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KNVMHUYECKUWE PEKOMEHIALIW MO OKA3AHWIO MEAULIMIHCKOW NMOMOLLIN
OETAM C HE®@POTUHECKKVM CNHAPOMOM

[aHHble KNNHUYeCKMEe PEKOMeHALMK MOAroToB/eHbl NPOGecCMoOHaIbHOM accoumauneit
JeTCKux Bpader Cotozom rnegmatpoB Poccum B 2014r., akTyannsnpoBaHbl, YTBEPXKAEHbI Ha
XVIII KoHrpecce negmatpoB Poccnmn «AKTya/lbHble Mpobnembl negnatpumn» 14 espans

2015r.

CocTtaB pab6oyeit rpynnbl: akag. PAH bapaHoB A.A., un.-kopp. PAH HamasoBa-bapaHoBa
N1.C., npodp., A.M.H. LibirmH A.H., npod., a.m.H. Cepreesa T.B., npog., A.M.H. Hymakosa O.B.,
npog., a.M.H. MNMayHosa C.C., npod., A.M.H. 3okmpoB H.3., A.M.H. KomapoBa O.B., K.M.H.
3po6ok O.A., K.M.H. BawypuHa T.B., K.M.H. Mapruesa T.B., K.M.H. JlynaH V.H., K.M.H. KaraH

M.HO., MaTtBeeBa M.B.

ABTOpPbl MNOATBEPXAAKT OTCYTCTBME (DMHAHCOBOW MOLAEPXKKU/KOH(/IMKTA WMHTEPECOB,
KOTOpbIiA HE06X0AMMO 06HapPOLOBaTb.

METOA40/10I 1A

MeTozabl, UCNob3oBaHHbIE 451 c6opa/ceneKummn AoKasaTe/IbCTB:

- NOUCK B 3M1EKTPOHHbBIX 6a3zax OaHHbIX.
MeTo/bl, NCNO/Ib30BaHHbIe 419 aHa/IM3a A0Ka3aTe/IbCTB:

- 0630pbl 0NY6/IMKOBAHHbLIX MeTa-aHan30B;

- CUCTEMHbIe 0630pbI C TabMLamMmn J0Ka3aTe/bCTB.
MeTogbl, UCNOMb30BaHHbIE 4151 (HOPMYMPOBaHNS PEKOMeHJALNIA:

- KOHCEHCYC 3KCNepTOB;

- OLLeHKa 3Ha4YMMOCTI B COOTBETCTBUM C PEATUHIOBOW CXEMOIA.

Tabnnuya 1.
OueHKa CcU/bl peKoMeHAaLunii
Cwuna MauneHTbl KnnHnymcTol CraHgapt
peKomeHaumnu
1 ypoBeHb BonmblMHCTBO  MaumeHToB | BeaeHne  6onblUMHCTBA | PekoMeHaauums MOXeT
cornacmnmucb Gbl Cnegosath | NauyeHToB [O/DKHO | pacueHuBaTbCAd Kak KaHaupat
pekomeHzauuu, NVLWb | COOTBETCTBOBATH ans pa3pabartbiBatoLLEerocs
HebonbLLas yacTb — | peKomeHzauuu cTaHgapTa
OTKas3asachb Obl
2 ypOBeHb bonblwaa yacte naumeHTos | Ana pasnnyHbIX | PekomeHgauum TpebyeTcs
cornacunacb 6bl CnefoBaTth | MaUWeHTOB  BO3MOXKHbI | [OMOJIHUTENbHOE 06CYXKaeHne
PEKOMEHALMW, HO MHOTMe | pas/INyHble BAPUAHTbI
— OTKasa/MCb 6bl
Tabnuua 2.
YpoBHU [0Ka3aTe/IbHOCTU
YpoBeHb PacLunpoBka
[0Ka3aTe/IbHoCTH
A | Bbicokuii Mbl yBepeHbI, YTO UCTUHHBIV 3P(EKT COOTBETCTBYET NpesnonaraeMomy
B | YMepeHHblit VCTUHHBIA athpeKT O6M30K K MpeanosiiaraeMoMy, HO eCTb BEpPOATHOCTb
pasnnyuni
C | Huskwuid NCTUHHDBIN 3hdeKT MOXKET 3HAUMTE/IbHO OT/IMYATLCA OT NPEANoIaraemoro
D | OyeHb HU3KWIA MpeanonaraeMblin A@EKT OYeHb HeonpefeNéHHbIN N B 4YaCTOM MNPOLEHTE
CNy4aeB MOXET 6bITb JaNnéK OT UCTUHBI




OlMNPEAENTEHNE

Hedgpotnuecknin  cuHgpom  (HC) - KAMHWKO-NabopaTOpHbIA  CMMNTOMOKOMINEKC,
XapaKTepuaytoLLuiics npoTenHypueld (>50 Mr/kr/cyT uan > 40 mr/m%/uac, T.e. 2,5 r/cyT u 6onee),
runoanbbymmHemmein (<25 r/n), AMCNPOTEMHEMUER, TUNepAUNUAEMMENR, OTEKaMKU, B TOM 4YMCNe
MOMOCTHBIMW.

KOAbl MO MKB-10

NO4 - HethpoTnYecKuii CUHAPOM

N04.0 - HethpoTnueckuii CUHAPOM C HE3HAUYUTENbHBIMI FNOMEPYNAPHLIMI HapYLLEHNSAMU
NO04.1 - HethpoTnYeCKnid CUHAPOM MPY 04aroBbIX Y CErMEHTapPHbIX FOMepYNspHbIX
NMOBPEeXAeHUAX

N04.2 - HethpoTuueckuii cuHapom npu anddysHoM MeMOpPaHO3HOM FIOMePYNOHedpUTe
N04.3 - HethpoTunueckuii cuHapom npu anddy3HOM Me3aHTrMasibHOM NPOongepaTMBHOM
rnomMmepynoHeqpuTe

NO04.4 - HethpoTunyeckuii cuHapom npu anddy3HOM 3HAOKaNUANAPHOM NPONQepPaTUBHOM
rnomMmepynoHeqpuTe

NO04.5 - HethpoTunueckuii cuHapom npu anddy3HOM Me3aHr MoKanunispHOM
rnomepynoHepuTe

N04.6 - HethpoTunueckuii cMHAPOM Npu 601€3HU MI0THOMO OCafKa

NO04.7 - HethpoTnuecKunin cuHAPOM npu Anddy3HOM CeprnoBUaHOM rTIOMePYNoHedpuTe
N04.8 - HethpoTunueckuii CMUHAPOM C APYTMMU U3MEHEHUSIMI

N04.9 - HethpoTnyecKnii CUHAPOM C HEYTOYHEHHbIM U3MEHEHMEM

AMMAEMIMNONOINA

ExerogHasa 4actoTa BO3HWMKHOBEHMS He(POTMYECKOro CUMHAPOMA COCTaBNAET 2-7 MepBUYHbIX
cnyyaeB Ha 100 000 AeTCKOro HaceneHus, pacnpocTpaHEHHOCTb Yy fAeTeil — 12-16 cniyyaeB Ha
100 000 nonynaummn AeTCKOIA.

MPODUNTAKTUKA
NepBuyHaa He NpoBoOANTCA.

KNACCNPUNKALNA

(Kidney Disease Outcomes Quality Initiative 2012, Kidney Disease Improving Global Outcomes
2012).

HC noppasgensoTt Ha nauonaTuyeckunin (NepBUYHLIA) 1 BT OPUYHBIA.

WanonaTuyecknii HC passmBaeTcs npu 3a60/1eBaHNAX COOCTBEHHO KNyOOUKOB MOYeK.

BTopuuHblii HC BbI3bIBAETCA MHOTOUMCAEHHOM rpynnoii’ pasnnuHbix 3a6oneBaHuii, KOTOpble
06ycnaBnmBatoT hOPMMPOBaHME CNELUPUYECKO HedponaTum.

B 3aBMCMMOCTM OT OTBeTa Ha CTaHAAPTHbIA Kypc Tepanuu  MpPegHU30/I0HOM HeqpOTUYECKUIA
CVHAPOM NPUHATO LeNNTb HA CTEPOUAUYBCTBUTE/NbHbIA 1 CTEPONAPE3NCTEHTHBIN.
CTeponguyBcTBnTeNbHbIA HC - Kak npasuio, aTo Aetn ¢ 60/1e3HbH0 MUHUMA/IbHBIX U3MEHEHWI
(BMIN); pemmccus LOCTUraeTcs B TedeHne 2-4 HefleNb, elle Y YacTu NauueHToB - K 6-8 Hegene n
TOMbKO Y 4% - yepe3 12 HefleNb OT Havana fleveHuns:

! HacnepcteeHHble 3a6onesaHns (MOAMKMCTO3 MOYEK, CUHAPOM ANbMOpPTa, CMOHAMMO3NUMM3aPHAS AMUCMIa3mS,
6onesHb dabpu, cuHapom MapdaHa 1 np.); peBmaTuueckue 6one3Hn (CUCTEMHas KpacHasi BO/YaHKa, CUCTEMHast
cKnepoaepmns, AepMaToOMMO3UT, PeBMATOWAHbIV apTPUT, PEBMAaTV3M); CUCTEMHble BaCKynUTbl (reMopparvmyeckuii
BACKY/INT, Y3e/KOBbIA NOMMapTepUUT, rpaHynemMaTo3 BereHepa); remMonvMTUKO-yPEMUYECKWIA CUHAPOM; pedritoKc-
HethponaTus; aMWIOMAO3 MOYEK; caxapHbliA  AuabeT; 060ne3HM KpPoBM  (NMMAOrpaHysemaros, CMellaHHas
KPWOrnobynmMHeMmus, MUenoMHas 60/1e3Hb, CePNOBMAHO-KNETOUHAs aHEMMS, TanacceMms); TPOMO03bl BEH W apTepuii
MOYeK, aopTbl WU HWKHEA MNOMOM BEHbI; OMYXO0MM Pa3MYHON NOKaM3aumn; NeKapCTBEHHOE MOPaXKEHWE MOYEK
(npenapatbl BUCMYTa, 30/10Ta, MPOTMBOANUIENTUYECKME NPenapaThl 1 A4p.); 601e3HM BUPYCHOI aTMonorum (renatut B
n C, umTomeranioBupycHas WHiekuns, BUY-nHpekuus); 60ne3Hn 6GakTepuanbHOW 3TMONOTUM  (CENTUYECKNIA
3HA0KaPAUT; MHEBMOHNS, abecLecChl, GPOHX03KTasbl, OCTEOMUENNT; Ty6epKyNés, cuthunic).
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CTEepOUAYYBCTBUTENbHbIN, HepPeLuaMBUPYHOLWMIA Nocie OLHOKPATHOro Kypca CTepOUHOM
Tepanuu ¢ OCTUXKEHNEM MOSTHOWN ANNTENbHOW peMUCCUn;

CTEPOUAYYBCTBUTE/NbHbIN, HEYACTO PELMANBUPYIOLLMIA - MOCE LOCTUXKEHUA PEMUCCUN MO
OKOHYaHWIO MepBOro Kypca CTepoOMAHOM Tepanuy peunarBbl OTMEYatoTCs pexe, YeM 2 pasa B 6
MecsLeB;

CTEPOUAYYBCTBUTENbHbIA, 4aCTO PeLUMAMBUPYIOWMIA - MOCNe [OCTVXKEHUS PeMUCCUM
peunamBbl - He pexke 2 pa3 B 6 MecsLEeB;

CTeponayYyBCTBUTE/bHbIN CTEPONA3aBUCUMbIA - PeunamnB pasBUMBAETCA MPU CHUDKEHWK
[,03bl MPeAHM30/I0HA WY He NO3A4Hee, YeM Yepes 2 Heflenv Noc/ie OTMEeHbI Npenapara;

MO34HEYYBCTBUTENbHbIA - peMuccuMs pas3BmBaeTca 4epe3 8-12 Hedenb OT Hadvana
CTEPOVAHOIN Tepanuu.

CTepongpe3ucTeHTHbli HC - oTcytcTBMe oTBeTa (pemuccun) Ha  8-HefeNbHbIA  Kypc
npeaHu3osnoHa (2d).

BTopnuHo cTepongpesucTeHTHbIn HC - yTpaTa 4YyBCTBUTENIBHOCTM K KOPTUKOCTEPOUAHOM
Tepanuu rnocsne NePBNUYHOr0 OTBETA Ha Heé.

[ns feteld 60nee xapakTepeH MAMOMATUYECKMIA HE(POTUYECKMIA CUHAPOM, KOTOPbIA Ae6oTUPYeT B
Bo3pacTe 4-6 /1eT 1 NPeMMYLLECTBEHHO SBNSIETCA CTepOnAUYBCTBUTENbHBLIM (80 85% cnyyaes). MNpu
CTEPOMAPE3NCTEHTHOM He(POTUYECKOM CUHAPOME Yy feTel cTapwle 6 eT MOpPGOnormyeckom
OCHOBOI 60/1€3HM Yallle ABNAETCA (DOKa/IbHO-CErMeHTapHbIV FNoMepynocknepos (o 45% cny4aes),
pexe - ANDY3HbIRA Me3aHr1onpomngepaTUBHbIN rnomepynoHegput nnu
mMeMbpaHonponudepaTnBHbIA FOMePYNOHePUT.

KNNMHUNYECKAA KAPTUHA

MepBbIM KMHUYECKUM CUMNTOMOM, 3aMETHbIM A/ 60/IbHOTO U OKPYXXaIOLLMX, SBNAKOTCA OTEKMW.
OHM MOryT pasBUTLCS MOCTEMEHHO WM XK€ CTPEMUTENbHO, AOCTUFHYB CTEMEHW aHacapKu.
Mepuepnyeckne OTeKU BbISBAAKOTCA B 0061aCTU BeK, LA, MOSACHWYHOM 061acTU U MOJIOBbIX
OpraHoB, MOryT pPacrnpoCTPaHATbCA Ha BCHO MOAKOXHYH K/eTyaTKy, pacTarmeas KOXxy Ao
obpasoBaHus striae distensae. B 310 BpeMsi y 60/IbHbIX MOryT 06pa30BbIBaTLCA TpPaHCCyAaTbl B
CEepPO3Hble MOMOCTU: OAHO- WM ABYCTOPOHHWUIA FMAPOTOPAKC, acumT, rmaponepuKapd; BO3MOXHO
pa3BuTME OTeKa NIerknx.

Mpy o6cnegoBaHMM NaumeHTa 06s3aTeNbHbIM ABNSETCA M3MEPEHME apTepuasibHOro AaBfeHus,
KOTOPOE MOXKET ObITb MOBbLILIEHO Y [ETEN C aKTUBHOMN CTaaneil HehpoTUUECKOr0 CUHAPOMA.

ONATHOCTUKA

[narHo3 yctaHaB/MBaeTCA Ha OCHOBaHWUM Han4yums Tpuagbl CUMNTOMOB:

- npoTenHypus 6onee 3r/cyTt ( >50 mr/Kr/cyT);

- rmnoanbbymmnHemus (meHee 25 r/n);

- rMnepaMnNuaeMus.

B HopMe y 340p0BbIX NHOAEIA MOXET 06HAPY)KMBATLCA NPOTENHYPUS, HO He 6onee 150 mr/cyT. Mpu
NnosiBNeHNN NPOTENHYPUM NpeBbILatoLLent 50 mr/Kr/cyT., T.e. 3 r/cyT. 1 6onee U/Mnn NOSBNEHUN
nepupepryecKknx 0TEKOB, HEOOXOAMMO NPOBefeHMe nabopaTopHbIX TeCTOB (OMnpesesieHne YpoBHSA
abOyMMHa, X0ecTeprHa KpoBK) A4/1si MOATBEPXKAEHMS AMarHo3a He(hpoTUYECKOTO CUHAPOMA.

JNabopaTopHbIe UCCNef0BaHMs

CyTOuYHas 3KCKpeLms 6enka ¢ Mouoli >50 Mr/Kr/cyT unm >40 Mr/M?/cyT, T.e. 2,5 F/cyT u
6onee.
Mpy HEBO3MOXHOCTU OMpefeNieHNs CYTOYHOM 3KCKpeuun 6enka [ns YTOYHEHMS CTerneHu
NPOTEMHYPUM MOXET ObITb UCMOMb30BaHO OMNpefefieHne OTHOLLEHMS YPOBHSA 3KCKPETUPYEMOro
0eflka K KpeaTUHWHY B pa30BOM MOpUUKM MOYM. DTOT KOIPMULMEHT JOCTOBEPHO KOPPenupyeT ¢
YPOBHEM CYTOUHOW npOTel/lHypl/ll/|/1,73|v|2
AkckpeLys 6enka (r/cyT/1,73m?)= (6enok r/n*0,088)/kpeaTUHUH MOuM (MMONL/N)



"femMaTypus He xapakTepHa /11 He()pOTUYECKOTO CMHAPOMA, HO MOXKET CONPOBOXAATb ero,
ABNAACL NPWU3HAKOM MPOSU(EPATVBHBIX BApUaHTOB T/IOMepY/IOHe(pUTa, HAC/EACTBEHHOrO
Hethpyta W T.4., MOXET OblTb pPa3HON CTEMEHU BbIPAKEHHOCTM — OT YMEPEHHOW [0
MakporemMaTypuu, NernKoUUTYpUS Takke MOFyT MPUCYTCTBOBaTb Yy feTell C HeppOTUYECKUM
CUHAPOMOM (CM. pasfen avdepeHUMabHbIA anarHos).

BroxmmMmnyecknin aHasim3 KpoBu:

"'MnonpoTenHemms: 06LLMiA 6enoK KpoBu cHKaeTcs ao 40-30 r/n.
nepmvnuaeMuns: Hambosnee XapakTePHO MOBbLILWEHWE COAEPXaHUsi B CbIBOPOTKE KpPOBW
X0NecTepuHa, TPUrnLepnaoB, a Takxke ANCIUMNOoNPoTeNaeMuUs.

Mpy unccnegoBaHNM GUOXMMMYECKOTO aHa/M3a KpoBW CredyeT obpawiaTb BHUMaHWe Ha
YPOBEHb KpeaTWHWHA (MOXET ObITb MOBbILEH), YTO SABMAETCA CMEACTBMEM TMMNOBOSIEMUM MNPU
He(POTMYECKOM  CUHAPOME,  CHWXXEHUUM  YPOBHA  3MeKTPOMMTOB  (rMMnoHaTpuemMus,
runokasbLuemms).

Koarynorpamma: rnosbiLLeHVe YPOBHA (PUOPUHOTEHa, CHUXXEHWE YPOBHS aHTUTpoM6uHa 11
B CbIBOPOTKE KPOBW, TPOMOOLMO3.

O6LwmMii aHann3 KpoBK: Bbicokas CO3 ABNSETCA NPU3HAKOM aKTUBHOCTU HEPPOTUYECKOTO
CMHAPOMA W  TUMOMpOTEMHEMMWN. JIEMKOUMTO3 MOXET OblTb CMeACTBMEM Kak npuema
KOPTMKOCTEPOMAHBIX MPenapaToB, Tak 1 MposiBfeHneM 6akTepuanbHON MHMEKL MK, KOTOpas 4acTo
OC/IOXKHSIET TeyeHMe HePPOTMNYECKOr0 CMHAPOMA.

K pgononHuTenbHbIM 1abopaTopHbIM  UCCNeL0BAHUAM, WUCMONb3YEMbIM [/19 YTOYHEHUS TeHesa
He(hpOTUYECKOro CUHAPOMA, OTHOCHAT:

- BUPYCOJIOrMYeCKme 1CCnefoBaHns: MapKepbl BUpYcoB renatuta B, C, genbTa;

- UMMYHO/OrYecKoe nccnegosaHmne Kposu: aHtu-AHK, AH®, C3-tpakuyuns komnnemeHta, ACJI-
O, KpwvornobynuHsl;

- TeHeTUYecKoe WuccnefoBaHWe Npu CTepouape3UCTEHTHOM HeqpOTUYECKOM CUHAPOME [AJ1S
onpegeneHuns mytaumm reHos HegpmHa (NPHS1) 1 nogoymHa (NPHS).

O6s3aTe/IbHble NHCTPYMEHTa/IbHbIE UCC/ef0BaHNSA
1. 3mepeHne Afl, B TOM Yncne CyTOHHOe MOHUTOPUpoBaHue A/l.
2. 9x0-KI': oueHka MOp(OMeTpUYECKMX MapamMeTpoB CepAua W KPYrMHbIX COCYLOB MpW OTeKax,
apTepuaIbHOW rMNepTeH3nK, BbiB/IeHWE TMAponeprKapaa.
3. OKT: BbISiBIEHME MPU3HAKOB BO3MOXHbIX 3/1EKTPOIUTHBIX HAPYLLEHWA,
4. ¥3W noyek (c gonnneporpadguert BHyTPUNOYeYHbIX COCYAO0B).
5. [leHcUTOMETpUS MOACHUYHOIO OTAeNa NO3BOHOUYHMKA UM PEHTIeHorpadus Tpy64aTbiX KOCTENA:
OLeHKa CTerneHu AeMUHepaIn3aLm KOCTHOM TKaHu;
6. TMyHKUMOHHaA 6uoncus MOYKM MO MOKasaHUAM C MOCNeAYHLeli CBETOBON W 3M1eKTPOHHOWA
MUKPOCKOMMEA NOYEYHOIN TKaHW AN15 YTOUHEHWSt MOP(ONOrn ee NOBPEXEHNS.
lMokasaHus K 61oncum NoYkn Npy HeYPOTUYECKOM CUHAPOME:
CTepOMAPE3NCTEHTHOCTL HEPPOTMYECKOrO CMHAPOMA (MEPBUYHAA U BTOPUYHASA);
HC y geteli mnagLwie 1 roga u ctapiue 12 ner;
yepes 2-2,5 roga rnocsne ne4eHns LMKIOCNopruHoOM A.

AnthdepeHumnanbHbIi gnarHos

OnddepeHumnanbHas  auarHoCTUKa NPOBOAUTCA  MeXAY  Pas/IMYHbIMKU - MOP(OIOrMYeCKUMM

BapuvaHTamy He(hpOTMYECKOro CUMHAPOMa M APYrMMU TUNaMW F/IOMepynionaTuil, KOoTopble MOryT

ObITb MPUYNHOW HEPPOTUYECKOTO CUHAPOMA.

1. bonesHb MUHMManbHbIX M3MeHeHWn (BMIN) — Hambonee yacTas NpuYMHA MANONATUYECKOTrO

He(POTMYECKOro CMHAPOMA Y AETEN.

2. DoKabHO-CerMeHTapHbIli  rnomepynocknepos (®PCrC) - ogHa M3 OCHOBHbIX  (hOpM

CTepONAPE3NCTEHTHOIO WNAMONATUYECKOro He(POTUYECKOro CUHAPOMa, cocTaBnser 10-18%

CNy4YaeB Cpefaun BCeX feTel C UAMoNaTUyeCKUM He(hpOoTUYECKMM CUHApPOMOM U 45% B LenoM B
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CTPYKTYpe CTEPOMAPE3NCTEHTHOIO HeppoTMyecKoro cuHapoma. AuarHos ®CIC yctaHaBNMBaeTCs
Mo pesy/ibTataM 61MOoncun NOYKM.

3. BbicTpo-nporpeccupytolmii - rnomMepynoHedpuT  MOPGONOrMYECKN — XapaKTepusyeTcs
(hopmupoBaHmem nonynyHuin - 6onee yem B 50 % Knyb6oukoB. KvHMYeckn 3aboneBaHue
NPOSABNAETCA NPOrpeccpoBaHNEM [0 KOHEYHOM CTaAMMN XPOHUYECKOW MOYeYHON HeA0CTaTOYHOCTI
B TeYeHMeE OT HECKO/IbKNX HefeNlb A0 HECKO/IbKUX MEeCSLEB.

4. MembpaHonponugepaTUBHbIA  (Me3aHTMOKanuINSapHbIA) — rnomepynoHedppuT  (MIMTH)
HeuacToe 3aboneBaHve y AeTeld, 60/ee XapakTepHO Ans NOAPOCTKOBOro BospacTta. HedpoTuyeckuii
CUHAPOM  HOCUT CTepOMAPE3NCTEHTHbIA XapakTep, B OO/bLUMHCTBE C/ly4aeB CO4YETaeTca C
reMatypuii U runokoMmnnemeHTemuen. Boigenstot 2 tuna MITH, pasnnyarowmecs 3n1eKTpoHHO-
MWUKPOCKOMMUYECKM N MEeXaHU3MOM aKTMBaLMN KOMI/IEMEHTA.

5. MembpaHo3Has HedpponaTwus - Yactad NpuyMHa UAMONATUYECKOrO HEPPOTUYECKOTO CUHAPOMA
y B3pocnbIxX (4o 50% cny4yaeB). Y AeTeit Hambonee YacTo BCTPeYaeTcs BTOpUYHast MeMbpaHOo3Has
HehponaTus Mpu CUCTEMHOW KpacHoW BonyaHke (CKB), BupycHom renatute B, cudunuce,
Mansapun.

CKPUHUHT
B cOOTBETCTBMM C NaToreHe3om 60/1e3HN CKPUHUHT He NPOBOAUTCA.

NMPUMEPBLI JNATHO3OB

1. NgmonaTuyecknii He(hpOTUYECKUA CUHAPOM, CTEPOUAPE3NCTEHTHbLIN BapuaHT, akTuBHaS
cTagns. ®YHKUMM NoyeK coxpaHeHbl. Moponormyecknii anarHos: (okKaibHO-CerMeH TapHbIii
rIOMepYNoCKIepos.

2. WpuonaTunyeckuin  HehpOTUYECKWIA CUHAPOM, CTeEepoMA3aBUCUMbIA  BapuaHT, CcTagus
4aCTWUYHOW KNMHWMKO-nabopaTopHON pemuccun. OrpaHudeHne KOHLEH TPaUNOHHOM (PYHKLMN MOYEK.
Mopchonornyeckuin gnarHos: 601e3Hb MUHUMANbHBIX U3MEHEHWIA.

3. WpnonaTunyecknin HetpoTUYECKUA CUHAPOM, CTEPOMAYYBCTBUTENbHbLIA BapuaHT, 4acTo
peuuanBMpuytoLLlee  TeyeHue, CTagua  KIMHUKO-1abopaTopHoii  pemuccun.  OrpaHuyeHue
KOHLEH T PaLMOHHON (PYHKLMM NOYEK.

JIEHEHUE

Llenn Tepanuu:

1.  CHWXeHVe aKTUBHOCTY UM AOCTVXKEHNE PEMUCCUU HE(POTUYECKOTO CUHAPOMA.
2. YMeHbLLUEHME BNMSHUSA (PaKTOPOB NPOrpeccMpoBaHnst HegponaTum.

HemeAnKaMeHTO3HOe fiedeHne

1. Pe>Kum hmsnyeckoit Harpysku. OrpaHuyeHne aBuraTenbHOM akTUBHOCTI He NMOKa3aHo.

2. [vneTa. PekoMeHAyeTCH (hU3MONOTMYECKUIA YPOBEHb NOTPebneHns 6enka. OrpaHuueHue
CO/IN MPX  HANYMM OTEKOB U apTepuasibHON rMNepTeH3NN.

MeAnKaMeHTO3HOE fieveHmne
JleyeHne cTeponaUyBCTBMTENbHOrO HEPPOTUYECKOTO CUHAPOMA

1. KopTukocTepoungsl (KC) CraH4apTHbIA Kypc NpeAHU3010HOTEpanMn — NepopasibHbliA  nprem
MpegHu3onoHa (kog ATX: HO2AB06) 2 mr/kr/aeHb (60 Mr/m?), MakcuManbHas 403a — 60 Mr/CyTKY
(1d), HenpepbIBHO B TeueHKe 4-6 Hefenb (1c). Oanee nposoauTcs Tepanua KC B a/lbTepHUPYIOLLEM
peXuMe, T.e. Yepes JeHb B 03e 2/3 oT neuebHoit (1,5 mr/kr/cyTkn unn 40 mMr/m%, Ho He Gonee 40
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Mr/CYTKM NO npeaHn3onoHy) (1d). AnuTenbHOCTb abTEPHUPYHOLWEro pexunma npuema KC
cocTaBnseT 4-6 Hefenb. IMocne 3aBepLUeHNs 3TOr0 Kypca NpPOBOAAT MOCTENEHHOE CHUDKEHME [03bl
no 10 mr/M’> B 7-10 fHeli 40 MOMHON OTMeHbl. O6Was AAUTenbHOCTb Tepanun KC [o/mKHA
cocTaBnATh 4-5 mecaues (1b).
OCHOBHble  OC/TIOXXHEHMSI  Tepanuu: 3K30TeHHbIA  runepkopTuunsm  (CuHgpom  KylimnHra),
OCTEeOrNeHus, 0CTeOMNopo3, KaTapakTa, f3BeHHas 00Ne3Hb XenyaKa U ABeHaLLaTUMNEPCTHON KULLKW,
3aflepXKka  pocTa, apTepuasibHasd — TUMNEPTeH3Us,  TUMOKaIMEeMUs,  CTEpOUAHbIA  Aunaber,
MCUXOTUYECKME pPeakLuu.
Mpu peunamee HePPOTUYECKOr0 CUHAPOMA UCMONB3YHOTCA CeAYHOLMe CXEMbI IEUEHNS:
cTaHfapTHbIn Kypc KC kak npu nepBoM anu3oge. Mcrnonb3yetcs B CUTyaumsx, Korja
peuuanB NponsoLlen nocne AJIMTeNbHOW PEMUCCUMN B OTCYTCTBMM CTEPOUAHON Tepanun (6onee 6-
12 mec.)
CTaHAapTHbIN Kypc KC 2 mr/kr/aeHb (60 Mr/M%) 40 JOCTVKEHNS PEMUCCUM 1 COXPAHEHN ee
B TeueHMe 3-X [HeR, T.e. A0 MNOMYYeHWUs TpexX aHaM3oB Moun 6e3 npoTenHypumn (2d), ¢
nocneaytoLwyM nepexofoM Ha afbTEPHUPYIOLWMIA peXxnM npuemMa npeAHU3onoHa B fo3e 2/3 oT
neye6Hoii (40 Mr/M?) B TeueHwe 6 Hegenb (2c).

JleyeHue CTepoMA3aBUCMMONO N YACTO PELMAMBUPYIOLLIEr0 HE(POTMUUYECKOTO CUMHAPOMA

HecmoTps Ha XOpOLMIA MepBOHaYa/IbHbIA OTBET Ha CTEPOMAHYHO Tepanuio, B 50% cny4aes
He(hpOTUYECKMIA CUHAPOM NPUOBPEeTaeT YacTo peLmanBUPYIOLWNIA, a B 25% - CTeponA3aBUCHMBIIA
XapakTrep.
[ns noffep>xaHUs peMmccumn npu 4acto peumavsmpyrowem HC MOXHO pPeKOMeHAO0BaTb MpPuéM
MUHUMaIbHOW [03bl MPEeLHN30/10Ha B a/lbTEPHUPYIOLLEM pexumMe (Npu OTCYTCTBUM MOGOYHbLIX
apekToB) (2d), Npy HEahHEKTUBHOCTM AAHHON CXeMbl BO3MOXKEH MPUEM MUHUMAIbHOW A03bl
NpeaHN30/0Ha eXXeHEBHO (2C) B TeUeHme 60ee AMTENbHOro BpeMeHn (6-12 mec).
Mpy pa3BuTUM MOBOYHBLIX 3EeKTOB Ha (hOHE NPOBOAMMON CTEpOMAHOW Tepanuu TpebyeTcs
Ha3HaueHue aibTepHaTUBHON MMMYHOCYNpeccuBHONM Tepanuu (1b).
1. NHrmébnTopsbl KanbumHespuHa: Limknocnopud A (LUCA) (kog ATX: LO4ADO1) manm Takponumyc
(kog ATX: LO4ADO02) (1c).
LinknocrnopuH A Ha3HavaeTcsi B fo3e 4-6 Mmr/kr/geHb B 2 npvema (2c). Havano Tepanuu npwu
[OCTVKeHMM pemmuccumn B ycnosuax npvema KC npu nepexofe Ha abTEPHUPYIOWMNIA PEXMUM UX
npvema. KOHTPO/Ib AOCTaTOYHOCTU U 3PEKTUBHOCTY [03bl OCYLLECTBNAETCA OLEHKON 6a3anbHOro
YPOBHSA KOHLeHTpauun LinknocnoprHa B CbIBOPOTKE KPOBW, T.e. [0 YTPEHHero npuema fo3bl, HO
06s3aTenbHO  Yepe3 12 yacos nocne npuema BeyepHeit fosbl (CO), a Takxke yYepe3 2 yYaca nocne
npuemMa yTpeHHen p[o3sbl (C2). [AnnTeNbHOCTb Tepanuu He MeHee 2 feT. Heobxogumas
TepaneBTMYecKaa KoHUeHTpauunsa LICA:

CO- 80-120Hr/m1;

C2- 700-1200 Hr/mn.
AhhekTNBHOCTL A0 80-90%.
OCHOBHbIE OCNO>XXHEHWsi Tepanuu: He)POTOKCUYHOCTb. MpK CHUKEHUM CKOPOCTM K/Ty6OUKOBOIA
gunbtpaumn (CK®) Ha 30% posy LICA ymeHbliatoT BABOe, Npu CHWXeHun CK®P Ha 50% -
OTMeHAKT npenapart. Mpy ganTenbLHOCTU Tepanun 6onee 2,5-3 feT PeKOMeHAYeTCs NpoBefeHue
Hethpobroncum A8 BbISIBNEHUS BO3MOXHbBIX MOP(OMOrMYecKUX NPU3HaKOB LMKIOCMOPUHOBOM
TOKCMYHOCTU (MOBPEXAEHUe 3NUTENUA KaHasbLeB, CKNepo3 WHTEPCTULMA U CTEHOK apTepuon).
Takke cpegn noboyHbix gencteuidi LICA — renatoTOKCUYHOCTb, FMMNEPYPUKEMUS, TUNEPTPUXO3,
runepKaaneMus, runoMarHesneMms, rmnepniasns Lecex.
Takponumyc*(kog ATX: LO4ADO02), cxofeH MO MexaHu3MaM [eicteusa ¢ LiuknocnopuHom A —
HasHayaeTcAd B HavanbHOW fo3e 0,1 Mr/Kr/cyT B 2 npuema Mpuv KOCMETUYECKUX MOBOYHbIX
apdpektax LlMknocnopmHa A wunm ero HepocTtaTtouyHoi  aekTmBHocTM  (2d).  LLUmpokoro
NPYMEHEHNS Y [eTeil B HacTosLlee Bpems elle He nonyyms. Mo AaHHbIM HEeMHOTrOYMCNEHHbIX
ncecnefoBaHuin athheKTMBHOCTL 0 60-80 %.



2. MukobeHonaTa modeTun* (MM®) (kog ATX: LO4AAO6) (2¢). MNpenapaT Ha3HaYaeTcs B 03e
20-30 mr/kr (1200 mr/m?, He 6onee 2000 Mr/cyT) B 2 npuéma. JnnTenbHOCTL He MeHee 12 MecsLeB
(2c). B OCHOBHOM, OCMOXHEHUS Tepanun MUHUMa/IbHbIE, MPeNMYLLECTBEHHO AUCHYHKUMA XKKT;
OAHaKOo, BO3MOXHO pa3BUTWE JIEMKONEHUN — HEOOXOAMM KOHTPO/Ib aHain3a KpPOBW,B Clydvae
CHUKEHMe 4ucna nenkountoB Hke 5,0x109/n, fo3y npenapata PeKOMEHAYeTCS YMEHbLUNTD.
ApdekTnBHOCTL A0 30-40%. Bo3MoXKHO wmcnonib3oBaHne npu LICA - 3aBucumoctn mnmn LICA-
TOKCUYHOCTW.

3. OnutenbHblid npuem (12 mecaueB M 60nee) MUHUMAIbHO [OCTATOYHLIX 418 NOAAEepPXKaHUA
pemuccum 103 NpeaHn3onoHa nog KOHTPoeM ero noboYHbIX 3¢iheKToB.

4. Ankunupyrowpe areHTbl: Liuknodochamung (kog ATX: LO1AAO0L), Xnopambyumn (kog ATX:
LO1AAO02) (1b npm YPHC, 2c¢ npu C3HC). [o3a umknodocgammia coctasnsetr 2 Mr/Kr/aeHso,
LANMTENIbHOCTL Tepanun — 8-12 Hefenb, MakCUManbHas KymynsaTuBHas fo3a — 168 mr/kr (2c),
Tepanua umknodochamMmaom MpoBOAUTCA TONMbKO MNOCNe [AOCTVDKEHUS PEMUCCUMM Ha (POHe
nepopasibHOro npuéma npegHu3onoHa (2d). [losa xnopambyumna coctasnseT ot 0,1 go 0,2 mMr/kr B
a/IbTEPHMPYIOLLEM pexume. OanTenbHOCTb Kypca — 8-12 Hefenb MakcuManibHas KymynsaTUBHAS
fo3a — 11,2 mr/kr (2c). OCHOBHbIE OC/IOXKHEHWS Tepanuu: LATOMEHNS, NH(EKLNOHHBIE NOPaXKeHWs,
TOKCMYECKWIA renatuT, remopparnyecknii  UMCTUT. [OHaAOTOKCMYHOCTb pPa3BMBAETCA Npw
AOCTVKEHUN KYMYNATMBHOM fo3bl 250 mMr/kr gns umknogocpammga n 10 mr/kr  gns
xnopambéyumna. dhheKTUBHOCTL He 6osnee 30-50%. MOBTOPHbIE KypCbl Tepanuu ankuaMpyroLwumm
areHTamu He pekomeHaytotcs (2d).

5. NNesamuson (kog ATX: PO2CEO1) (1b) B po3e 2,5 mr/kr B anbTepHUpytowem pexume (2b) B
TeyeHue 12 MecsLLeB NOL KOHTPOIEM YPOBHSA HENTPO(UIOB KPOBU (KOHTPOb HEMTponeHum) (2¢).
6. PuTykcumab* (kog ATX: LO1XCO02) - MOHOKNOHaNbHble aHTuUTeNa K CD20 numdoumTtam (3c).
BBognTcsa BHYTpMBEHHO B [o03e 375 Mr/m? eXXeHefleNlbHO B TeyeHue 4 Hefenb. [laHHble 06
3(heKTUBHOCTN B HaCTOALLEe BPEMSA HEMHOIOUYUC/IEHHbI. [laHHas Tepanus peKOMeHAYeTCs TO/IbKO
npu Hea(h(heKTUBHOCTU MPELLIECTBYIOLLMX METOAOB NeYeHUs U TAXENbIX MOOOYHbIX 3ghdeKTax
CTEPONSHON U ApYruX BUAOB MMMYHOCYNPECCUBHOW Tepanuu (2¢).

Mu3opunbuH (0TCyTCTBYeT B ['OCpeecTpe nekapCTBeHHbIX cpedcTs PP) (2¢) n AzaTuonpuH (Kog
ATX: LO4AX01) (1b) He pekOMeHAYKTCA A4  JIEYEeHUSA YacTOPeUMAMBUPYIOLLEro U
CTEPOMNL3aBUCMOr0 HethPOTUYECKOTO CUHAPOMA.

JleyeHwe cTeponpesnCTEHTHOIO He(*)pOTVNeCKOFO CMHApoMa

dokanbHO-CerMeHTapHbIi FNOMEepPYNoCcKNepo3 — Hanbonee yYacTas npuyunHa passutus CPHC (40-
50%) B 1eTCKOM BO3pacTe.

KoHcTaTaums CTepovaHoOin pesucTEHTHOCT BO3MOXKHa noc/e 8 Heaenb CTEPOUAHON Tepanun 6e3
ahpekTa (2d).

MMMyHocynpeccruBHasa Tepanms

1. B kayecTBe nepBoHavasibHon Tepanuu CPHC (nocne 8-HeaenbHOro Kypca npefiHM30/0Ha B
TepaneBTUYECKON [03e) PeKOMEHAYETCA Ha3HauyeHVe MHIMOUTOPOB KanbluHeBpuHa (1b) B TeueHue
MUHUMYM 6 MecsueB (2C), Npu JOCTUXEHUN YaCTUYHON PEMUCCUUN B 3TU CPOKU — PEKOMEHAYeTCS
NpoAINTb Tepanuio MUHUMYM [0 12 mecaueB (2¢). Bo3MOXHO coveTaHHOe MPUMEHEHME HU3KOM
[03bl [MpeaHunsonoHa (2d).

2. MMpun otcyTcTBMM 3dpekTa OT Tepanuv WMHIMOMTOpPaMM KaNbLMHEBPUHA PEKOMEHIYeTCs
Ha3Ha4yeHve MukoeHonaTa mopeTmn (2d).

3. Takke BO3MOXXHO MpOBefEeHNe Tepanuu CBEPXBLICOKMMU fo3amn MeTwuinpeaHn3onoHa (Ko
ATX: HO02AB04) 30 mr/kr, He 6onee 1000 Mr Ha BBeAEHWE WM KOMOWHMPOBAHHOW Tepanuu
pasIMYHbIMM UMMYHOCYMPECCUMBHBLIMM NpenapaTaMu No MHAMBUAYaIbHbIM cxeMam (2d)
Y6eanTenbHbIX AaHHbIX O BbICOKON 3(EKTUBHOCTM LMTOCTATMKOB B HACTOSLLEE BPEMS HeT.
MpoBoAATCS UCCnefoBaHMs NO U3YYEHNO 3NMEKTUBHOCTM TaKponnuMyca u puTyKcumaba y aetei
cdCrc.



B cnyyae pas3sutua peumamBa He(pPOTUYECKOrO CUHAPOMA MOC/e LOCTUMXKEHWUA peMuccun npu
CPHC, pekomMeHoBaHO Ha3HayeHuMe T[NHOKOKOPTUKOCTepouaoB (2d), Bo3BpauleHve K
NpeSLUIecTBYOWEn  ah(heKTUBHOW  MMMYHOCYnpeccuBHOW Tepanuu (2d) wam  HasHauveHue
albTEPHATMBHOrO  MMMYHOCYNPECCUBHOrO npenapata And nNpeaoTBpaLleHnus  TOKCUMYECKOro
ahpekTa (2d).

CumMmnTomaTnyeckas tepanus

[AunypeTuyeckune npenapaThbl LWNPOKO MUCMOb3YIOTCA A4N15 fieYeHns 60bHbIX ¢ oTekamn. Hanbonee
4acTO C 3TOW LeNblo NMPUMEHAIOTCA NeTneBble anypetukn: dypocemuns (kog ATX: CO3CAO01) B
BO3PacTHOM [J03MPOBKE. MHOrMM 60/bHbIM C  aKTMBHbIM  He()POTUYECKMM  CUHLPOMOM,
rmnoanboyMmMHeMmen 1 pethpakTePHbIMU OTEKAMW A1 NONYYEHNS afleKBATHOro Auypesa, MoMUMO
MeT/IeBbIX AWYPETUKOB, HEOOXOAUMO BHYTPMBEHHOe BBefeHue 20% pacTBopa abbymMuHa nofg,
KoHTponeM ypoBHA All, YCC 1 9xo - Kapanorpapnyeckmx nokasateneit CoOCyanucToro ooema.
Mpy pedpakTepHbIX OTeKax MCMOJb3YHOTCA TAKXKE COYETaHUE MeT/IEBbIX ANYPETUKOB C TMasngamu
MmppoxnopoTunasug (kog ATX: CO3AA03) wnm CnupoHonakToH (kof ATX: CO3DAO1) B
BO3PaCTHbIX 4O3UPOBKaXx.

fMnoTeH3MBHAA U HedoponpoTeKTOpHada  Tepanus.  brokaga PEHUH-aHTOTEH3WH-
a/bJOCTEPOHOBON CUCTEMbI MHIMOUTPaMM aHrMOTEH3UH MpeBpawjatolero epmeHTa (MAM®):
®osnHonpun* (kog ATX: CO9AA09), Snananpun* (kog ATX: C09AAQ2) nHamBuayanbHbIA nogoop
[03bl, B cpegHem: 0,1- 0,3 mr/kr no ®o3uHonpuay 1 610KkaTopaMn aHrMOTEH3UHOBBIX PELLEenTopoB
(BAP) okasblBatOT rMNOTEH3NBHbINA, aHTUNPOTENHYPUYECKUIA N @aHTUCKNEPOTUYECKMI athhekT (1b).
MMpMeHAOTCA  NpW  OTCYTCTBMM  3hpekTa  OT  paHee  NPOBOAMMBbIX — BCeX  BWAOB
MMMYHOCYMPECCUBHON Tepanuu.

TakKe MOryT NPUMeHATLCA 6/10KaTOPbl Mef/IEHHbIX Ka/lbLMEBbIX KaHaIoB: AMnoaunuH (Kog ATX:
C08CAO01) nnm Naungunuu* (Kog ATX: CO8CAQ9) n 6nokatopbl peLenTopoB aHrnmoTeHsuHa Il:
AnpocapTan*(Kog ATX: C09DA02) nnn NlosapTan*(Kog ATX: CO9DA0L) B MHAMBMAYASIbHO
nofobpaHHbIX 4O3MPOBKaX.

Koppekuus ocTeoneHun 1 ocTeonoposa. Konekansumdgepon (ButamnH D3) (kog ATX: A11CCO5)
B fo3e 1000-3000 ME B CyTKu B coyeTaHUW C npenapatamu Kanbumsa. 1000-1500 mr/cyT (no
3/IlEMEHTapHOMY Ka/bLinHO).

BEAEHWE AETEN C HE®POTUYECK/M CUHAPOMOM

MokasaHuA K rocnutanmsalnm

Bce getv B akTMBHYHO CTaauto He(hPpOTUYECKOTO CMHAPOMA AO/MKHbI ObiTb FOCAUTANM3NPOBaHbI B
crneuvanM3npoBaHHoe oTAeneHne. [eTn B CTagum peMnccrMm MoryT Habniaatbes B aMbynaTopHbIX
YCNoBusX ¢ perynspHbim (1-2 pasa B rof) ctauMOHapHbIM CreLanm3vpoBaHHbIM 06CeA0BaHNEM B
YCNOBUAX KPYrN0CYTOYHOIO UK AHEBHOMO NpebbiBaHUS.

[OnnTenbHOCTb MNpebbiBaHWA B CTauMOHape COCTaBnseT B cpeaHeM 14-21 aeHb npu aebrote u
peunamBax He(pOTUYECKOro CUHAPOMA, TaKXe MoKasaHa MjaHoBas rocnuTann3auma C Lebto
KOHTPO/IbHOTO 06CNefoBaHNA U Koppekuunm Tepanum — 1 pa3 B 6 MecaueB. AMOYNaTopHO
NPOBOAMTCA KOHTPONb /1a60paTOPHbIX MOKa3aTeNein: ypoBeHb MNPOTEUMHYPUN, KANHUYECKUM U
OMOXMMUYECKMM aHa/IM30M KPOBM, KoarynorpamMmoln (4actoTa 06CnefoBaHUsi onpeaensieTcs
NHAVBUAYaNbHO, B 3aBUCUMOCTU OT COCTOAHMSA pebeHKa).

MPOIrHO3

CTeponayyBCTBUTENbHbI HEPOTUYECKNIA CUHAPOM - AOCTUXKEHME PEMUCCUMN BE3 CHXKEHNS
(hyHKUMIA noyek- 95%.
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CTeponapesMcTeHTHbIA He(PPOTUYECKUA CUHAPOM - MPU COXPaHEHWU aKTMBHOCTW  B0Ne3HU
nporpeccmMpoBaHne A0 TePMUHIbHON CTaAMN XPOHUYECKOW MOYEYHOM HefocTaTo4yHOCTM. CpPOoKM
[OCTWKeHMs TepMUHanbHOM XIMH B cpegHem 5-10 neT.

CMNCOK COKPALLEEHWNI

Al ApTepnanbHoe AaBneHne

aHTK-AHK AHTUTENA K Ae30KCUPUBOHYKENHOBOI K1CNOTe
AHO AHTVHYKNeapHbI (hakTop

BAP BnokaTop aHrMOTEH3VMHOBLIX PELENTOpPOB

ACJ1-0O AHTUCTPENTONN3NH-O

BMU B0n1e3Hb MUHUMASIbHBIX M3MEHEHWI

nAMN® MHrnmbumTop aHrmoTeH3MH-NpeBpaLLatoLLEro pepMeHTa
KC KopTukocteponabl

MM® MukoeHonata MoeTun

MIMIrH Memb6paHonponngepaTMBHbINA (Me3aHrMOKaNnWUANAPHLIA) rnoMepynoHepuT
HC HegpoTnyecknin cMHAPOM

CKB CunctemHas KpacHasa BonyaHka

CKo CKopoCTb K/y604KOBOI unbTpaLum

Y3n Y nbTpa3ByKOBOe 1ccefoBaHme

oCIrc doKalbHO-CErMeHTapHbIA FNOMEPY/OCKIEPO3

LICA LinknocnopuH A

IKI AneKTpokapamorpapus

Ixo-KI Axokapaunorpagus

* [puMeHeHWe Yy [feTeli - C paspewleHust JIoKa/lbHOTO 3TUYECKOrO KOMWTETa MeAMLMHCKON
opraHusauuu, Mpu  HanMuMM  UHAOPMUPOBAHHOINO  cornacus  poauTeneld /  3aKOHHbIX
npeacTaBUTENEn N pebeHKa B Bo3pacTe cTaplue 14 ner.
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