACE PEAKOIO HCIOAB30OBAHHUIL
MoaAuduIupoBaHHBI HHACKC ABASETCA AOCTYITHOM
aaprepHatusoi KI'M B kAmHHYECKOI IpakTHKe, IpU
9TOM HCIIOAB30BAHHE TIOCACAHETO MOKET OBITh DOAee
OIIPABAAHO B PAMKAX KAMHUYECKHX HCCACAOBAHMIA.
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BpoxaeHHble AHOMANMM OPTraHOB MOYEBOW CMCTEMBI Y AETEN
KOK NATOreHEeTUYeCKUM GaKTOP XPOHUYECKMX NMUeNoHePPUTOB

A.A. Kosnosckui (almark@tut.by)

YO «lomenbckunii rocyfapcTBeHHbIN MeZNLUHCKMIA yHuBepcutet», Flomerns

Congenital anomalies of the urinary system in children
as a pathogenetic factor of chronic pyelonephritis

A.A. Kozlovsky (almark@tut.by)

Educational institution «Gomel State Medical University», Gomel

AxryaspHOCTB IIpobGAeMBI. B mocaeamme roast
OTMEYAETCA POCT PACHPOCTPAHEHHOCTH 3200 AECBAHMI
OPraHOB MOYEBOI CHCTEMHBI y AcTell. Pesyabratsr armm-
AEMHOAOTHYECKUX HCCAEAOBAHUI CBHAETEABCTBYIOT
O 3HAYHTEABHBIX U3MECHCHUAX CTPYKTYPHI YKA3AHHOM
HATOAOTHH: OTMEYAETCA POCT HE TOABKO MHKPOOHO-
BOCITAANTEABHBIX 3200AEBAHNI MOYEBON CHCTEME,
HO U 9aCTOTHI BPOKACHHBIX AHOMAAHI PA3BUTUSA ITOYCK
M MOUEBBIX ITyTeil. VI3BecTHO, 4TO BpOKACHHEIE AHOMA-
AU Pa3BUTHA OPTAHOB MOYEBON CHCTEMBI AO OIIPEAC-
AEHHOTO BPEMEHHU MOTYT HE IIPOABAATE CeOA, OAHAKO
PAHO HAH IIO3AHO MH(EKIIMOHHEIH ITPOIIECC B ITOUKAX
PA3BUBACTCA BCETAA.

IMear paborer. M3yunTs pacmpocTpaHEeHHOCTD
U CTPYKTYPY BPOKACHHBIX AHOMAAHI PA3BHTHA OPraHOB
MOUYEBOI CHCTEMBI Y AeTell, Kak (poHa AAf OpMUpPOBa-
HUA XPOHHYECKOTO ITHEAOHEDPHTA.

Marepuasbl U METOABI HCCA€AOBaHUA. C IIEABIO
M3YYEHHA CTPYKTYPHI BPOKACHHBIX AHOMAAHI OPIraHOB
MOYCEBOI CHCTEMBI OBIAA HCIIOAB3OBAHA MEAHIIMHCKAS
AOKyMeHTaIuA ['OMEABCKOTO 0OAACTHOTO AMATHOCTH-
9YECKOTO MEAMKO-TEHETHYECKOTO IIEHTPA C KOHCYAbTA-
mueit «bpak u cembay (TOAMI'L). Aast ompeaeaerms
PACIIPOCTPAHEHHOCTH MHKPOOHO-BOCITAAHTEABHBIX 3a-
OOAEBAHIIT OPraHOB MOYEBOI CHCTEMBI § ACTEI IIPOBe-
AeH perpocrnektuBHbii anaru3 500 ncropuii 6oAesHn
HAINEHTOB, HAXOAUBIIUXCA HA CTAIIOHAPHOM Acde-
HHUJ B HEDPOAOTIIECKOM OTACACHHN yupexAcHs «[ o-
MeABCKAA 00AACTHASA ACTCKAA KAUHIIECKAsA OOABHHUIIAY.
Cpean o6caesoBannbix acteit 06100 170 (34%) Marban-
koB 1 330 (66%) aeodek. CpeAHNMIT BO3PACT MAITHEHTOB
cocraBasia 8,6710,20 aer.

IToayuennsle pesyabratel. B 2017 r. 8 I'omean-
ckoit obaactu, 1o AaraeiM TOAMI'L, 6p1a0 3apern-
CTpUPOBAHO 566 CAy9IaEB BPOKACHHBIX IIOPOKOB Pa3-
BUTHA, U3 HUX N30AUPOBAHHBIC AHOMAAHN OPraHOB
MOYEHOAOBOH cucreMbl coctaBuau 13,6%. B cBs3u
C TAKECTBIO IIOPOKOB U HECOBMECTUMOCTBIO HX C JKH3-
Hbr0 Ob1AO IIpepBano 170 (30%) GepemenHocTeld, B TOM
YHCAE U3-32 IIOPOKOB PA3BUTHUSA IIOYECK X MOYEIIOAO-

soit cucremsr 11,4%. Briao BeasAero 90 BpomKAeHHBIX
AHOMAAHN PAa3BUTUA MOYCIIOAOBOM CHCTEMBI, U3 HHX
n30AUpPOBaHHEIX — 77 (85,6%), cucremusix — 4 (4,4%),
muoxkecTBeHHBIX — 9 (10%). Bpoxaennse anomanun
PasBUTHA MOYCIIOAOBOH YAIIE BCTPEIAAUCH Y MAABYH-
koB 59 (65,6%) o cpasuenuto ¢ Aesoukamu 31 (34,4%)
(p<0,02). B crpykrype BpOMKACHHBIX IIOPOKOB IIPEOO-
Aaparu ruAporedpos (35,8%), arraasus mouek (14,7%),
AoOasounas mouka (8,4%), AByCTOPOHHSASA aIAA3HA
rouex (7,4%) u razoBas aucronus mogex (5,3%).

[Tpu anasmse ucTopuii DOAE3HH IAIUEHTOB ACT-
CKOTO HEPPOAOTHIECKOTO OTAEACHHSA YCTAHOBACHO,
YTO 13 BPOKACHHBIX AHOMAAHH Pa3BUTUA HAOOAEE
9aCcTO AMATHOCTHPOBAANCE: ITHeAO3KTasus (24,7%),
ruaporedpos (22%), moanoe yasoerue mouxu (13%),
nedporrros (6,3%) n arenesus moukn (5,8%). B crpyx-
Type MHKPOOHO-BOCIAAMTEABHBIX 3200AEBAHUI Op-
TaHOB MOYEBOH CHCTEMBI IIPEOOAAAAAH XPOHIYIECKHN
Bropuunbii nuesonedpur (28,9%), nudexnna mo-
YEBBIACAHTEABHON cucteMsl (24,8%), OCTpBIH IHEAO-
nedpur (17,6%) u aAp. Hecmorpsa na 6oaee BEICOKYFO
PACIPOCTPAHEHHOCTD BPOKAECHHBIX AHOMAAUI pa3-
BUTHA AAHHOHM CHCTEMBI Y MAABYHKOB, XPOHHYCCKHI
BTOPUYHBIN ITHEAOHEMPUT YAIle AUATHOCTHPOBAACA
y Aesouek (19,4% u 43,0% coorsercrsenno; p<0,01),
YTO CBHAETEABCTBYIOT O DOAEE ITO3AHEH MaHI(ECTAIINI
3200AEBAHUA Y MAABYHKOB.

3akarodeHmue. 32 IIOCACAHIE TOABI B ACTCKOH ITOITY-
AN HAOAFOAAETCA POCT OOIIEH PaCIIPOCTPAHEHHOCTH
HedpOIATHIl C yBEAUYCHUEM B HEH AOAU BPOKACHHBIX
IIOPOKOB Pa3BUTHA OPraHOB MOYEBOH cHCTEMBL B cTpyKk-
Type AHOMAAUH PA3BHTHA HAKOOAEE YACTO AUATHOCTHPY-
I0TCA THAPOHE(DPO3, AITAA3HS ITOUEK, AOOABOYHASA IIOYKA
u Tasosad Aucrorus rmoyuek. CpeAn MUKPOOHO-BOCIIA-
AUTEABHBIX 3a00AEBAHUI OPTAHOB MOYEBON CHCTEMBL
Ipe0OAAAACT XPOHIIECKHI BTOPUIHBIH THeAOHEMDPHUT
c boAee mo3AHEH MaHUMECTAIINEH § MAABYHUKOB, YTO
VKa3BIBACT HA ITATOTCHETUYECKYIO POAb BPOKACHHBIX
AHOMAAHMH PAa3BUTHA OPraHOB MOYEBOM CUCTEME B IeHE3e
3200ACBAHUIL.
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YcnelwHoe neveHne remonepukapaa y 6onbHOrO XPOHUYECKOi
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Successtful treatment of hemopericardium in the patient
with chronic kidney disease and hemophilia A

E.A. Movchan2 (eamovchan@gmail.com), E.V. Galkina®, A.V. Goncharova’,

A.l. Simakova’, T.N. Babaeva’2, E.V. Vorontsova’
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AxTtyaspHOCTB. COBpEMEHHBIC CTPATETHH ACUCHUA
reMoHANN A 3HAYUTEABHO HOBBICHAN BO3MOKHOCTH
KOHTPOAUPOBATD TCUCHUE DOAC3HU, YAYIIIUAN Kade-
CTBO U IIPOAOAKHUTEABHOCTD JKU3HH IAINEHTOB. B TO ix1e
BpeMA Y B3POCABIX ITAIIMEHTOB, HAUMHABIIHX ACUCHIE
IIPEIIApaTaMU IIAA3MBI, BO3MOMKHO Pa3BUTHE XPOHHYC-
cxoii 6oaesnn rouek (XBIT) B cuay Bricokoii pacmpo-
CTPAHEHHOCTH BUPYCHBIX HH(EKIIUI B 3TOH ITOITYAALINIL
Coueranne XbBIT n remoduanu cospaer mpoOAeMsI Ipu
IIPOBEACHHH A€IEOHO-AHATHOCTUYECKIX MAHUITY AN,
TpeOyeT MHAMBUAYAABHOIO PEKHUMA AAA OCYINECT-
BACHISA 3aMECTUTEABHON rToueunoi Teparmn (3I1T).

I'emopparugeckuii IepUKAPAUT, CBA3AHHEII C HAYA-
AOM T€MOAMAAN32, ABAACTCA XOPOIIIO H3BECTHBIM OCAOK-
nernem TepMuHAAbHON XbBI1. CionTanHsii remonepn-
KapA Kak B AOAHAAU3HOI craauu XbBI 1, tak u y O0ABHBIX
reMopuAHEIT A BCTPEIACTCA PEAKO.

Ieab. [IpeacTaBuTh OCOOCHHOCTH PASBHTHA U BO3-
MOKHOCTH COBPEMEHHOTO ACYCHUS IEMOIIEPHKAPA —
PEAKOTO OCAOKHEHHA AOAHAAM3HON cTaamu XbII
y 6oAbHOTO reMocbraneit A.

V GoabHOTO 42 A€T, CTPAAATOINETO reMOMUANEH
A CPEAHETAAKEAOTO TEICHHA C TEMOMUAIIECKUMHE APTPO-
IIATHAME KPYITHBIX CYCTABOB, 7 ACT Ha3aA ObIAA AUATHOCTH-
pOBaHa XPOHHYECKAS OOAE3HD ITOYEK 3 CTAAUH B ICXOAE
XPOHHYECKOTO FAOMEPYAOHEPPHUTA, ACCOITMIPOBAHHOTO
¢ HCV-undexkmuert. MecArr HasaA, IIOCAE IIEPEHECEHHO
ITHEBMOHHH, KOHCTATHPOBAHO IIPOIPECCHPOBAHUE I10-
YEYHOI HEAOCTATOYHOCTH U Ha4aTa HOATOTOBKA K 3ITT,
cdopmuposana aprepuo — Benosnas ducrysa (ABD).

[Iporpeccupyromiee yXyAIleHHE CAMOYYBCTBUA
GOABHOTO HACTYIIHAO 32 2 HEACAU AO 9KCTPEHHOTO I10-
CTYIIACHHA B CTAIIMOHAP IIOCAE OCTPOH pecrmpaTop-
HOH BUPYCHON HMH(EKIUH U IIPU KpaliHe HEperyAip-
HOM BBeAeHHH IpodurakTugecknx Ao3 VIII daxropa
cBepTeBAHUSA. [ [OSBHAMCE M HAPACTAAN OABIIIIKA, OTCKI
HOT, YBEAHYECHHE 00bEMA KIBOTA, YMEHBIIIMAOCH KOAH-
gectBo Moun. C rieanro nagasa 31T rocrmrraansuposan
B HePPOAOTHUECKOE OTACACHHE B KPAITHE TAKEAOM CO-
crogunu. [Tpn ocMoTpe remMaTom 1 BHANMBIX ITOBPEK-
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AeHHII rpyaHOil kKAetku HeT, AB® He paspaboraHa.
[ToAo:keHue OPTOITHO3, TPAHHUIIEI CEPAIIA YBEANIEHE,
CEPACUYHBIE TOHBI TAYXHE, B ACTKHX MaCCa BAQKHBIX
xpunos. ['emoraobus 81 r/a, remaroxpur 26%. AUTB
51 cex. (korTpoAB 25-36 cek.), MoueBnHa 46 MMOAB/ A,
kpeaTnHuH 877 MKMOAB/ A, KaAmil 5,2 MMOAB/ A. DX0-
KaPAHOCKOIINIECKH OOHAPYKEHA KHAKOCTD B IIOAOCTH
nepuKapAa (3a 3aAHEH CTEHKOH AEBOTO KEAYAOUKA —
34 w1, 1o mepeaneit — 20 MM, ITOA BEPXYIIKOH — 15 MM
U 32 IPaBBIM KEAYAOUKOM — 16 MM). DKCTpeHHO,
Ha ¢one moruropuposarut AUTB u BBeAeHNS COOT-
BerctByrormx A03 VIII daxropa depes OAKAFOUMIHBII
KaTeTep IPOBEACH EAMHCTBEHHBIH CEAHC TEMOAMAAM32
¢ yAbpTpadpuABTpAnIei U BBIIOAHEHO APCHHPOBAHIE
cepAedHOH cymMkH ¢ yaaseHueM 1800 ma remopparm-
YECKOTO coAepxumoro. VccaeaoBanne mmepuKkapAm-
AABHOH KHAKOCTH ITOKA3aA0 HAAMYHE SPHTPOILUTOB
CITAOIIIb B IIOA€ 3PEHHA U CTEPUABHOCTD IIPH IIOCEBE.

CocrossHre DOABHOIO YAVYIIHAOCH, HCUE3AU
OABIIIIKA, XPHIIBI B ACTKUX, Ha (DOHE ITOAUYPHH AO 3-5 AHI-
TPOB 32 CYTKH Pa3pEIIMAMCH OTEKH, ACIIUT, YPOBEHD
KPEATUHIHA KPOBH CHH3HACH AO IIOKA3aTEAA, HAOAIO-
Aasrerocs npu HaroxkeHnu AB® (539 mxmonn/ ). [Tpu
VABTPA3BYKOBOM KOHTPOAE CEIIAPALHA AUCTKOB IICPH-
KapAa cocTtasuAa 12-15 MM TOABKO 110 3aAHEH CTEHKE Ae-
Boro #xeAyAouka. [Torpebrocru B 31T e Op1a0. Yepes
2 HEACAU CTAIIMOHAPHOIO A€YEHHA OOABHOI BBIIIICAH
IOA HAOAFOAEHHE TEMATOAOT2, He(DPOAOTA, KAPAHOAOTA.
Pexomena0BaHO peryafpHOE IIPOMDHAAKTIIECKOE BBEAC-
rue VIII dakropa cBepThIBaHuA, CHHAPOMHAS TEPAIIHA
XbBIT u paspaborku ABO.

KonTpoAbHBI OCMOTp depes 3 Mec. IPU3HAKOB cep-
ACYHON HEAOCTATOYHOCTH HE BLIABHA. Y POBEHb Kpea-
THHUHA Ha IPEKHEM YPOBHE.

3axarouenne. HabAroaenne aeMoHCTpUPYET OCO-
OEHHOCTH PA3BUTUA PEAKOTO OCAOKHEHHA — HETPaBMa-
THYECKOTO AOAMAAU3ZHOTO T€MOIIEPHKAPAA — Y HEKOM-
IIAQEHTHOTO OOABHOTIO, CTPAAAIOIIEro reMouaneit
A n tkenoit XBIT, a Takke IpeACTaBAACT COBPEMEHHBIE
BO3MOKHOCTH OKA3aHUA ITOMOIIHU TAKIM OOABHBIM.
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[TopaxeHne noyek y NaUMEHTOB C OHKOMATONOrUEN
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Kidney injury in patients with oncopathology

A.V. Osipova (alesyao@list.ru), E.A. Shakhnova, T.N. Krasnova, E.P. Pavlikova
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AxryaspHOCTD IpOOAEMBL. [laToAorus mouek, ac-
COLIMHPOBAHHASA C OHKOAOIMYICCKAMU 3a00ACBAHIAMI
pasHooOpasHa. [laroreHerndeckn CBA3AHHBIE C OIIY-
XOAEBBIM IIPOIIECCOM ITPOABACHHA TAKHE KAK IapaHe-
omaacrudaeckue TVIH u I'H, rumepkoaryasnmonnse —
cuuaapoM Tpycco u TMA, urduapTparus HO9eIHOMN
[IAPEHXUMBI, OOCTPYKTHBHBIC YPOIATHH U AP. MOIYT
Pa3BUBATBHCSA PAHBIIIE, 9€M CAMO 3a00AEBAHUE 1 OCAOK-
HAFOT ero TedeHue u Aedenue. COBPEMEHHBIE METOABI
ACYCHUSA B OOABIIIMHCTBE CBOEM ODAGAAIOT ITOOOYHBIMU
ABAeHUAMH. Tak IIpu OOAYIEHUH MOKET Pa3sBUBATHCA
paAmarmonHas HePOIATHSA, CO3AABAS HEOAATOIIPHUAT-
HBI POH AAf AaABHEHTIIEH XuvmoTeparm. [Tourn ee
XHMHOTEPAIIEBTIIECKHE IIPEIAPAThl 00AAAAIOT HeDpO-
TOKCHYICCKUM ACHCTBHEM AHOO 34 CIET IPAMOIO TOKCHU-
YECKOro AerictBus, Anbo 3a caer TMA u nmemudecknx
2 eKTOB, AOO BBISBIBAIOT CHHAPOM AH3HCA OITYXOAH
¢ passurHeM oOcTpyKTuBHON Hedppomatun. [Tpu Beex
BAPHAHTAX HE(DPOTOKCUIHOCTh CTAHOBHTCA ITPEIIAT-
CTBHEM K IIPOAOAKCHHUIO TCPAIIHH, YTO HETATUBHO
BAHAET Ha IIPOTHO3 TEYCHUA CAMOTO OHKOAOTHYECKOTO
3aboaesanud. Vmeromasca XBIT pasmoit srnosormm,
HE CBA3AHHAA ITATOICHETHYECKUN C OHKOAOTHYCCKIM
IIPOIIECCOM, MOKET IIPEIATCTBOBATD AMATHOCTIIECKIM
IIPOLICAYPAM U YCYIYOUTD TAKECTD IIOYCIHOIO IIOBPEXK-
ACHUSA IIPU ACICHUN.

Ileap pa6GoTel. VI3yunrs 4acToTy 1 BAPHAHTEI I1OPa-
JKEHUSA IIOYCK, ACCOIIMUPOBAHHBIX C OHKOAOIHYECKIMI
3a00AEBAHHUAM.

MarepuaAbl 1 METOABI HICCAEAOBAHMA. B criaomm-
HOE KOTOPTHOE HMCCACAOBAHIE OBIAU BKAIOUEHBI BCE
OOABHBIE, TOCIINTAAM3IPOBAHHbIE B OTACACHNE HeDPO-
arorun MHOLL MI'V 3a 2 roaa (n=458).

AAfl pETPOCIIEKTHBHOTO aHAAHM32 OBIAM OTOOPAHBI
OOABHBIEC COTAACHO KPHTEPHAM BKATOYCHES: IPU3HAKI
HOPAKEHNA ITIOYCK, YKA3AHHA HA OHKOAOIHYECKUIT IIPO-
Iecc.

Bcem OOABHBIM IIPOBOAHAOCH CTAHAAPTHOE 00CAC-
AOBaHUE, 5 IIPOBOAUAACH OHOIICHA TIOYKHL

PesyapTarel. V3 458 Goapnbix y 35 6oabHEIX (8%0)
Obran oHKOAOTTYCCKHE 3a00AeBanmsL. Cpear HUX OBIAO
16 myxann u 19 sxernun B Bospacre or 35 Ao 90 aer,
CpeAHnit Bo3pacT — 63 Toaa.

V 7 marmenTos HepomaTuAMI ACOIOTHPOBAAH Ie-
MatoAormdaeckue 3a00AeBanus: y 1 ammdoma (MemOpa-
HOIPOAH(EPATUBHBINA TAOMEPYAOHEDPHT C KPYITHBIMI
cybanpoTeAmaApHBIMI ActtosuTamu (IgM x), y 6 — mHO-
xecTBeHHas MueAoMa (AL-ammaona03 — 5).

V 23 6oapnbix (66%) B KAMHIYECKOI KapTUHE 3a-
6oaepanns npeodbrararu pusHaku OIIT: y 6 GoApHBIX
(26%) pepenaAbHOI IPUPOABL y 4 nanmenTos (17%)
Ob1A mocTpenaspbri xapakrep OINIL u y 6oapmInH-
crpa (13 marmenTos (57%), OBIAN AHATHOCTHPOBAHBI
pasaugnbie POPMEI PEHAABHOIO OCTPOLO IIOBPEIKAC-
Hus nodek. ObocrpeHne nHQEKIINH MOYEBBIX IIyTei
OTMEYEHO B 5 CAyYafX, IeNaTo-pPEHAABHBIH CHHAPOM
y 4 IAHEHTOB, CHHAPOM AH3HCA OIYXOAHX Y | martienTa,
TYOyAOHHTEPCTHIINAABHEI HedpuT HA QOHE ITEM-
Opoansymaba y 1-oif marmenTxy, Ha dpore HIIBC 1,
Ha pone pabarommoansa y 1 6oapHOTO.

V' 5 marmenToB AMAarsHo3 ObIA BepHUITIPOBAH MOP-
dorormgeckn: B 4 cAydasnx BoABAcH AL-aMHAOHAO3,
y ertie 1 marmenTky ObiAa OOHAPYKEHA TPOMOOTIIECKAsA
MUKPOAHIIOIIATHSL.

B pesyabTare IPOBEACHHOIO ACYEHHUSA K IIPOAOATKE-
HUIO TEPAIHMH (XUMUO-, UMMYHO-, TAPIE€THON) BEPHY-
AOCB 25 IAITIEHTOB.

V 3 marrrenTos (8,5%0) B XOA€ TOCITHTAAN3AIIHN OBIA
3a(DHKCHPOBAH ACTAABHBIH HCXOA H3-32 PA3BUTHA IIO-
AMOPTaHHOM HEAOCTATOIHOCTH.

3axaroueHne. OHKOIIATOAOTHSA U IIPOBOANMAA
IIPOTHBOOIYXOAEBAS TEPAIIUA MOIYT COIIPOBOKAATHCA
C Pa3AMYHBIMU BapHAHTAMH IOpaKeHus 1modek. [Ipu
BCACHHI TAKUX ITAIICHTOB PEKOMCHAYCTCH MEKAUCIIN-
IIAMHAPHBII IIOAXOA, 9TO IO3BOASCT YAVUIINT PE3YAD-
TATBI TEPAIHH, COXPAHUTD BO3MOMKHOCTD IIPHMEHEHIA
Handoacee 9P@EKTHBHEIX METOAOB ACUCHIUSA H COOTBET-
CTBEHHO CHHU3HTH A€TAABHOCTb.

Hedponorua u guanus - T. 25, N2 4 2023 595



Teaucel XVIIl Obuyepoceuiickoit HayyHo-npakTuyeckoi kondepenuum PIO

Obuwas Hepponorus

Ponb nonuknoHanbHeIx CBOGOAHBIX NErkMX Lenen MMMYHOrobyn1HOB
B PA3BMTUM PEMOAENUPOBAHMS MMOKAPAA Y NALUEHTOB

C FMIOMepYSPHbIMK HonesHsmMM

A.A. Yypko! (churko.anna@gmail.com), A.LLl. PymsaHues?2

1 Kachegpa nponeseBtukn BHyTpeHHMX 6one3Hel ¢ knuHukoi lMepsoro CaHkT-letepbyprckoro rocyfapcTBeHHOro
meauumMHCKOro yHuBepcuteta um. akag. W.M. Masnosa, CaHkt-letep6ypr, Poccus

2 Kadgpepgpa chakynbrerckon tepanum CaHkT-[letepbyprckoro rocyapcTBeHHOro yHuBepcurera,

CaHkr-letepbypr, Poccus

The role of immunoglobulin polyclonal free light chains in cardiac
remodeling among patients with glomerular diseases

A.A. Churko? (churko.anna@gmail.com), A.Sh. Rumyantsev?:2

1 Department of Propaedeutics of Internal Diseases, Pavlov University, Saint-Petersburg, Russia
2 Department of faculty therapy, Saint-Petersburg state University, Saint-Petersburg, Russia

AxTtyaspHOCTE TIpOGAeMEI. V3BecTHO, UTO ITO-
BBIIIICHNE CEIBOPOTOYHOTO YPOBHS IIOAUKAOHAABHBIX
CBODOAHBIX ACTKEUX ITerieit IMMyHOrAOOYAHHOB (CALT)
ABAAETCA HE3ABUCHMBIM IIPOTHOCTHYECKH HEOAATOIIPU-
ATHBIM (PAKTOPOM, Y ITAITUEHTOB C PA3AMYHOH I1ATOAO-
THel, a TAKKE B ICHEPAABHOH momyadruy. [ loseirenue
konnenTpanuu 1CALL (cocrosnue «rumnepyeiiny) umeer
OTHOIIIEHUE HE TOABKO K Pa3BUTHIO M IIPOTPECCHPO-
BAHUIO CEPACYHON HEAOCTATOYHOCTH, HO H K OOIIeH
cMepTHOCTH. «l'nnepyeiin» y HaueHTOB C TAOMEPYAO-
HATUAMU MOKET OBITH OOYCAOBACHO KAK CHILGKCHIICM
IIOYEIHOTO KAMPEHCA AAHHBIX MOAEKYA IIPU IIPOrpec-
CHPOBAHUH HE(PPOCKAEPO32, TAK 1 OOAEE AKTUBHBIM HX
cHHTe30M Ha (DOHE Ay TOUMMYHHOI IIPHPOABL OOABIIIIH-
CTBA TAOMEPYAAPHBIX DOAE3HEH.

IHean paGoTsl. Lleabro Harrero nccAcAOBaHIsA OBIAO
BBIABACHUE BO3MOKHOM B3aHMOCBA3M KOHIICHTPAIINN
nCAILL B coIBOpOTKE KPOBH M PEMOACANPOBAHUA MUO-
KapAa ACBOIO JKEAYAOUKA Y IAIIHEHTOB C TAOMEPYAAP-
HEIMI OOAC3HSMI.

ITanmeHnTBI M MeTOABI. B mccaeaoBanme OBIAO
BKAIOYEHO 97 IAIIMEHTOB C IAOMEPYAAPHBIMU 3200-
AEBAHUAMHU, AOKA3aHHBIMU MOpdoArormgecku, 53%
MYKIHHEL, CpeAHuiT BospacT 48114,6 aer. Ha momenT
BepU(UKAIIIHE [T0YEYHOTO AHATHO32, IIOMIMO CTaH-
AAPTHBIX KAHHHYICCKO-AA0OPATOPHEIX IIOKA3ATCACH,
6eau onpeseactsr yposau CALL x A meropom Freelite
(pedpepencusiit uarepsas aast CALL-% 3,3-19,4 mMr/ A, Arst
CALI-A 5,71-26,3 Mr/ A), a Takke IPOBEACHA TPAHCTOPA-
KAABHAA 9XOKapAnOrpadus ¢ OIEHKON TeOMETPHUYECKIX
IIapaMeTpoOB ACBOTO skeayAouka (AJK), Haamdms u Trma
Amacroamgeckoit ancynknun (AA) AZK. V Bcex
marnmenTos cootrormenne CALl-x/CALL-\ me BBIXO-
AHIAO 32 IPEACAB PeEPEHCHOIO AASl IOAMKAOHAAD-
noctu uareppaa (0,26-1,65).

IToayuennsre pesyabraTer. Meamana pCK® cocra-
BrAa 46.8 Ma/vun/1.73 M2 (28.7-80.0), meamarsr CALT-»
u CALL-A 27.4 vr/A (16.8-48.4) m 28.2 mr/a (20.8-43.3)
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cootBercTBeHHO. YpoBenb CALL-% mpeBbInaA BepXHuit
IpEAEA HOPMAABHBIX 3HAUeH I B 65%0, yposers CALI-A
ObIA moBBIIIEH B 54%0. [Tpn AOCTATOYHOI SKCKPETOPHOH
dpyuxmun nouek (pCK® Goaee 60 ma/mun/1.73 M2,
n=35) yposern CALl-x 6p1a moBermen y 31%, CALI-A —
y 23% marmenTos. B 75% caydaes perucrpupoBasach
apTepruaAbHAs THIIEPTEH3UA. Y BCEX IAIIHEHTOB (Ppak-
A Betopoca AZK cocraBagaa >55% (Simpson). AA
AJK perucrpuposaracs y 68%o AIEHTOB, CPEAU KOTO-
pbIx B 2/3 cAygaeB (pUKCHPOBAAM U3MEHEHMUS TI0 TUILY
Hapymenns paccaabaenns AJK, a 8 1/3 — mcesao-
HopmaapHoe HarmoaHenue AZK. Cpasuenue B rpyi-
IIax I0Ka3aA0, uto nossienne yposua CALL-x 6oaee
19.4 mr/ A 6170 ACCOIIMUPOBAHO € OOABIIHM HHACKCOM
maceer muokapaa AZK (MMM AJK) — 138.31£30.2 r/m?
uporus 99.9131.2 r/m? p=0.022). I1pu yposue CALI-
L 6oaee 26.3 mr/a UMM AJK ObIA TakKe BbIIIIE —
136.2£64.8 r/m? mporus 104.0136.6 r/m?, p=0.023.
C IOMOIIIBIO HENMapaMeTPHIECKOIO0 KOPPEAAIIHOH-
HOT'O aHAAN34 BBIIBACHBI B3AUMOCBA3H MEKAY YPOBHEM
obeux CALL u E/¢’- Rs=0.501 p=0.0001 aas CALI-x,
Rs=0.343 p=0.012 aas CALI-A. IToBeirresne ceBopo-
tounoil konuerTparuu obenx nCALL Goaee 52.9 mr/a
IIPOAEMOHCTPHPOBAAL YOCAHTEABHYIO IIPOrHOCTHYE-
CKYIO 3HAYUMOCTD B OTHOIIEHHH A/ C ITAOIIAABIO ITOA
ROC-kpusoit (AUC) 0.703 (ayscrBHTeABHOCTD 76.5%),
crrerrudraHOCTb 62.5%0).

3axarouenue. [loswimrennme yposusa nmCALL
y manumenTos ¢ nporeunypueil npu pCK® Ooace
60 ma/Mun/1,73 M2 OAHO3HAYHO CBA32HO C AKTHBHO-
CTBIO ayTOMMMYHHOTrO Tporecca. [Ipn 6oaee Hu3Kmx
snavdeHnax pCK® BospacraeT poAb CHIKEHHUA IKCKPe-
TopHoi dyskimn novex. Oba 9TH MEXaHU3Ma UMEFOT
CYIIECTBEHHOE 3HAYEHNUE Y ITAIIUEHTOB C TAOMEPYAAP-
HBIME 3a00AeBaHnAME. HesaBrcumo oT KOHKpeTHOrO
MEXaHNU3Ma PA3BUTHA, COCTOAHNE (TUIICPYUCHED ABAACTCS
HE TOABKO «CBUACTEACM», HO M AKTUBHBIM YIACTHUKOM
dopmuposanua A/ kak cyOcTpaTa CEpPACIHON HEAOCTA-



3aMeCTUTENLHAS NOYEYHS Tepanua

TOYHOCTH C COXpPaHEHHOH dpaxuueil BEIOpoca AK,
HAHOOAEE YACTO BCTPEUAIOIIIEHCA B KOTOPTE MAIIHECHTOB
C FAOMEPYASPHEIME OOAe3HAME. HeoOXOAMMBL AaABHE-
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IIIHE MCCACAOBAHUA AAA U3YUECHHA CAMOCTOATEABHOM
narorenerndeckoit poan nCALL B popmuposammm pe-
MOAEAHPOBAHHUSA MIOKAPAQ.
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AxrtyaspHOCTB. CapKkomeHUs ABAACTCS OAHHM
113 CEPBEZHBIX OCAOKHEHUI AANTEABHOH AMAAM3HOMN
TEPAIIMH ¥ OTHOCHTCA K HE3aBUCHMBIM IIPEAHKTOPAM
3200AE€BAEMOCTH U CMEPTHOCTHU B 3TOH rorryasrud. Co-
CTOSIHUE CAPKOIIEHNH CBA3AHO C HU3KOH (DH3HUECKOM
AKTHBHOCTBIO, ACIIPECCHAME U HHU3KOH COIIHAABHOMN
apanranuer. OIEHOK PacIpOCTPAHEHHOCTH CapKOILIe-
HHUH Y AUAAU3HBIX ITAITUCHTOB B MI/IPC HCMHOIO, 1 OHI
VKAaABIBaroTCA B AnarazoH 15-30% B oOreit rpyie
u 45-60% cpean marmenTos crapiie 60 aet. B Poccnn
IIPEACTABACHBI PE3YABTATHl EAMHCTBEHHOIO HCCACAOBA-
mus (30% IanueHToB), 2 HCXOABI ACICHHSA, CBA3AHHBIC
C 3THM COCTOSHHEM, HE YTOYHEHBL.

IHeab. B mmpocrieKTHBHOM HCCACAOBAHHUU YTOYHUTD
AMHAMUIKY PaCIIPOCTPAHEHHOCTH, NCXOABI 1 (hAKTOPEI
pPHCKA CAPKOIIEHHN B COIIOCTABACHHH C AAHHBIMH
O BBIPAKEHHOCTH OEAKOBO-9HEPIETUYECKON HEAOCTa-
tTogrocTr. Hirke peACcTaBACHBI PE3yABTATEI IIEPBOTO
roA2 HAOAIOACHUSA 32 IIEPBOM KOTOPTOM IIAIIIEHTOB IIPO-
AOAZKAFOINErOCs NCCACAOBAHUIL

Marepuaabr u MmeToabl. B rpymre 99 npesasent-
HBIX ITAIIUECHTOB OAHOI'O AHAAH3HOIO IICHTPa (MEAH-
aHa cpoka Aevenud 26,4 (21,8-93,3 mecaAnes; Bo3pact
55+17 Aer, TpexpasoBbLil AMAAH3/ TeMOAMA(DUABTPALIAS
110 4-4,5 gaca; Kt/V 1,57£0,31) onenena pacupocrpa-
HEHHOCTb CAPKOIEHHH (MBIIIIEYHAS MACCa OIEHUBA-
AACh AHTPOIIOMETPUYECKH U OHOMMIICAAHCOMETPHE,
BodyStat 5000). IHAEKC MBIITIEIHOM MACCHI PACCUHTHI-

BAACSH HOPMAAHBAITHCH MBIIIICIHON MACCHI ITO KBAAPATY
pocra. Haamaue caprorieHuN yeTaHABAUBAAH ITO KpUTeE-
puam EWGSOP2. Meiriednyro cHAY OIEHHBAAY KHCTE-
BBIM 9CIAHACPOM. PedhepeHCHbIC 3HAYCHIUA AAS MYHKIIH
1 KEHIIUH coctaBadan >27 kr u >16 xr. Crerens BOH
omeHuBaAachk 110 24-0aaapuoi mkase (MMT, oxpyx-
HOCTb ITA€YA, KOKHO-KHPOBAs CKAGAKA HAA TPULIEIICOM,
OKPY/KHOCTD MBIIIIIT ITA€YA, OOIINIT OEAOK, AABOYMHH,
TpancdeppuH, adbcoAroTHBIH AnMponuTos — dpopma
003/y — npukas Munsapasa Poccun ot 05.08.2003
N 330 (pea. or 24.11.20106). Oxupenne hHKCHIPOBAAOCH
npu IMT>30 kr/M? HAH IO HHACKCY KHUPOBOIT MACCHI
oitre 9 kr/m? n 13 kr/m? y sxentmnn. KavectBo xusnu
ouennsau 10 ornpocHuky KDQOL-SF™ ¢ mckarode-
HIEM 3HAYIMON ACIIpeccHH 1o mkaAe beka.
Pe3yapTaTbl. VIHACKCEI MBIIIICYHONR MACCHL, pac-
cumrrannsie agTporomerpudeckn (MMMA) u o 6uo-
nmiepancy (MMMDB) 6pian xopormo coraacoBaHsbi:
NMMA=0,15+1,06XxIMMB, R2=76%; amarmocru-
geckasd 9 EKTUBHOCTD (B BEIABACHHH CAPKOIICHU)
NMMA x UIMMDbB 86%. Pacupocrpanennocts bOH
IO CTAAHAM: OTCYTCTBYeT (DaAA IIO BCEM OICHEH-
HbIM I1KaAaM — 3) — 58,6%, 1 cremens (cpeannit 6aaa
22 u <3) —32,3%, 2 cremens (cpeannii 6ara 21 u <2);
y oAHOrO manuenta bOH kaaccudurmuposana kax Txe-
Aas (cpeAHHit 6aAA 110 mmkasam <1). BBuay neboasIroro
YICAQ ITAIICHTOB C DOACE BBIPAKCHHBIMI CTCIICHAMUI
BOH Bce marmenTer ¢ Haamramem bOH aas armasmsa Obian
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