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Cnucok coxkpameHni
AT — aprepuasibHasi THIEPTEH3US
AT — antuTena
ATD0 — aprepuanbHbie TPOMOOIMOOTHUECKHUE OCTOKHEHUS
BT50 — BeHO3HBIE TPOMOOIMOOTUIECCKIE OCIIOKHEHUS
I'BM — rnomepynsipHas 6a3anpHas MeMOpaHa
HrG — ummynornooynun G
KT — xomnbrorepaas Tomorpadus
MAK — meMOpaHOoaTaKyomui KOMIUIEKC
MKBb 10 — mesxxayHnapoanas knaccudukarnus 6ose3neid 10-ro nepecmorpa
MH — mem06pano3Has HedponaTus
MHO — MexayHapoHOE HOPMAJIN30BAHHOE OTHOIIEHHE
HC — negpoTtrueckuii cunapom
OIIII — ocTpoe moBpexACHUE TOYEK
I[IMH — nepBuyHas MmeMOpaHo3Has HedpornaTus
IV — nporeunypust
CKB — cuctemHast KpacHasi BOJTYaHKa
CK® — ckopocThb KiITy0O4KOBO# (DMIBTpALIUU
CP — cnonTanHas peMuccus
TIIH — repMuHanbsHas moyeyHasi HEJOCTaTOYHOCTh
VY3U — ynbpTpa3ByKOBOE UCCIIEIOBAHNE
XBII — xpoHnyeckas 001€3Hb OYEK
XI'H — xpoHndeckuii rinomepyaoHedpuT
CD206 — knactep nuddepenuuponku 206 (anri. cluster of differentiation 206)
CNTN1 — xonraktun 1 (anri. contactin 1)
EEAL — panHuii 3H10cOMHBIN anTUTeH (aHri. early endosome antigen 1)
ELISA — ummyHOpepmeHTHBIN anHamu3 (aHri enzyme-linked immunosorbent assay)
EXT1/EXT2 — 3k30cTo3uH 1/3k30¢T03UH 2(aHTI. exostosin 1/ exostosin 2)
FAT1 — nporokaarepun FAT1 (aurn. protocadherin FAT1)
FCN3 — ¢ukonun 3 (aur. ficolin 3)
HTRAL — cepunoBas nporeaza HTRAL (anri. HtrA serine peptidase 1)
IFT — merox HempsiMoii MMMYHO(DIIIOOPECHEHIIMM Ha TpaHCHUUIUPOBAHHBIX KIETKAX
(amrm. indirect immunofluorescence on transfected cells)
MST1 — Genok, ctumyupytronmii Mmakpodaru 1 (anri. macrophage stimulating 1)

NCAML1 — monekyna aare3un HepBHbIX KieTok 1 (anri. neural cell adhesion molecule 1)
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NDNF — wueiiponnsiii Heliporpoduueckuii dakrop (anri. neuron-derived neurotrophic
factor)

NELL-1 — HeBpanbHbiii ipoTerH 1, mOM00HBIN 3muaAepMaTIbHOMY (BakTopy pocrta (aHri.
neural epidermal growth factor-like 1)

NEP — neitrpansHas sugonentuaasa (auri. neutral endopeptidase)

NPR3 — peuentop 3 Harpuiiyperudeckoro nentun (aHri. natriuretic peptide receptor 3)
NTNG1 — uwerpun 1 (aura. netrin G1)

PCSK6 — mpomporerHOBasi KOHBepTasa CyOTHIM3uH/KekcuH Tuma 6 (amri. proprotein
convertase subtilisin/kexin type 6)

PLAZ2R — pertenitop dhochonumnassr A2 M-tuna (anria. M-type phospholipase A2 receptor)
Sem-3B — cemadopun 3B (anri. semaphorin 3B)

SEZ6L2 — seizure related 6 homolog-like 2 6enok (anri. seizure related 6 homolog-like
2)

TGFBR3 — peuentop 3 tpanchopmupytomiero dakropa pocra B (amrm. transforming
growth factor beta receptor 3)

THSD7A — momen tpomOGocronguna 1 tuma, comepskammii 7A (aunra. thrombospondin
type 1 domain-containing 7A)

VVASN — BazopuH (aHri. vasorin)



TepMUHBI U onIpeeTeHUs

BbeicTponporpeccupytomiasi mo4yeyHass HEIOCTaTOYHOCTb — YJBOEGHUE KOHIIEHTPALUU
CBIBOPOTOYHOI'0 KpeaTMHHHA MEHee YeM 3a 3 Mecsla.

MembOpanoarakyomuii  kKoMmIuieke cucreMbl koMmiuiementa (MAK) — crpykrypa,
oOpa3yromiasicss Ha IIOBEPXHOCTH KIJIETOK B pe3yjbTaTe aKTHBALMM aJbTEPHATUBHOIO,
KJIACCUYECKOI'0 WJIM JIEKTUHOBOTO IYTEH CHCTEeMbl KOMIUIEMEHTa U (OpMHUpYIOLIast HOpbl —
TpaHCMEMOpaHHbIE KaHajbl, HapylIAOIIMe LEJIOCTHOCTh MEeMOpaH KIETOK-MULIEHEH, 4YTo
NPUBOAUT K UX u3ucy u rudenu. AxtuBablii MAK cocrout u3 6enkoBbix cyobeauani C5b-Co-
C7-C8-C9.

Hedpornueckuit  cuHApOoM  —  KIMHUKO-TA0OpaTOPHBI  CHMITOMOKOMILIEKC,
BKJIIOYAIOIIUI MacCUBHYIO NpoTeuHypuio (Oonee 3,5 r B CyTKH), HapylLIeHUs OEIKOBOIO
(runoanbOyMHUHEMUs, TUIIONPOTEUHEMHUS], TUCIIPOTEUHEMUS) U JIMIIUAHOIO (TUIIEPIUIINUIEMUs,
IUOUAYpUs) OOMEHOB, a TAKXKE OTEKH Pa3IMYHOM CTENEHU BBIPA)KEHHOCTH.

Octpblif HeQpUTHYECKMH CHHIPOM — COCTOSIHHE, XapaKTepU3yHOoIleecsi BHE3aIlHO
BO3HHUKIIMMHU MM HApacTAalOIMMH OTEKaMH, MUKpPO- WJIM Makporemarypueil, npoTeuHypueil
(kak mpaBwio, MeHee 3,5 I B CYTKH), apTepUaJbHOM TIHIEpPTEH3UEH, HapylIeHuEeM
A30TOBBIICIIUTENILHON (DYHKIIUU TTOYEK.

[lonHas peMuccusi riaoMepyjoHeppuTa — CHM)KEHUE NMPOTEUHYpUU 10 ypoBHA <0,3 r B
CYTKH, MOJTBEPXkAECHHOE JBAXJbl C MHTEPBAJIOM B OJIHY HEIEIN0, IPU HOPMAJIbHOM YpPOBHE
aIb0yMUHA CBIBOPOTKU KPOBHU.

Cucrema KOMIUIEMEHTa — KackajgHas CHUCTE€Ma [MPOTEOJIMTUYECKUX (EPMEHTOB,
npelHa3HayYeHHas! JJIs TYMOpalbHON 3alIUThl OpraHu3Ma OT JEHCTBUS UyKEPOJHBIX areHTOB U
y4acTBYyIOLIasl B peajM3allid IMMYHHOT'O OTBETA OpPraHU3Ma; aKTUBALUs CUCTEMBI KOMIJIEMEHTA
IIPOUCXOIUT 110 TPEM OCHOBHBIM ITyTSIM: KJIACCUYECKOMY, AJIbTEPHATUBHOMY U JIEKTUHOBOMY.

CrioHTaHHasi peMHCcCcHsl TJIOMEpPYJIoHe(PUTa — CaMOCTOATEIbHAsT perpeccus 3a001eBaHms
B OTCYTCTBHE CIIeLU(PUUECKON TeparnuH.

XpoHuueckass 00J€e3Hb MOYEK — 3TO MEPCUCTUPYIOIIEee B TEUCHHE TPEX MECALEB WM
Ooiiee TOpakeHHE OpraHa BCIEJACTBHE MACUCTBUS PA3MUYHBIX 3THOJOTHYECKUX (DaKTOpOB,
AHATOMUYECKOM OCHOBOW KOTOPOTO SIBJISIETCS MPOLIECC 3aMEIIEHNUS] HOPMAJIbHBIX aHATOMUYECKUX
CTPYKTYp HpuOpo30M, NPUBOASIINN K €ro AUCHYHKIINH.

YacTuuHas pemuccus riaoMepysioHeppuTa — CHIKEHUE NMPOTEUHYPUH 10 <3,5 T' B CYTKH
win Ha > 50% oT MCX0THOT0 HEPPOTUYECKOTO YPOBHS, OATBEPIKICHHOE JIBAXK/Ibl C HHTEPBAJIOM
B OJIHy HEJENI0, CONPOBOXKJIAIOLIEECS YIYUYIIEHHEM WIM HOpMaJu3aluel IMoKa3arens

anbOyMHHa CHIBOPOTKHU KPOBHU.



1. Kparkas wunpopManuss mno 3a00/1eBAHHI0 HJIM COCTOSTHHIO

(rpynme 3a00/ieBaHMI WJIH COCTOSTHHN)

11 Onpenenenne 3a00j€eBaHusl MW _COCTOSIHMSL (Ipynnbl_3200J1€BaAHMI MM
COCTOSIHM )
MewMm6Opano3nass  Hedpomnatus (MH) — rereporeHHas rpymma  3a00JI€BaHHIA,

XapaKTepU3yHOIIUXCsl 00IIel TMCTONaTOIOrNYecKOil KapTUHOM B BUe TU(HY3HOIO YTONIEHUS
U WM3MEHEHHUs CTPYKTYpbl TJOMepylsipHOil Oa3zanpHOil MemOpansl (I'BM) B pesynbrare
cyOsnuTeNnnanbHOR U MHTPaMEMOpPaHO3HOM JENO3UIIMY UMMYHHBIX KOMIUIEKCOB M OTJIOKEHUS

MaTPUKCHOT'O MaTepuaia, MpoaylupyeMoro NopakxeHHbIMU nogouutamu [1,2].

12 ITHOJIOTHSI M TIaTOreHe3  3a00JieBaHMsl __ MJIM __ COCTOSIHMS _ (TpYIIbI

3200JJeBAHUI HJIU COCTOSHUI)

MH - uMMmyHOKOMIUIEKCHOE 3abosieBanue [1,2], mpu KOTOpOM B IMO4YKax in situ
(bopMHpYIOTCS MMMYHHBIE KOMIUIEKCBHI, COCTOSIIME W3 COOCTBEHHBIX IOJOLMTAPHBIX WU
9K30T€HHBIX aHTUT€HOB U BbIPA0AThIBAEMbIX K HUM ayTOAHTHUTEN, OTHOcAMXCs K kinaccy UrG.
OTO NPUBOJUT K AaKTUBALMKM KOMIUIEMEHTa IO KJIaCCHUYECKOMY IYyTH € OOpa3oBaHMEM B
cyOsnuTeNnnaibHOM IPOCTpaHCTBE MeMOpaHoartakytolero kommiekca (MAK).

OCHOBHBIM CyOKJIaccoM aHTHTEN INpH MNepBUYHONW (uauomnaruueckoi) MH saBnsercs
ummyHornooynuH G4 (UrG4), npu BropuuHbix ¢opmax MH B jemo3utax Moryr
oOHapyxuBaThcsa aApyrue cyokmaccel ummyHornnooynuaa G (UrGl, UrG3 u ap.) [lockombky
UrG4 He cmoco0eH aKTUBHPOBaTb KOMIUIEMEHT II0 KJIAaCCHUYECKOMY IIyTH, JAOIYCKaloT
MaHAHCBS3BIBAIOIIUN (JIEKTUHOBBIM) MyTh €ro akTUBAIMM, a TaKKe HE3aBUCUMBIA OT
KOMIUIEMEHTA MEXaHNU3M ITOBPEKIEHUS TIOJOLUTOB ayTOaHTUTENaMH [3].

MAK BbI3bIBaeT CcyOneTanbHOE TMOBpPEXKACHUE TMOJOIUTOB 3a CYET O00pa3oBaHUsA
PEaKTUBHBIX KHUCJIOPOJHBIX paJUMKalOB W SUWKO3aHOUIOB, pEOpraHU3allid aKTHHOBOTO
LUTOCKENEeTa, JUCCOLUMAalMM  OeNKOB  IIENEBUAHOM  auadparMbl  MyTeM  MPSIMOTO
UTONATUYECKOTO JEHCTBHS, BO3MOXKHO, TaK)Ke MPU y4acTUU pEaKkTUBHBIX T-nuMm¢pounuton. B
pe3ylbTaTe TMOBpEXJIEHUS NONOUMTOB pa3BuBaercs mnporeunypus (I1Y) wu  dopmupyercs
Hepporuueckut curapom (HC). TloBpexneHHBIH TOMOIUT HAYWHAET MPOAYIHPOBATH
KOMIIOHEHTBl MAaTpHKCa, KOTOpbl€ OTKJIaJbIBalOTCs B mnojiexanieir ['BM, Bbi3biBas ee
XapakTepHoe yToiuieHue. HapyeHue cBs3M NOBpexIeHHBIX noaouuToB ¢ I'BM u aktuBanus
MEXaHHU3MOB aronTo3a IMpU CHIKEHHOM MpoiaudepaTUBHOM IOTEHIHMANE MOJOLUTOB
CIOCOOCTBYIOT UX «CIIYIIMBaHHUIO» U (POPMHUPOBAHUIO 0YAroB IIIOMEPYIIOCKIIEpO3a.

ITpu nepBruyHO#l 1 BTOpHyHON Popmax MH uneHTHPUIIIPOBAHBI CIEAYIOIINE AaHTUTEHBI

U aHTHUTCIIA.



YV 80% mnanuenToB ¢ nepBuyHOor MH B cucTeMHOW IUPKYJSIIMA /WA B TKaHH TOYEK
OOHapy»XUBAlOT ayTOaHTHTENa K TMOJOLUTAPHOMY TpaHCMEMOpPaHHOMY peLenTopy
docdonunaze A2 M-tuna (PLA2R) [2,4,5].
Ycmanosnena eenemuueckas npeopacnonodiceHHOCmMb K pa3zeumuio nepeutHou
MH, accoyuuposannas c 6apuanmamu 2eHo8, NOMEHYUAIbHO OMEEMCMBEHHbIX 3 CUHME3
peyenmopa gocgonunazol A2 M-muna u AT x Hemy. B poccuiickoti nonynsyuu
2eHemu4ecKuUM @OaKmopom 6viCOKo20 pucka pazeumusi nepsuynou MH sersemcs
coyemanHoe Hocumenbcmeo annens A noaumopguozo mapkepa rs4664308 eena
peyenmopa ¢ocghonunaser A2 M-muna (PLA2RI) u ecenomuna A/A noaumopgpnozo
mapkepa rs2187668 zena enasnoco komniexca eucmocoemecmumocmu (HLA-DQAL),
aACCOyUUPOBAHHBIX COOMBEMCMBEHHO C KOHQDOPMAYUOHHBIMU USMEHEHUAMU peyenmopd
PLA2ZR, yeenuuusarowumuy e2o0 UMMYHOLEHHOCMb, U 8blpabOmMKOU cneyuuyeckux
anmumen (AT) k PLA2R [6,7].
Y 1-5% naumentoB ¢ PLA2R-nmeratuBHoii MH  BbIBASIOT — ayToaHTUTENa
(mpeumyiectBeHHO cyOkinacca UrG4) k mogouutapHoMy Oenky AoMeHy TpomOocnoHauHa 1
tuna, conepxamiemy 7A (THSD7A) B xpoBu w/unu 6enok THSD7A B Tkanu nouek [2,8].
[Tockonpky  THSD7A  Takxe  skcmpeccupyercs INpud  psiie 3JI0KAYECTBEHHBIX
HOBOOOPA30BaHMM, MPOTUBOOMYXOJEBBI T'YMOPAJIBHBI OTBET OpPraHW3Ma MOXET OBITh
HanpasiieH U Ha THSD7A, nokanu3yromuiicss B MOYeYHbIX KIyOOUuKax, IPUBOJS K PA3BUTHIO
MH [9]. IIpumepno y 20% nauuentoB ¢ THSD7A- nosurusaoit MH B Teuenue 3 mecsues
MI0CJI€ BBISBIICHUS OPAXKEHUSI TOYEK TMAarHOCTUPYIOT 3JI0KaueCTBEHHYIO o1myXxouib [10].
B psane cayuaeB npu PLA2R-neratuBHoit MH B kiyOoukax modyek oOOHapyKUBarOT
HEeBpaJbHBII TpoTerH 1, MOA00HBIN ArHaepMaTbHOMy (akTopy pocta (NELL-1) — Genok,
AKCTIPECCUPYEMBIN Pa3IUYHBIMU KJIETKaMHu, B TOM uuciie noxonuramu [2,11]. Cpeau Bcex
¢opm MH Ha nomto NELL-1- accounupoBanHoit MH npuxoaurcs npuOiausurensHo 2,5%
ciyudaeB. IIpu NELL- l-acconmmpoBannoit MH mnpeoGnanatoT ayroantuTena cyOkiacca
UrGl. B otnensHbIX HaOMOAEHUAX onucaHa cBsi3b Mex 1y NELL-1-accoruupoBannoit MH u
3JI0Ka4YeCTBEHHBIMU HOBOOOpazoBanusimu [11].
VY Hekotopbix manueHToB ¢ PLAZR-meraruBHoit MH (mpenmyluecTBeHHO y JeTeil B
BO3pacTe N0 2 JIET, PEeKE Yy B3POCIBIX) B IMOJOMHUTAX OOHAPYKMBAETCS TPacMeMOpaHHBIN
npoteud cemadoput 3B (Sem-3B), a B nupkysiiuu — ayToaHTuTena k Sem-3B B 0CHOBHOM
cyoknaccoB UrG1 umm UrG3 [12,13].
[Tpu BTOpMuHON MH, accounupoBaHHON € CUCTEMHBIMU ayTOMMMYHHBIMU 3a00JI€BaHUSIMU
(rmaBHBIM 00pa30M IpU BOJIYAHOUYHOM HedpuTte V Kiacca), B COCTaBE UMMYHHBIX JIETIO3UTOB

MOTYT MIPUCYTCTBOBATh IKCIPECCUPYEMBIE MOOITUTAMHU OCJIKH SK30CTO3UH | M 3K30CTO3HH 2
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(EXTLEXT2) [13,14].

e [IpuGnusurensHo y 6% ManueHTOB ¢ BOIYaHOUYHBIM HedpuTtoMm V kinacca u 2,0% manueHToB
¢ nepBuyHoii MH B TKaHM IOYEK 3KCIIPECCUPYIOTCS MOJIEKYJIbI aAT€3UHM HEPBHBIX KIIETOK 1
(NCAM1), a B ceiBOpoTKE KpoBH onpenenstores anturena k NCAMI [15].

e Kpome Toro, onucan peakuii HeoHaTalbHbIM BapuaHT MH y nereil, poskIeHHBIX OT MaTepei
C TEHETHYECKH OOYCIOBJICHHBIM OTCYTCTBHEM HeiTpanbHoW sHionenTtunaszsl (NEP) —
MeMOPaHOACCOLIMMPOBAHHOIO  aHTHUIEHHOro  Oenka  mojouuToB. B pesynbrare
autoummyHu3anmu K NEP mioma B opranmsme matepu BbipabGatbiBatoTcsi aHTU-NEP AT
(cyOkmaccoB IrG4 wmu WUrGl), xoropsle MPOHMKAIOT 4Yepe3 IUIAlleHTapHBI Oapbep |
B3aumonencteyror ¢ NEP mopgoumroB 1mroma, mpuBois K pas3BuTuio tunuyHon MH y
HOBOPOXACHHBIX [16].

K mnacrosmemy BpemeHu wuaeHTH(UUUpoBaHO Oonee 20 pas3MYHBIX AHTUIEHOB,

accoruupoBanubix ¢ MH (cm. Ta6:1.3), u uccnenoBanus npogonkarores [17-19].

13 OnuaeMHuoJ10rus_3a00JeBaAHUA_WJIH_COCTOAHHUSA (Tpynnbl 3a00JeBAHUI_HJIH

COCTOSTHM )

MH sBnsiercs onHoit w3 HauOoliee pacHpOCTPAHEHHBIX MPUYUH HEPPOTHUECKOTO

cugapoma (HC) y B3pocmeix (20-40% cmygaeB) [2,20,21]. 3abomeBaemocts MH cocraBsier
npumMeprno 1 cimydait Ha 100 000 Hacenenus B rox [2,22]. B crpykrype MOpQOIOTrHUECKUX
BapHaHTOB XpoHHUeckoro riomepyionedppura (XI'H) y B3pocabix Ha gomo MH npuxonutces 1o
10-23% cnyuaeB [23-25]. B poccuiickoil mnomynsuuu pacnpoctpaHeHHocTh MH  cpenu
MOPGOIOTHYECKH MTOATBEPKACHHBIX TJIOMEpYIoNnaTuii cocrasisiet 14% [24].

VY B3pocnbix nepsuuHas MH, accoummpoBanHast ¢ obpazoBaHueM AT K cOOCTBEHHBIM
aHTUreHaM NoJouuToB (B mepByro ouepenb k PLA2R), pazBuBaetcs yamie (70% ciyuae), uem
BropuyHas MH [10]. [Tuk 3a6oneBaecmoct MH mnpuxonutcs Ha Bo3pact 40-60 ner (cpeanuit
BOo3pacT mnauuveHToB ¢ mnepBuyHo MH cocraBnser = 50 ner); nmpu BropuuHoi MH
pacmipenenenue 1o Bo3pacTy mmpe [26]. /laHHbIE 3aKOHOMEPHOCTH TOJITBEPKIACHBI U B Psilie
OTEYeCTBEHHBIX wuccienoBanuii [7,24]. Cpemu mnammentoB ¢ PLA2R-accomumpoBaHHOM
nepBuyHoii MH npeo6naiatoT My>K4MHBI (COOTHOILIEHHE MYXYMHBLKEHIIUHBI cocTaBisier 2:1),

npu Apyrux Bapuantax MH npeoGnaganue auil My>KCKOTO 110JIa BEIPaKEHO B MEHbIIEH CTENeHU

[2,27].

14 OCO0CHHOCTH KOAMPOBAHUS 3200J1€BAHMS MJM  COCTOSAHHS (rpynnbl

3a00JeBaHMIl MM COCTOAHMI) 1m0 MeKAYHAPOAHON CTATHCTHYECKON KJaaccupukanuu

00Je3Hel M MPo0JaeM, CBA3AHHBIX CO 3I0POBLEM

B cootBercTBUM ¢ MeXIyHapOaHON CTaTUCTUYECKOW Kiaccuukamum OoJie3Hell u
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npoOiemM, cBs3aHHbIX co 3a0poBheM (MKDB) 10-ro mepecmorpa MH koampyercss B pyOpukax

NOO-NO6 (moapyOpuka «.2») (tabdm. 1).

Tabmuua 1. Koguposanue nepsuyHoit (naunonaruyeckoit) MH no MKB-10

Kon Kon
. Mopdonoruueckue
pyOpHKH Kimangeckuil cuaapom noapyOopuKu
MKB-10 MKB-10 VSMCHCEHIL
NOO OcTpblii HeHGPUTUUECKHUI CHHAPOM
NO1 BbricTpo nporpeccupyromimii
He(PUTUUECKUHN CUHIPOM
NO2 PenmnuBupyromas u ycrounbas
reMaTypus .
= = Hudy3Hbrit
NO3 i;p;;iifwnn HepuTuCciHil 2 MeMOpaHO3HBII
NO4 Hedpotuueckuii cuaapom [JIOMEpYJIoHEpHT
NO5 He(bpornqecxflﬁ CUHJIPOM
HEYTOYHEHHBIH
NO6 N3omupoBaHHas IpOTEUHYPHSI €
YTOYHEHHBIM MOP(HOJIOTHYECKUM

Cnyuan BropmuHOii MH cnemyer kiaccupuiupoBaTh B 3aBUCHUMOCTH OT OCHOBHOTO

3a00J1eBaHUs KaK:

NO08.0* — I'momepysipHbIe MOpa)keHUs! Mpyu MHGEKIUOHHBIX U Mapa3UTapHBIX OOJE3HIX,

KJIacCU(UIIMPOBAHHBIX B IPYTHX pyOpHKax;

NO08.1* — I'momepysipHbIE TOpaKEHUS IPU HOBOOOPA30BaAHUSX;

N08.2* — I'nomepynsipHble MOpakeHUs MpU 00JIE3HAX KPOBU U MMMYHHBIX HapyIICHUSX;

N08.5* — I'momepynsipHble MOpPaXEHUS NPU CHUCTEMHBIX OOJIE3HSIX COEIMHUTEIHHON

TKaHHU.

CornacHo omnpenenenuto, MH mpencraBisier cob6oif XpoOHMYECKOE MOpaXKEHHE IOYEK,

MMO3TOMY B AHWArHO3€ TAKXKC CJICAYCT YKa3bIBATb COOTBETCTBYHIOIIYHO CTAaIUIO XpOHH‘IGCKOﬁ

6osie3nu mouek (XBIT) (koapt N18.1-5) (Taba. 2).

Tab6muua 2. Coorsercrue craauii XbI1 komam MKB-10

VYposenr CKD O6o3HaueHue

10* 5

Kon MKB-10 Hassanue wi/mun/1,73 M2 craguu XbI1
Xponuueckasi 6051e3Hb

Ni8.1 MoYeK, craaus 1 > 90 Cl
Xponuueckasi 6051e3Hb

N18.2 [OYEK, CTaaNs 2 60-89 C2
XpoHuyeckasi 0051e3Hb 4559 C3a

N18.3 IOYCK, cTaaus 3a

' XpoHuyeckasi 0051e3Hb

IoyYekK, craaus 30 30-44 €36
XpoHuyeckasi 00J1e3Hb

N18.4 nmouek, craaus 4 15-29 C4
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XpoHudeckasi 60J1e3Hb

N18.5
IOYCK, CTaaus 5

<15 (O]

*Kox N18.9 ucnonb3yroT 1 o6o3HaueHus: ciaydaeB XbII ¢ HeyTouHeHHO# cramuei.

[Tpumeuanue: CK® — ckopocTh KITyOOUKOBOM (DUIBTPAITUH.

15 Kinaccudukanus 3a00/eBaHud WIH COCTOSIHUS (rpynnbl 3a00JIeBaHUI WU

COCTOSTHM )

Boigenstor nepBuuHyIo (MAMONATHYECKYIO), BTOPUUHYIO M aJUIOUMMYHHYIO (hopmbl MH

(tra6n. 3). Tepmun «umuonarudeckas» MH (IIMH) ucnonb3yroT Juis ONHCaHHsS BapuaHTa
HeppomaTuu, Npyu KOTOPOM ayTOMMMYHHBIA OTBET (POPMHUPYETCS KaK PeaKiyst Ha COOCTBEHHBIN
HOJOLUTApHBIA AHTUIEH, a IIPU3HAKU 3a00JI€BaHUsA, KOTOPOE MOIJIO CTaTh IPUYUHON BTOPUUHON
Heponatuu, orcyrcTBytoT [1,2]. Bropuunas MH pa3BuBaercsi Ha ¢oHE ayTOMMMYHHBIX
3a00JIeBaHUM, OITyXO0JIel, HHPEKIU, JTCKapCTBEHHBIX BO3JACHCTBHMA U T.11. [28]. AJutonMMyHHAsI
MH o0ycnoBieHna BeIpabOTKON aITIONMMYHHBIX aHTUTEIN K TOJOUUTAPHOMY aHTHUTEHY JPyroro
yejgoBeKka (Kak Hampumep, Hpu HeoHaTanpHOM MH, TpaHCcmiaHTanuym TreMONO3THYECKUX
CTBOJIOBBIX KJIETOK) [2,16].

B nuarnose 1o BO3MOXKHOCTH CIIEAYeT YKa3bIBaTh aHTUTEH, TATOTCHETUIECKU CBS3aHHBIN
¢ paszButeM MH (nanpumep, PLA2R-no3utuBHas), IOCKOJIbKY B psAJIE CIy4yaeB IPU OTCYTCTBUU
IPU3HAKOB BTOPUYHOTO 3a00JI€BaHUs pa3inyie MEX1y NepBUYHON U BTOpu4yHOM hopmamu MH
MOXeT ObITh pa3mbITO. Tak, y HekoTophlx nanueHToB PLA2R-nozutuBHass MH couetaercs c
3a00JIeBaHUSIMH, KOTOpPBIE MOTYT TPHBOJUTH K pa3BUTHIO BTopuuHOW MH (Takmmm Kak
WHQEKINH, BBI3BaHHBIE BHpycamMu TrematutoB B u C, capkomnmos3, 370KauyeCTBEHHBIC
HOBOOOpaszoBauus u 1p.) [9, 29-32]. B nacrosimiee BpeMsi PEKOMEHYIOT YKa3biBaTh, C KaKUM
AHTUTEHOM M KaKUM 3abosieBaHueM accounupoBaHa MH.

Tabnuma 3. ®opmbl MeMOpaHO3HON HEGPONATUN U IPUUMUHBI UX Pa3BUTHS

®opma MH | Otuonorus/Atuonoruueckuii gpakrop| MneHTrduumupoBaHHbIE aHTUTE€HBI

HeunssectHa v PLA2R-acconmuposannas MH
v' THSD7A-accormuposannas MH
Tepemanas MH v NELL-1-accoruuposannas MH
v Sem-3B-accormuuposannas MH
v CD206 — accornmuposannas MH
v' HTRAl-accoruunposannas MH
v NPR3 - acconuupoBannas MH
v" NTNG1 —accouuupoBannas MH
v’ SEZ6L2 — acconuuposannas MH
v' MH, accouMupoBaHHas ¢ eIe
HEWJICHTH(UITMPOBAHHBIMU
aHTHIeHAMH
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Bropuunas MH

AyTOMMMYHHBIE 3200/ 1eBAHUS

CKB, peBmMarouiHelii  apTpHT,
CMEIIaHHOe 3aboJeBaHue
COCIUHUTEIBLHOMN TKaHH,
JI€PMATOMHUO3UT, AHKUJIO3UPYIOLIUH
CHOHAMJINT, CHCTEMHast
CKJIEpOJCpMUs, MHUACTEHUS gravis,

OyJIIIC3HBIN nemdurons,
ayTOUMMYHHBIH THUPEOUJINT,
00J1e3HB/CUHAPOM erpena,

capkou103, 6one3np KpoHa u fp.

v EXT1/EXT2-accoruupoBannas MH
npu CKB u cuctemHbIx
ayTOMMMYHHBIX 3200J1€BaHUSIX

v" NCAM1-accouuupoBannas MH
npu CKB

v EEAl-acconuupoBannas MH mipu
KO>KHOM BOJTYaHKE

v FCN3-acconnupoBannas MH npu
CKB

v TGFBR3 - acconunpoBannas MH
npu CKB

v VASN-accounuposannast MH npu
CKB

Nndexkmun

Bupycsl renaturoB B n C, Bupyc
UMMYHOJePUIITA YeJI0BEeKa,
MaJsipusi, HIMCTOCOMO3, (UISIPUO3,
cuuIC, YXMHOKOKKO3, JISTpa U JIp.

Bo3moxHO pa3BUTHE NDNF-
accouuupoBanHon MH y nanueHTos ¢
cudurcom

310KkayecTBEHHbIE ONYXO0JIU

® KAPYUHOMDL (yrerkmx,
MHUINEBOMA, TOJICTOM KHIIKHU,
MOJIOYHOM KeJe3bl, JKEeIyiKa,
MOYKH, SIMYHUKOB, TPOCTATHI,
MIOJIOCTH PTa U TOPTAHH)

ene  Kapyunomsvl  (MuMpoma
XOJKKIHA, HEXOJDKKUHCKHE
JTUM(POMBI, XPOHUYECKHH

nuMQoNeHKko3,  Me30TeIHoMa,
MeJaHOMa, OmyXoyib BuibMca,

Penkxo acconuupyercsa ¢ skcnpeccuei
THSD7A B omyxoinm U pPa3BUTHUEM
THSD7A—-accoruupoBaHHOM MH.
Bo3moxHO pa3BUTHE NELL-1-
no3utuBHOM MH, acconuupoBaHHOI
CO 3JI0KQYECTBEHHBIMU OMYXOJISIMU

aZieHoMa NICYEHH, aHTHO-
(bonuKynspHas aumdoma,
[IBAHHOMA, HelpobaacToma,
raHrJIMOHEeHpoma
Ha/IMTOYEYHHKOB)
JlekapcTBa/TOKCHHBI Bo3moxHO pa3BUTHE PCSKe6-
npenaparsl 30J10Ta, MEHIUUIAMUAH H| aCCOLIMMPOBAHHOMN Hedponaruu,

noJ00HBIE MpernapaThl, Ipenaparsl
PTYTH, KanTONPUIT**, HECTepOUIHbIE
MIPOTUBOBOCTIATIUTENbHBIE u
MPOTUBOPEBMATHYECKUE TPENaparhl,
KJIOMUIorpen™™, mpemnapaTsl JUTHS,
(dopmanbpaerusn,  yrieBOAOPOIHBIE
COEIMHEHUS U JIp.

BBI3BaHHOM INpUEMOM HCECTCPOUIHBIX
MPOTUBOBOCHAINTCIIBHBIX ITPEIIapaTOB
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Penxue 3a00s1eBanust CNTN1-accounnpoBannas MH mpu
CeproBUIHO-KJIETOUHAsA ~ aHEMUsl, | XPOHUYECKOM BOCHAJIUTEIBbHON Jie-
NOJMKUCTO3, Oone3np  Bebepa- | MHETHHM3HPYIOWIEH MOTUHEHPOTIATHH
Kpuctuana, mepBuYHBI OusHap-
HbIA [MPPO3 CHUCTEMHBIM MacTo-
uuro3  cuHapom  ['miiena-bape,
YPTUKapHbI  BACKYJIUT, TI€MOJH-
TUKO-YPEMUYECKUI C-M, TIepIIeTH-
GopMHBIII  nepMaTHUT,  MHENOo-
JCILIa3us U Jp.

AnnlouMMmyHHasl| e AHTeHaTalbHas alulouMMyHHas ¥ Antutena k NEP

MH MH, Bei3BanHas AT k NEP v FAT1 — accormuposantas MH mpu
e MH, pasBuBiascs de novo s TPaHCIUIAHTAIIIH T€MAI0ITHYCCKIX
AJUTIOTPAHCILIAHTATE TOYKH CTBOJIOBBIX KJIETOK

¢ boJIe3Hb TPAHCIUIAHTATaA IIPOTUB
X0351Ha

[Mpumeuanus: CD206 — knactep quddepenumpoBku 206; CNTN1 — konraktun 1; EEA1
— pauHuii 3HI0COMHBIN anTureH; EXTL/EXT2 — sk3ocro3un 1/3x3ocro3un 2; FAT1 —
nporokaarepud FATI1; FCN3 — ¢ukomun 3; HTRAL — cepunoBas nporeaza HTRAT; MST1 —
oenok, crumynupyrommid mMakpodaru 1; NCAM1 — monekyna aare3suud HEpBHBIX KIETOK 1;
NDNF — wneiiponnsnii Heiporpoduueckuid ¢aktop; NELL-1 — neBpampHbIi TpoTenH 1,
noIoOHEBIN YnHaepMaibHOMY daktopy pocta; NEP — melitpanbnas sHpomentuaaza; NPR3 —
pernentop 3 nHarpuitypetnueckoro nentuna; NTNG1 — werpun 1; PCSK6 — mpomporenHoBas
KOHBepTa3a cyOoTmnn3uH/kekcuH tina 6; PLAZ2R — penenrtop ¢ochonunassl A2 M-tuna; Sem-
3B — cemadopun 3B; SEZ6L2 — seizure related 6 homolog-like 2 6enokx; TGFBR3 — perenrrop
3 Tpanchopmupyromero ¢akropa pocra B; THSD7A — nmomen tpomOocmonmauHa 1 THIIA,
conepxkanuii 7A; VASN — BazopuH.

MH Taxke kiaaccuuUIMPYIOT MO CTaAusAM MOPQOJOTHUECKUX H3MeHeHHH (Talm. 4).

O6mme mopdonoruyeckue npusnaka MH [33]:

e (CperonTuyeckas MHKPOCKOIHUS: W3MEHEHHE KANW/UIAPHOH CTEHKH 3a CYeT
yrommenus ['BM, creHka 0THOKOHTYpHasi, KJIeTouHasi mponudeparus oTCyTCTBYeET.

e HmmyHodyopeciieHTHasT MHUKPOCKONHS WM WMMYHOTHCTOXHMUS: TPaHYISIPHOE
ceeueHne nonukioHanpHoro UrG (mpu IIMH mnpeumymecrsenno UWUrG4) wu
KoMIIOHeHTOB komruieMeHTa (C3, C58-9). Ilpu IIMH oOnapyuBaioT rpaHyssipHOe
cBeueHue aHtu-PLA2R AT B mectax aenozunuu UrG u kommiemeHTa.

e DJEeKTpPOHHAas MHKPOCKONMS: CIJa)KMBAaHUE HOXKKOBBIX OTPOCTKOB ITOJOIMTOB,

Qg dy3Hble CyOrMUTENNANbHbIE AETTO3UTHI.
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Tabnuma 4. Knaccudukarus MH mo craausim Mophonorndeckux n3MEeHEHH I

Mopddoaoruueckas Onucanue XapakTepHbIX H3MeHEeHU
craagusa MH

| Caeroontuuecku ['bM He n3MeHeHa, Mpu 3JIeKTPOHHOW MUKPOCKOIIMH Ha
ee SIUTEINATLHON CTOPOHE BBISBISIOT MEJIKHE, 04aroBble, CETMEHTAPHBIE,
PIIEKTPOHHO-TUIOTHBIE OTIIOKEHUSI.

I CBETOONTUYECKH HAXOAAT YTOJIIEHHE CTEHOK KamWUISIpOB, IMpU
cepeOpeHnn  TOHKMX  cpe3oB  (okpacka 1o  JDKOHCY)  BUIHBI
«IYHKTUPHOCTB», «UIMIUKW» HAa JOUTEIHaNbHOM  cropoHe ['BM.
DIEKTPOHHO-MUKPOCKOITMYECKH BBISIBJISIIOT 6oee KpYIHbBIE
cyOsnuTeNnuaibHble  ACMO3UTHl  3JIEKTPOHHO-IUIOTHOIO  MaTepuala,
BbI3bIBatole yroumeHue I'bM (xapakTepHblil BUJ «llIuIa U Kymnoja») u
Mg y3HO pacrpeneneHHble mo 0a3zaabHON MeMOpaHe BCeX KalHUIIPOB.

Il CBETOONTUYECKU XapaKTePU3yeTCs BBIPA)KCHHBIM T Py3HBIM
YTOJIIEHUEM M HEPAaBHOMEPHBIM OKpaIlMBaHUEM CTEHOK KamWLIspOB
KiyOouka. Ilpu 31meKTpoHHONW MUKPOCKOIHMM BBISBIISIOT U3MEHEHUS CTaIUK
2 [IIOC  MHTpaMeMOpaHO3Hble  (IOTPY)KEHHbIE)  KPYMHO3EPHUCTHIE
OTJIOXKEHUS C 00pa30BaHUEM «HEOMEMOpaHbI».

v I’ bM HepaBHOMEpPHOM TOJIIMHBI, NPOCBETHl KANMWUIAPOB CyXeHbl. llpu
DIIEKTPOHHOM MHUKPOCKOIIMM B HEPAaBHOMEPHO yronmeHHoM ['BM|
O0OHapy»KUBAIOT 30HBI MPOCBETIIEHUS (IIOJOCTH C OCTaTKaMHu JEMO3UTOB
PIIEKTPOHHO-IIIIOTHOTO MaTepuana) 51 CKJIEPO3 I'BM.
IMMyHO]ITIOOpECIEHIIUST B 3TOW CTaJlMU, MOKET JaBaTh OTPULIATENIbHBIE
pe3yabTaThl.

[Tpumeuanus: 'bM — rinomepynspHas 6a3anbHas MeMOpaHa.

16 Kaununyeckasi  KapTHHA _3a00JIeBAHUS _ WJIM __ COCTOsIHMSI _ (Tpynnbl

3200J1eBAHUN WJIN COCTOSTHHUA)

HaubGonee wuacteiM kiaMHMYECKUM MposiBieHHeM MH sBistoTcs OTEeKH pazIudyHON
CTENEHNU BBIPAKEHHOCTH (OT TACTO3HOCTH TOJICHEW, CTOM, JUIA JO TOJOCTHBIX OTEKOB).
XapakTepHO M3MEHEHHE JIOKAJIU3alluk OTEKOB B TedeHue aHs. [Ipu rupporopakce manueHTOB
MOTYT OECIIOKOUTh OJBIIIKA, TPH AacCIUTe — YyBCTBO TSOHKECTH U pacHHUpaHus >KUBOTA,
yBEJIMYEHHUE €TO B 00bEME.

[TaniueHTBl MOTYT TPEbSBIATH KAJT0O0bl Ha YMEHBIICHHE KOJIMYECTBA BBIICISICMON
MOUYH, TIOSIBIICHUE TICHSIIIEHCs MOUYH (00YyCIOBIEHO HATMYMEM B Hell Oenka).

B navane 3a0oneBaHuss y OONBIIMHCTBA TMAlMEHTOB AapTEPHAIBLHOE JIaBIICHUE
COXpaHseTCs B Mpeiesiax HOpMaJbHBIX 3HaUY€HUU, ofHako y 20-50% manueHToB B JaJIbHEHIIIEM

pa3BuBaeTcs aprepuanbHas runepreHsus (Al) [2]. 3akoHomMepHO €€ TOSIBJICHHE TMIPH
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MPOrPECCUPYIOLIEM TeUEHUU O0JIE3HH C pa3BUTHEM (PUOPO3HBIX U3MEHEHUH B MOYEUHOM TKaHU U
cHkeHreM (yHkuuu nodek. [ITpu Al manmeHTHl NpeabsABISIIOT *KajloObl Ha TOJOBHBIE OONH,
rOJIOBOKPY>KEHHU, IIyM B yIllax, JAaBsiuue 0oiu B 00JacTU cepAalla, HapyLIEHUs CepledHOro
putMma. IloBeimennoe AJ[ B nmebGrore MH, kak mnpaBwio, HaOMOAAeTCs Yy MAIMEHTOB C
npeacymectByronieit Al', a Takke npu pa3BUTHHU TUNepBoIeMudeckoro Bapuanta HC.

V nanuentoB ¢ MH n HC uame, yem npu apyrux mopgonoruueckux Bapuantax XI'H,
pa3BUBAIOTCS TpOMOOIMOOIHUUECKre OciIokHeHus (B ToM uncie B aedtore MH). IIpeobnanator
BEHO3HbIE TPOMOO3bI, KOTOpBIE BRIBIAIOTCS y 29% mnanuentoB ¢ MH u HC, torna kak yactora
TpoMO030B MpH (HOKATLHOM CETMEHTapHOM ckiiepose coctasisieT 25%, npu IgA-nedponarun —
18%, mpu membOpanonponmdeparuHoMm ['H — 15% 1 nipu 60s1€3HM MUHUMAITLHBIX U3MEHEHHUA —
13% [34]. Haubosee pacmpocTpaHEHHBIMH BapHaHTaMH BEHO3HOTO TPOMOOIMOOIHM3MA Y
naiueHToB ¢ MH sBastorcss Tpom603 rimyOokux BeH (34,8% ciiydaeB) u TpoMOo3MOomus
nerouHoi aprepuu (26,1% ciydaeB), TpoM003 MOYEUHBIX BeH pa3BuBaercs y 13% marueHToB
[34, 35]. Ilpu octpom TpomOO3e MIyOOKHMX BEH KOHEUHOCTEH OOBIYHO OIMPECIIAIOTCS OTEK,
MecTHasi OOJIE3HEHHOCTh B MPOEKUIMH TIIyOOKMX BEH, pacIIMpeHHe KOJUIaTepalbHBIX BEH
MOpPaXECHHONW KOHEYHOCTU. XPOHUUYECKUN TPOMOO03 TITyOOKUX BEH IOJIEHU MOXKET MPOTeKaTh 0e3
0oseil, COMpPOBOXAATbCA JIMIIb OTEYHOCTbIO KOHEYHOCTH. CHUMITOMBI TpoMO03IMOO0IUU
JIETOYHOW apTepuyl Hecnenurn(UYHBI, HO B OOJBIIMHCTBE CIIy4aeB BKIIOYAIOT OJBIIIKY, OOJb B
IpyAM, IPECUHKONAIBHOE COCTOSTHUE UM 0OMOPOK, KPOBOXapKaHbe, B 00JIEE TSKEIBIX CIydasx
— HecTtabMiIbHOCTH TemomuHamuku [36, 37]. Jns octporo TpomOo3a IMOYEYHOH BEHBI
XapakTepHbl Ooin B OOKOBOM M MMOJAB3IOIIHONW OO0JIACTSIX HAa COOTBETCTBYIOLIEH TpomOo3y
CTOPOHE M MHKpPO- MJIM MakporeMmarypus. J[ByCTOPOHHMH TpOMOO3 IMOUYEYHBIX BEH MOKET
MaHU(ecTUpoBaTh OCTphIM NoBpexaeHueM mnouek (OIIIl), ocCHOBHBIM MeXaHM3MOM KOTOPOIO
SBJISIETCA CHIDKEHME NMepy3MOHHOIO NaBieHus ¢ nocieayromum cHmwkeHnemM CK®. Octpas
OOCTPYKIMsSI TEYEHOYHbIX BEH COMPOBOXKIACTCS CIAab0OCThio, OOJIbI0O B IPAaBOM BEPXHEM
KBaJIpaHTE >KMBOTA, TOUIHOTOM, PBOTOW, YMEPEHHO BBIPAKEHHOW JKEJITYyXOH, OOJe3HEHHOMN
renaromeranueil u acuutoM. IIpm XpoHMYECKONM OOCTPYKIMM TI€YEHOYHBIX BEH MOTYT
HaOmromatecst  cnabocth, abgoMuHaNrMM W rematomeranus. s octporo  TpoM0Oo03a
Me3eHTEePHAIIbHBIX BEH XapaKTepHbI 00JIb B )KUBOTE U TUCHIETICUS (METEOPH3M, Tuapesi, TOITHOTA,
pBOTa), C MOCIEAYIOIIUM pPAa3BUTHEM I1ape3a KHUIIEYHWKA, BBIPAXKEHHOW HWHTOKCHUKALUS U
TUTIOBOJIEMHH; MOXET OINpPEIeIAThCs MpuMech KpoBH B cTyie [38]. TpoM003 HIKHEH OO
BEHBI Bcerja oOyCIOBIMBAET JIBYCTOPOHHEE MOpPaKEHUE HIKHUX KOHEYHocTed. boin ObiBaroT
Pa3IUTBIMU, PACIIPOCTPAHSIOTCS HAa HMKHIOI KOHEYHOCTh. OTEK paBHOMEPHO 3aXBaThIBAET BCIO
HUKHIOIO KOHEYHOCTh BIUIOTH JI0 CTOIIbI, HEPEAKO MOJOBBIE OpraHbl, ATOJUIBI U MEPEAHIOI0

OpromiHyto creHKy. [loaKoKHBIe BEHBI BApUKO3HO PAaCHIMPSAIOTCS Ha rojieHH, Oenpe (B MEeHbIIeH
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CTEINEHN) ¥ 3HAYUTEIBHO HaJl JOOKOM U IO TIEpeTHEO0KOBBIM OT/IejIaM OPIOIITHOW CTEHKH.

VY 80% manueHToB OCHOBHBIM KiIMHUYecKUM MposiBienneM MH sBnsiercs HC (ITY Gonee
3,5 r/cyt, runoanbO0yMHUHEMHS], THIIONPOTENHEMHS, THUIIEPXOJIECTEPUHEMUS, OTeKH). B oTnuune
oT 00JIe3HU MUHUMAJbHBIX U3MEHEHUH, /Ui KOTOPOH XapaKTepHO MOYTH BHE3AIHOE pPa3BUTHE
HC, npu MH HC dopmupyercsa nocrenenno. Y 15-30% nanuentoB ¢ MH naGmronaercst onuH u
6onee penuausos HC, y 50% — nepcuctupyromuii HC.

Cyonedporuueckas 1Y BwisBisiercss B 20% cinygaee MH, u3 Hux y 60% mnanueHTOB B
TEUEHHUE MEePBOIo roja, Kak npaBwmio, pazBuBaeTcss HC (oco6enno npu Hammuuu aHtu-PLAZR
AT) [10].

VY 25-40% namuentoB ¢ MH MokeT HaOmogaTbcss HE3HAUUTENbHAS MHUKpPOTEMaTypus,
pa3BUTHE MAaKpOreMaTypuH HE XapaKTEepHO.

@yHKLUSA NOYeK B Hayase 3a0osieBaHus coxpaHHa Oosee ueM y 90% nanuentos ¢ IIMH.
B orcyrctBue HC IIMH mpaktuueckun Hukorga He mporpeccupyer [39]. TepmunanbHas
noueyHass HejpocrarouHoctb npu I[IMH pasBuBaercs Tonpko B 10-20% cimyuaes [10].
HebGnaronpustHeiM otaaneHHeiM nocienctsueM IIMH sBnsercs mporpeccupyromias mnoreps
byHKIUM Touek, KoTtopas Habmogaercs y 60% HenedeHHBIX MalUeHTOB, MpUMepHO y 35% u3
HUX B KOHEYHOM utore B TeueHue 10 net pazsuBaetcst TITH.

s IIMH xapakrepHo pa3Butue cnoHTaHHbIX pemuccuil (CP), xoTopsle, 10 JaHHBIM
3apyOeXHBIX HCCIEIOBAaHUM, BBIABISAIOT NMpuMepHO y Tpetu mnamueHtoB [10]. Yacrtuunas CP
Hactynaer y 15% mnamuentos ¢ I[IMH (B cpennem uepes3 14 mecsiuen), nonHast CP —y 15% (B
cpeaneM yepes 38,5 mecsnes) [40]. Beposthnocts pa3sutus CP npu IIMH tem Bbiie, yem Huxke
ypoBuu I1Y u AT x PLA2R Ha MomeHT ycraHoBieHus nuaraosa [41, 42]. [lokazaHo, 4To y
naiuenToB ¢ [IMH c¢ IIY >4 r/cyr BepostHOocTh HactyruieHus CP uyepe3 6 Mecsues
KOHCepBaTHBHOU Tepanuu coctaBisieT 45%, a ¢ I[TY >8 r/cyt — 34% [43]. B pabore L. Rodas u
coanT. [44] ucxoausiii ypoeHb AT k PLA2R nmxe 40 ME/mn okazancs Hanbosiee 3HaUMMbIM
He3aBUCUMBIM npeaukTopoM CP (oTHomeHue maHcos 2,7, 95% noBepurenbHblit uHTEpBaN 1,2—
6,0, P=0,01). HecmoTpst Ha To, uto CP, Kak mpaBuio, ObIBAIOT HECTAOMIILHBIMH, Y MAIIUIEHTOB C
[IMH, nocturmux CP, nmporHo3 0oiee 01aronpusTHBIN, 4YeM Y TMAIleHTOB ¢ MEPCUCTUPYIOIIUM
HC. B uactHocTH, y maunueHTOB ¢ gocturHytoii CP Hipke oOmias cMepTHOCTh M 4acToTa
pazsutus TITH [40]. B P® gactoTta CP cocraBiser Tosbko 7% (0e3 nonusix CP) [24].

[Tpu BropuuHbIX hopmax MH Hapsiny ¢ HecnenupuIecKUMHI TPOSBICHUSIMHI MOPAKECHUS
MIOYEK MOTYT OBbITh BBIABICHBI TUIIMUHBIE SKCTPAPEHATIbHBIC KIMHUUECKUE PU3HAKU OCHOBHOTO
3a00JIeBaHMs, BBI3BABIIETO Pa3BUTHE HePpoOmaTuu (HampuUMep, MOpakeHHE KOXKH, CYCTaBOB,

JIETKUX, IEYCHH U T.]1.).
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2. JInarHocTuka 3a00JIeBAaHUSA WJIM  COCTOSIHMSI  (TPYyMNIbI
3a00J1eBaHul HJIN COCTOSITHMI), MeIUINHCKHEe NOKA3aHUA "

NMPOTHUBONOKA3aHUA K IPUMCHCHUIO METO10B TNATHOCTUKH

JuarHoctuueckre wuccienoBanus npu  MH  gomxHBI  OBITH  HampaBieHbl Ha
MOJATBEPXKJICHUE JHarHo3a, ycraHoBieHue Gopmbl MH (mepBuvHAs WM BTOPHYHAsS), OLICHKY
TSHKECTH KIIMHUYECKOTO TEYEHHUSI U IPOrHO3a, & TAKIKE BBISIBIICHUE OCIIOKHEHUM, KOTOPBIE MOTYT
BIIMATH Ha BBIOOP TaKTUKH JieueHuss MH u onpenensaTb MporHo3 MaiueHTa.

Kinnandeckue nposiBjeHUs Mpy MEPBUYHON U BTOpUUHBIX (hopmax MH He paznuvarorcs,
cienoBarenbHo, nuarHoctrka [IMH nomkHa 6a3upoBaThCs Ha MCKIIOYEHUU BCEX BO3MOKHBIX
npuunH BTopuyHoit MH (cMm. pazgen 1.5, tabi. 3).

O6mume kputepun nuarHoctukd MH nipencraBnens! B Ta0muiie 5.

Tabnuna 5. Kpurepun nuarnoza [IMH

Kpurepuii Kpurepuii [Ipumeuanue Jnarnoz MH
MIPUCYTCTBYET
Kimanueckuit
HC Ja XapakTepHo He noxrepsxaen’?
CK® B HOpME
AT orcyTcTBYyeT
Croiixas ITY Ja Bo3moxHo, Ho | He moaTsepsxent?
CK® B HOpME pexe, ueM HC
AT orcyrcrByer
HC mm cy6redpotrucckas ITY Ha Bosmoxno, HO | He HO,[[TBep)K,[[eHl
Mennennoe canxenne CKO PEXE, e
AT COXpaHHas
CKD?
y y Ja Bo3moxHo, HO | He moaTepsken’
OcTpplit HehpUTHUECKUI CHHIPOM 3
HEXAPaKTEPHO
beicTponporpeccupyromas nouyeyHas Ha Bosmo:xHo, HO | He moareepskaent
HEJIOCTAaTOYHOCTh HEXaPaKTEPHO®
Mopdonoruueckmii
Ha [TonTBepxnex
Mopdonoruueckue npuznaku MH Her VICKIFoucH
Ceponoruueckuit
AT x PLA2R Ja [TonTBepxnen
Her He nckmouen™

Tpebdyerca mopdonormueckoe moarsepxaenne MH.

’B crmydae BBISBIEHHS TONOXKHTENBHBIX cepornorndecknx mapkepoB (AT k PLA2R) ot
IpoBe/IeHUs] OMOTICUU MOYKH C LIEJIbI0 MOATBEPKACHUs AuarHo3a MH MoxHO Bo3epkaThCsl.

SKax nipasuito, npu couetanun MH ¢ apyrumu MOpdOIOrH4ecKUMI H3MEHEHUAMH.

[Ipumeuanue: Al' — aprepuanbHas runeprensus; AT k PLA2R — anturena k peuenropy
dochomunazer A2 M-tuna; MH — memOpanosnas negponarus; HC — HeppoTrueckuii CHHIPOM;

ITY — nporeunypus; CK® — ckopocTh KiIyOOUKOBOM (PHIBTPALIUH.
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Mpl pekoMeHIyeM Mpu OTCYTCTBUH B MEIUIIMHCKOM YUYPEKICHHH COOTBETCTBYIOIIUX
pecypcoB i yTouHeHus: npuuuHbl pa3Butus HC wmm cyOnedpotudeckoit [TV (Brirouast
BO3MOXXHOCTh IIPOBEJICHUS COBPEMEHHOH MOP(OIIOTHYECKON U  CEpOJIOTHYSCKON
nuarHoctukd MH kak mHamnbonee wacroii nmpuuudsl HC y B3poCHbIX) HApaBisATh TaKUX
NAlMEeHTOB B MEIMLMHCKHE  OpraHu3allid,  OCYIIECTBISIOLIME  OKa3aHUE
CHEHAIM3UPOBAHHON (B TOM 4YHCIIE BBICOKOTEXHOJIOTHMYHOM) MEAMIIMHCKOW MOMOIIH,
JUTSL IMArHOCTHKH U OTIPEICIICHUS TabHEHIIICH TakTUKY JieucHus [45,46].

YpoBenb  yOenurteqbHOcTH  pekoMeHaanmuii C  (YpoBeHb  J10CTOBEPHOCTH
10Ka3aTeJbCTB — 5)

KommenTapuu: Pexomenoayusi ompadxcaem eOuHOOYUIHOe MHeHUe UleH08 pabouell
2pYNnbl U HANpaseleHa  Ha — NpeodoCcmaegieHue  BO3MONCHOCMU — NOJYYEHUS
CNeYyuanu3upoOBarnHol (8 mom 4Yucie B6blCOKOMEXHONOSUYHOU) MEOUYUHCKOU HOMOWU
NayueHmamy, HpoOACUBAIOWUMU 8 DPELUOHAX C OSPAHUYEHHbIMU MEeOUYUHCKUMU

pecypcamu.

2.1 ’Kaao0Ll 1 aHAMHeE3

MBI peKOMEHIyeM Yy BCeX MAlMEHTOB C MPEANOIaracMbiM WIH TOATBEPKICHHBIM
nuarHozom MH mpoBectu cOop kano0 M aHaMHE3a C LENbI0 yTOYHEHHUS JaBHOCTH
3200JIeBaHUS TTOYCK, BBISBICHUS (PaKTOPOB, KOTOPHIE MPEANISCTBOBAIHA 3a00JIEBAHUIO U,
BO3MOXXHO, CIIOCOOCTBOBAJIM €r0 pPAa3BUTHUIO, OMNpEAENeHUs TsHKECTH 3a00NieBaHus,
COIMYTCTBYIOIIEH MaTOJOTHH, MUddepeHInaTbHON AUArHOCTUKH MEXAY MEepBUYHOW U
BropuyHOi popmamu MH u onenku 3¢ (HeKTUBHOCTH MpeAIIEeCTBYIOIEH Tepanuu (ecau
npoBoIuIIach) [45,46].

YpoBens  yOenutenbHocTH  pekomengamuii  C  (ypoBeHb  10CTOBEPHOCTH
I0KA3aTeJbCTB — 5)

Kommenrapumu: Pexomendayus npedcmagnsem coOol 9KCnepmHoe MHeHue U
ompascaem CMaHOApPMHbIL NOOX00 K OUASHOCMUKe 3a0071e6aHUll NOYEeK, 8 YaCMHOCU
MH, 6 peanbHoll KTUHUYECKOU NPAKMUKE.

Coop anammneza umeem 6oavbuioe 3nauenue Ol YMOYHEHUS O0A6HOCMU 3a00Ne8anus, a
maxaice OuppepeHyuarbHol OUAHOCMUKU MeHCOY NePBUYHOU U BMOPULHOU (opmamu
MH, nockonvky noseonisem 6blasums 603MONCHbIE NPUYUHBL PA3GUMUs Hepponamuu
(Hanuuue NpU3HAKO8 CUCMEMHOU KPACHOU BOIYAHKU, CAPKOUOO3d, 310KAYECHEEHHOU
ONYXONU, UPYCHBIX 2eNamumos u op. UH@exyuil, npuem J1eKapCmeeHHblX npenapamos u

m.o.) (cm. pazden 1.5, mabn. 3).
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2.2 PuzukajJnLHoe 00CIe10BaAHNEe

MBI peKOMEHIyeM Yy BCeX MAIMEHTOB C MPEANOoJIaraéMbIM WM TOATBEPKICHHBIM
muarnozoM MH mpoBectu TmiatensHoe (pu3uKanbHOE 00CIEIOBaHHE, BKIIOYAsl OLICHKY
OCHOBHBIX TIOKa3areje >XU3HEHHO BaXKHBIX (DYyHKIMH (UCCIIEOBAHHE TEMIIEPATYPhI
TEJIa, YaCTOThI JBIXaHWs, YaCTOThI CepAICOMEHHs, MyJIbca, U3MEPCHUE apTEPUATBHOTO
JIaBJICHUS Ha Mepu(EepPUUECKUX apTepHsX), a TAKKe HAUYUS U BBHIPAKCHHOCTH OTEKOB,
YpOBHSL JUype3a, AJsl ONMPEACICHUs] TSKECTH KIMHUYCCKUX IMPOSBICHUN U BBISABICHUS
BO3MOXHBIX OCJIOKHEHUH 3a00seBanus [45,46].

YpoBenb yOeaureqabHocTH  pekoMeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
0Ka3aTeIbCTB — 5)

Kommenrapum: Pexomenoayus npedcmagnsem cobOol 9KCnepmHoe MHeHue U
ompaoicaem CmaHOapmuvill N00X00 K OUAeHOCMUKe 3a001e8aHUll NOYeK 6 PedanbHOU
Kaunuweckou npakmuxe. Y nayuenmoe ¢ HC npu ¢usuueckom o6credosanuu MOACHO
BbIABUMb PbIXIbIE U NOOBUIICHBIE OMEKU, KOJCAd HAO omeKamu 00bluHO ONedHas, npu
Haoasnueanuu ocmaemcs samka. Heghpomuueckue omexu na koneyHocmsx, Kax npasuio,
CUMMempUyHble, HATUYUE ACUMMEMPUYHBIX OMEeK08 KOHeuHocmel, OO0Ne3HeHHOCmU U
NOKpACHeHUs Modcem Oblmb NpusHakxom mpombosza eeH. Ilpucymcmeue noiocmHuix
omeKos (acyum, 2uOpoOmopaxc, 2uOponepuxapo), modxcem ompaxcamo msaxcecmv HC,
ObImb credcmeuem e20 OCI0NHCHeHUl (Hanpumep, acyum npu mpomoo3e NoYeyHulx 6eH)
UTU CLYHCUMb NPOsIEHUEM (POHOB020/0CHOBHO2O 3a00NE6AHUs (HAnpumep, Acyum npu
KaHyepomamo3se OprouuHbl, 0OHOCMOPOHHUL 2UOPOMOPAKC NpU paxe J1e2Ko20 u op.),
nosmomy mpebyem muamenbHo20 MOHUMOPUH2A U 00C1e008anus. Y nayuenmoe mozym
peaucmpuposamscsi nogvluteHuvie yugpol AJl, akyenm II mona nad aopmoii, 03MON’CHbL
Hapywienus pumma. Ilpusnaku paziuynelx mpomosImboruveckux ocaodxcHenuu HC
onucanvl 8 pasoene 1.6 (noopobnee cm. coomeemcmayroujue pyKogooCmea/KiuHu4ecKue

pexomenoayuiL).

2.3 JIaGopaToOpHbIE IMATHOCTHYECKHE HCCIST0BAHNSA

MBI pekoMeHIyeM BceM NalleHTaM C MPEANoaraéMbM WM yCTaHOBIICHHBIM
nuarHosoM  MH  mpoBeneHue TEepBUYHOM  JMAarHOCTUKM B 0a30BOM  o0beMe,
MPEayCMOTPEHHOM pekoMeHaausaMu 1o XbII ¢ 1enpi0 OLEHKH BBIPAKEHHOCTH
TUCYHKIUM TTOYEK, MPOTHO3a, BBISBICHUS (PAKTOPOB, KOTOpPHIE MOTYT IOBJIHATH Ha
TaKTHKY JICUCHHUs, ONpe/ieNieHre oobema Teparnuu [47].

YpoBenb  yOenurteqnbHocTH — pexoMeHgamumii C  (ypoBeHb  J0CTOBEPHOCTH
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0KA3aTeJbCTB — 5)

Kommentapum: JlabopamopHas ouacnocmuka nepeuyHulx u 6mopudnvlx popm MH u ux
ocnoxcnenu MH umeem 6Oonvuwioe 3nauenue 0nsi evloopa mepanuu MH u oyenku ee
npoerosa [10, 28-32, 48]. Tak, omknonenus nokazamenell KIUHUYECKO20 AHANU3A KPOBU
(Hanpumep, aHeMusi, JeUKONEHUs, MPOMOOYUMONeHUs) U Mouu (Hanpumep, He
xapakxmepHas 01 MH cemamypus), mocym 6vbims nposgieHuem 0CHO8HO20 3a001e6anUsl,
accoyuupogannoeo ¢ passumuem MH, 6 uacmumocmu cucmemHol KpacHol 6014AHKU,
paznuunvix onyxoneu. CmeneHb CHUdICEHUs YpoGHel anbOyMuHa u obwezo bOerka 6
CbIBOPOMKEe KpOBU NO380J5em OyeHums Haauyue u evipadxcennocmos HC. Vpoeenw
KpeamuHuna u paccuumannas na e2o ochoganuu CK® ompadxcarom cocmosnue ghyHkyuu
nouex.  OmMKIOHeHUsi  OUOXUMUYECKUX  noKazamenel  Kposu  Mocym  Ovimb
IKCMPAPEHAbHBIMU  NPOSABIIEHUIMU OCHOBHO20 3ab0ae6anusi (Hanpumep, NO8bluleHUe
VPOBHS MPAHCAMUHA3 U OUIUPYOUHA NpU 2eenamume, SUNEPKATbYUEMUsL NPU CAPKOUOO3e
u op.).

MBI peKOMEHIyeM Yy BCeX MAIMEHTOB C IMPEANOJIaracMbIM WM TTOATBEPKICHHBIM
muarHozoMm MH mpoBecTd ompejieneHHe KOJIUYecTBa Oellka B CYTOYHOHW MOYE WITH
ompezeneHue Oeaka B MOYE W WCCICIOBAHHE YPOBHS KpPEaTWHWHA B MOYE C PacdyeToM
OTHOIIEHHsI OCJOK/KPEaTHHUH B TOPIMH YTPEHHEH MOYM JUIsd CTpaThu(UKaluu prcKa
nporpeccupoBanrsi MH u BbIOOpa nanbHEHIedl TaKTUKA BEACHHUS, a TAKXKE OICHKH
a¢dexkruBHOCTH TIpoBOAMMON Tepanuu [40,43,49, 50].

YpoBeHb  y0eqUTEIbHOCTH  peKoMeHAamuii A  (YpOoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 2)

KommenTapuu: Yposens 11V uepaem easicnyio pons 6 oyenke pucka npospeccuposanus
MH u onpeodenenuss maxmuxu eedenus nayuenmos [40,43,49,51]. Konyenmpayus 6enxa
8 pazoeoll Nopyuu Mouyu He 6NOJHe MOYHO ompadicaem nomepro Oeika NouYKamu 3d
CYMKU, NOCKOIbKY HA Hee OKA3bleAem GIUSHUE CMeneHb PA38e0eHUsi MOYU 8 KaAXNCOOl
npobe. «3onomeim cmanoapmom» oyenku IV sersemcs onpedenenue CymouHoll
9KCKpeyuu 0Oerka ¢ MOUYOU, NOIMOMY 6 YCIOBUAX CMAYUOHAPA YenecooOpasHo
uccnedosams CymouHyro 3KCKkpeyuro oenxka. B ambyramopHol npakmuke 01 y0obcmea
nayuenma I1Y mooicem oyenusamvca no omuouieHuro OEN0K/KpeamuHun 6 YmpenHell
nopyuu mouu. JlamHas pekomMeHOayus ompaxcaem Cywecmseyrowult 8 pedalbHOll
KAUHUYECKOU NpaKkmuke CcmaHoapmuulil nooxoo k oyeuxke I1Y npu XBII nwobou
amuonocuu (cm. pasoen 2.3 KIUHUYECKUX peKoMeHOayull « XpoHuueckas 60ne3Hb NoYeKy,
Accoyuayus negpponozos, 2021 2.) [47].

Mur PCKOMCHAYCM BCCM MAIMCHTAM C HOpCANoiaracMbIM WX IMMOATBCPKACHHBIM

20



nuarHozoM MH mpoBecT 1a00paTopHYO JHArHOCTHKY, BKJIFOYAsh CEPOJIOTHMYECKHE U
UMMYHOJIOTHYECKHE TECTHI, NIJISl BBISABICHUS 3a00JIeBaHUM, ¢ KOTOPBIMH MOXET OBITh
accounupoana MH [10,28-32,52-54].
YpoBenb yOeauTeibHOCTH  pexkoMeHgamuii B (ypoBeHb  [10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 2)
Kommenrapum: V mpemu nayuenmos c¢ MH evisgnaemcs emopuunas ¢opma
3abonesanus [25]. B 3asucumocmu om dKCmMpapeHaibHblx npossieHuil 0isi OUASHOCMUKU
npeononazaemoco accoyuuposannozo ¢ MH 3aboneeanuss mocym Ovimv uUcciedo8anvl
crnedyrouue MapKepbl:
—  Aumunyxneapnviil hakmop na HEp-2 knemkax u/unu ummyrnoo10m
anmumuyKieaprvlx anmumen, anmumena k JJHK namuenou;
— Mapkepwvl pasiuyHuIX uH@ekyull (8 nepsyro ouepedsv cenamumos B u C,
supyca ummyHooeguyuma uwenogexa, cugunuca);
- C3 u C4 ¢pparxyuu komniemenma u/uiu e20 aKMUBHOCHIb,
—  pesmamouonsiii paxkmop, AT k yukiuveckomy yumpyiiuHo80My Nenmuoy;

- Kpu02ﬂ06y]lqul,'

—  M-epaouenm (napanpomeun) c KOIUUECMBEHHOU OYEHKOU C NOMOWDbIO
anekmpoghopeza 6enKos Cbl8OPOMKU KPOBU U MOYU U UMMYHOQDUKcayuu ¢
nawnenvio awmucvieopomox (x 19G, 1gA, IgM, xanna u namé6oa yensm)
u/unu memooa Dpunarim (UMMYHOXUMUYECKASL OYEHKA YPOBHS C800O0OHBIX
Jle2KUX yeneti UMMYHO2TI00)IUHO8 8 Cbl8OPOMKe KPO8i) U Op.

Mpbl peKkOMeHIyeM y BCeX MAalUEHTOB C IMPEANojiaraéMbiM WM TIOATBEPKICHHBIM
muaraozoM MH ompenenuTs conepkaHue cyMMapHBIX aHTHTEN KinaccoB G, A, M (UrG,
UrA, UrM) k peunenrtopy ¢ochonunazsiA2 (PLA2R) B kpoBu mns auarHoctukn MH,
TuddepeHaIbHOl  TUarHOCTUKKM — TEepBUYHOM  miaM  BTopuuHOW  ¢dopm  MH,
MOHUTOPHPOBAHUS HMMMYHOJOTHUECKOW aKTHBHOCTH 3a0o0jieBaHHMA (B TOM YHCIE
BEPOSITHOCTH Pa3BUTHUSI PEMHUCCHUH ), BEIOOpA M KOHTPOJIS TIPOBOJMMOTO JICUYSHUS, OLIEHKU
nporuo3a [52-64].

YpoBenb  y0enuTeqlbHOCTH  pekoMeHAanuii A (YypoBeHb  JOCTOBEPHOCTH
JI0KA3aTeJbCTB — 2)

KommenTapuii: B nacmoswee epems eadxcuyro poiv 6 ouacHocmuke MH omeodsm
sviagnenuto 6 cvigopomre kposu AT x PLA2R, xomopvie obnapyacusaiomca y 80%
nayuenmos ¢ IIMH u omcymcmeyrom npu opyeux mopghonoeuueckux eapuanmax XI'H [4,
61,62].

Yposnu AT x PLA2R oyenusatom ¢ nomowpio 08YX Memooo8. Henpsamoll
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uUMMyHOpIOOpEecCyeHyuu Ha MpAHCHUUUPOBAHHBIX KIEMKAX, 2UNEPIKCNPEeCcCUPYIOUIUX
PLA2R (IFT), u meepoogasnoco ummynopepmenmuozo ananuza (ELISA) (cm. mabauyy
6). Ilpu IFT pe3ynomam evipasxcaemcs 6 mumpax u cuumaemcs: noaA0HCUMENbHbIM NpU
mumpax o6onee 1:10. ELISA sgnsiemcsa menee uyscmeumenbHblM MEMOOOM OYEHKU HUSKUX
konyeumpayuii AT k PLA2R, yem IFT. IIpu evisienenuu ypoeus AT k PLA2R no memooy
ELISA 6 npedenax 2-14 E/l/mn, yenecoobpasuo uccredosams daunvie AT memooom IFT
OISl UCKTIOUEHUsT JIOMHCHONOJIONCUMENbHLIX pe3ynbmamos. B Poccuiickou ®Dedepayuu
bonvuuncmeo aabopamoputi onpeoensrom yposewv AT k PLA2R memooom IFT.

Tabnuma 6. OpuentupoBouHas onenka ypoueid AT k PLA2R.

PesynbTar IFT, TuTpsI ELISA, E/l/mn
BepositabIit 1:10 (+/-) 2-13
ITonoxurenbHelil, ypoBeHb AT

HU3KU 10 1:100 (+) 14-79
cpenHuit ot 1:100 mo 1:320 (++) 80-149
BBICOKHI ot 1:320 mo 1:1000 (+++) >150

Cocnacrno medxncoyHapoOHviM pexomenoayuam, onpedenerue AT x PLA2R moowcem
UCNoIbL306aMbCA 8 Kauecmee UHGopmamusHozo mecma 011 ouachocmuku MH
(uyecmeumenvnocms = 78%, cneyuguunocmo = 99%) [54] u Oughpepenyuanvrot
OUACHOCMUKU ee NepeUdHOl U BMOPUYHOU Gopm (uyscmeumenvHocmes =~ 71%,
cneyugpuunocms = 72%) [59,60]. Taxum obpasom, 63pocibiM nayuenmam ¢
uzonuposannvim HC unu cmoiikoii cyonegppomuueckoti 11V 6 couemanuu ¢ coxpannotl
Gurompayuonnou yHkyuel nouex uiu MeoreHHO NPOSPeCCUpyioOmuM ee HapyuleHuem
yenecoobpasno uccieoosamsv yposwu AT k PLA2R Onsn noomeepoicoenus/uckioueHus
ouaenosza MH, ocobenno npu neeo3modicnocmu npogedenus buoncuu nouku [54,61,62].

K nmacmoswemy  epemenu  nomyuyeHvl — MHO2OUUCIEHHble  OOKA3AMENbCMEd,
ceudemenvcmeyiowjue O MOM, UYMO B3POCAbIM NAYUEHMAM C NOOMBEPHCOCHHBIM
ouaernozom MH cnedyem onpeodensmo yposnu AT k PLA2R 6 cvisopomke kpoeu 0ns
oughghepenyuanvroii  ouacHocmuky — nepeuuHou  uau  emopuunou  ¢gopm  MH,
MOHUMOPUPOBAHUS UMMYHONOSUYECKOU AKMUBHOCMU 3a00/e8aHus (6 mom ducie
8EPOSIMHOCMU PA3BUMUSL PEMUCCUU), 8b1O0PA U KOHMPOJIS NPOBOOUMO20 JIeUeHUSl, OYEHKU
npoenosza [53,54,57-59]. B uwacmmnocmu, nokazano, umo yposeno AT k PLA2R
Koppeaupyem ¢ 6eposiImHOCMbIO PA36UMUs CNOHMAHHBIX PEMUCCULL U peMUccull Ha ¢one
nedenus. y nayuenmos ¢ gvicokumu mumpamu AT k PLA2R cnonmannas pemuccus MH
Habnooaemcs 20pazoo peoice, 4em y NaYUeHmos ¢ HUSKUMU MUmpamu OAHHbIX aHmumer
(4% no cpasnenuro ¢ 38% coomseemcmeenno) [53]. Bovicoxue mumpor AT xk PLA2R

accoyuupoesansvl c MeHbuell BEPOAMHOCMbIO U bonee  OnumenbHbiM 6peMeneM
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00CMUdICeHUs KIUHUYECKOL PeMUCCUU, A MAKHce C NOBLIULEHHBIM DPUCKOM YXYOuleHusl
@ynxyuu nouex [58]. Yemanosneno, umo yposenv AT k PLA2R ompasicaem akmusHocms
3abonesanus. Tax, y nayueHmos c 6biCOKOU AKMUBHOCMbIO 3A001€8aHUSA U MACCUBHOU
11V svisisnsirom evicokue mumpol AT k PLA2R 6 kposu. U, naobopom, Ha ¢hone neuenus
ypoeuu AT k PLA2R cuudicaromesi, cmamossacs HeonpeoesiemviMu 8 nepuod pemuccuu
3abonesanusi [53,65]. Peyuous I[IMH conposodcoaemcs napacmanuem mumpa AT x
PLAZR.

Mpl pekoMeHlyeM y MAlMeHTOB ¢ MPEINoiaraéMbIM HIIM MOATBEPKIECHHBIM JTUATHO30M
MH npoBoauTh HcciaenoBaHUE MapKepoB Hambojee pacHpOCTPaHEHHBIX B MOMYJISIIUU
3JI0KQYE€CTBEHHBIX OMyXoJieh (C yueToM UMeromuXcs (pakTopoB pHCKa, 5Kajol, JaHHBIX
aHaMHe3a, pe3yIbTaToB MPEIIECTBYIOLIETO KIIMHUKO-1a00paToOpHOTO u
UHCTPYMEHTAIILHOTO OO0CIIeIOBaHMs), OCOOCHHO TIPU HEBO3MOXXHOCTH TPOBEICHUS
COOTBETCTBYIOIIUX  WHCTPYMEHTAJIBHBIX  HMCCIEJIOBAaHUN, C LEIbI0  BBISBICHUS
apaHeoIUIaCTHYECKOro xapakrepa Hedpomaruu [10, 28, 66-70].

YpoBenb  yOenurtenbHOCTH  pekoMeHgauuid B (YpoBeHb  10CTOBEPHOCTH
JI0KA3aTeJbCTB — 2)

Kommentapun: Cease MH co 310KauecmeeHnbiMU HOB000PA308AHUAMU  4EMKO
yemanognena [28,66-68,70] uwacmoma pazsumusi oHKONO2UYECKO20 3a0071€8AHUS Y
nayuenmos ¢ MH okazanaco 6 9,8 u 12,3 paz eviue (y MydjicuuH u OIHCEHWJUH
COOMBEemMcmeenHo) no cpagHeHulo ¢ obweil nonyaayueil. bonee moeo, puck pazeumust
accoyuupogannoii ¢ onyxonvto MH ysenuuusancsa c éospacmom, cocmaenss oxono 2% y
nayuenmos monodxce 55 nem u docmuean 20-25% y nuy 6 eo3pacme cmapuie 60 nem
[67]. B cucmemamuueckom o630pe u memaananuze 6 HAOMOOAMENbHBIX UCCIEO0BAHUIL,
ekmoyaswem 785 nayuenmos c¢ MH, pacnpocmpanenHocmb  310KaA4e€CMEEHHbIX
HoB000Opaszoeanuli cocmasuna 10%, cpeonuii 6o3pacm nAYyueHmos HA MOMEHM
YCMAaHOo8NeHUs OUACHO3A OHKOJ02UYecko2o 3abonesanus cocmasun 67 aem, y 20%
nayueHmos Onyxoiv Ovlia OuacHocmuposana 00 manugecmayuu MH, moeda rax
ocmanbHvle cayyau OblIu OUACHOCMUPOBAHbL HA MOMEHm OUONCUU NOYKU UTU 8 Nepuoo
nocaedyiowezo naomooenus [10]. Taxum odpazom, umerowuecs oarHvie 8 00CMAMOYHOU
cmeneHu 000CHOBLIBAIOM YeNeco0OpaA3HOCMb OHKOnoucka y nayuenmos ¢ MH, ocobenno
OMHOCAWUXCS K cmapuiell 603pacmuot epynne (6o3pacm > 55-60 nem). Haubonee uacmo
¢ MH accoyuupoganbl pak neekux, sceiyoxa, KUue4HuKa, npocmanbl, MOJIOYHbIX JiCelles,
wumosuonou  odcenesvt  [68], umo  Ouxkmyem  HeoOX0OUMOCMb  NPOBEOCHUS
coomeemcmayouje2o 1ao0pamopHo2o 00c1e008anus 8 pamKax OHKONOUCKA (Hanpumep,

onpe()efzeHue YpOBHA npocmamcneuuqbuqecmzo anmucerna y MyHCiuH ¢ USMEHEHUAMU 6
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npocmame, npogeodeHue UMMYHOIIeKmpogopesa 6elKos cbleOPOMKU KPOBU U MOYU NPU
NOOO03PEHUU HA NAPANPOMEUHEMUIO U M.O.).

3nokauecmeennvie HOB0OOpazosanus uawje eviaeidiomca Y nayuenmos ¢ MH,
accoyuupogannou ¢ AT k THSD7A4 (33,3%), u y nayuenmos, y xomopwvix AT k PLA2R
unu k THSD74 omcymcmeyrom (10,4%), 6 mo owce epems onucanvl pedkue ciydau
svisienenuss onyxoneu npu PLA2R-nosumuenou MH (5,4%) [71]. Creoosamensho,
HeoOX00UMO COXPAHAMb OHKOHACMOPONCEHHOCMb npu obcredosanuu nayuenmos ¢ MH
(ocobenno 6 cmapuweli 803pACMHOU 2pynne) He3aABUCUMO OM UX CepPON0SUYECKO20
cmamyca.

Mpb1 pexoMeHAyeM y MAalUEeHTOB C MPEANoiaraeMbIM HIIA MOATBEPXKICHHBIM JTUATrHO30M
MH npu nopo3peHur Ha pa3BUTHE TPOMOOIMOOIMUECKUX OCIOKHEHUH U OTCYTCTBUU
BO3MOKHOCTH  BBITIOJIHUTH  COOTBETCTBYIOIIEE HWHCTPYMEHTAJIIBHOE  HCCJIEIOBAHHUE
OIPEEINTh KOHIIEHTpAIHO J[-1uMepa B KpOBH IS HCKIIKOYeHUs TpoMOo3a [36,37].
YpoBenb  yOeautenbHocTH  pekoMenganuii C  (ypoBeHb  /10CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

Kommenrtapun: [logvuuennas konyenmpayus /[-Ooumepa 6 Kposu  aensiemcs
BbICOKOUYBCBUMENbHBIM NoKazamenem mpomboobpasosanus. Bmecme ¢ mem smom
mecm Xapakxmepusyemcs HU3KoU CneyuhpuuHoCmoio, NOCKONbKY yeeluderue yposHet /-
oumepa Hab0Oaemcs npu pazuvlx cocmosnusax, 6 mom uucie npu HC. B cea3u ¢ smum
HOpMANbHblll  YposeHb [[-Oumepa 6 Kpo8U C BbICOKOU CMENneHblo 6epOosmHOCmuU
ceudemenvcmeyem o6 omcymcmeuu mpomobo3a, 6 mo 6pems KAk Nnpu 6blsAeleHuU
NOBLILEHHBIX 3HAYEHUL 21020 NOKA3amens Moxicem nompebo8amvcs 0ONOIHUMENbHOe

UHCmMpyMeHmanvHoe 0bcredosanue 0l UCKTIOUEHUs/NO0OMBEPIHCOeHUs MPoMOOo3a.

2.4 UucTpYMEHTAJNBHBIE AMATHOCTHYECKHE MCCIeI0BAHNSA

Msbl pekoMeHAyeM BCeM NalUEHTaM C MPEeANoiIaraéMbiM WM  MOATBEPKICHHBIM
quarHozoM MH BBINOIHUTH MHCTPYMEHTAIbHYIO IMarHOCTUKY B 00beMeE, JOCTaTOYHOM
JUTSL UCKITIOUEHUS 3a00J1eBaHUI/COCTOSTHUM, CBSI3aHHBIX C pa3BuTHeM BTopuyHoit MH (cMm.
tabn. 3) [10,28,47,66-68,70,72-74].

YpoBenb  yOenurtenbHocTH  pekoMeHaamuii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuu: Pexomenoayuss npedcmagnsem coboii dKcnepmHoe MHEHUue U
ompasxgcaem cmaHOapmHulii. NOOX00 K UHCMPYMEHMANbHOU OudzHoCmuKe Haubdosee
yacmo - ONuUCHlGAeMbIX 6  Jaumepamype  310KAYECMEEHHbIX — HOB8000pA306aHULl,

accoyuuposanHwvix ¢ pazsumuem MH, 6 yacmnocmu, onyxoneu n1eekux u 0peamos epyoHol
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KIeMmKU, JHCelyOKd, KUWEUYHUKA, NpeoCmameibHOl, MOJOYHOU U WUMOBUOHOU dicere3
[10,28,47,66-68,70,72-74]. Iloopobnocmu cm. eviwe (kKommenmapuu 6 paszoeine «2.3
Jlabopamophvie ouacnocmuyeckue uccied08aHus»).

Mpl pekoMeHlyeM y MalMeHTOB ¢ IMPEANoiaraéMbIM HIIM MOATBEPKACHHBIM JIMarHO30M
MH u takumu TpaaurmoHHbIMU (hakTopamu pucka pasutus OIIIl, kak BbIpaXKeHHBIN
HC w/umu  cHmwkenne CK®, mnpm paccMOTpEeHHH BO3MOXXHOCTH IPOBEIACHUS
BU3YAIM3UPYIOLIUX MCCIEIOBAHNIN C KOHTPACTHBIM YCHIIEHUEM OI[CHUBATH COOTHOILICHHUE
NoJb3bl (B TOM YHMCIIE JUArHOCTUYECKOH LEHHOCTH pE3yJIbTAaTOB HCCIECIOBAHUSA, UX
BJIMSHUSL HA OINpeEesieHue TAKTHKU JICYEHHUS U OLEHKY MPOTHO3a) U PUCKA C IIEINIBIO
CHIKEHHS BEPOSATHOCTH pa3BUTHs moctkouTpactaoro OIIII [47, 75].

YpoBenb  yOenurTeabHOCTH  pekoMmenaauumii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuu: DxcnepmHnoe mMueHue 0mHOCUMENbHO PACNPOCHPAHEHHBIX KIUHUYECKUX
cumyayutl,  mpeOdylOWUx  NPoBeOeHUss  BU3YANUSUPVIOUUX  UCCTe008AHUL  C
BHYMPUCOCYOUCMBIM 86€0€HUEM KOHMPACMHBIX CPeOCm8, NPUMEHEHUe KOMOPbIX MONCEMm
cmamv  NPUYUHOU  No8pexcoeHus novek. Bozmooxcnocmv  npumenenuss  maxux
OUACHOCMUYECKUX MemOo008 Cledyem paccMampuéams HA UHOUBUOYAILHOU OCHO8e C
Yuemom nojb3vl pe3yibmamos Uccie008anus 0 NayueHma u NOMeHYuUaibHblX PUCKO8, 8
MOM YUCIe CO CMOPOHbL NOYEK.

MpbI peKOMEHTyeM TP TIOJJ03PSHUN Ha Pa3BUTHE y IMAIMEHTOB C MPEAIOJIaracMbIM A
noareepxkieHHbIM auarHosoM MH ¢ HC tpomOoTHYecKHX OCIOXKHEHMH MCIOJIb30BaTh
JUTSE UX TIOJATBEPXKICHUS METOABl WHCTPYMEHTAIBLHOW TUATHOCTHKH, TpEJiaracMble B
COOTBETCTBYIOIIMX KIMHHYECKUX pekoMeHaanusx [36,37].

YpoBenb  yOenurtenbHocTH — pexoMengaumii C  (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

KommenTapuu: Pexomenoayuss npedcmaénsem coboi dKcnepmHoe MHEHUe U
ompaoicaem CMAHOAPMHBILL NOOX00 K UHCMPYMEHMANbHOU OUACHOCMUKE YacCmo

pazeusarowuxcsa npu MH mpom602mM601utecKux 0CioHcHeHUll.

2.5 UHble TMArHOCTHYECKHE UCCAeT0BAHUS

Mu1 PEKOMEHAYEM Yy MAIMCHTOB C MpEarnojJaraCMbiM JHArHo30M MH Inpru OTCYTCTBHUU
HpOTI/IBOHOKaSaHI/Iﬁ BBIIOJIHATh OWOIICHIO ITOYKHU oA KOHTPOJIEM YJIbBTPa3BYKOBOI'O
HCCICOOBaHUA C IoCICAYyIOIUM naToJIOro-aHaTOMH4YC€CKHUM HUCCICIJOBaHUEM
OMOIICHIHOTO MaTepuaia jd HNOATBCPKACHHUA JUArHo3d, OLCHKH BBIPAXKCHHOCTU

MMPU3HAKOB aKTUBHOCTH U CKIICPOTUUYCCKUX PI3MCH€HPII>1, OIIPCACIICHUA ITPOTrHO34a, a TAKIKEC
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BbIOOpa Metoa neuenus [10,33,45,47,76-89].

YpoBenb  yOenuTenbHOCTH  pekoMeHgauumid B (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

KommenTapuu: [lpogedenue o6uoncuu nouxu ¢ mop@onocuteckumu uUcciedo8aHusmu
npenapama Co2NacHO YCMAHOBIEHHOM)Y MNOPAOKY O OAHHO20 6UO0d UCCAe008AHUS
ABNACMCA  CIMAHOAPMHBLIM ~ MEeMOOOM — OUACHOCMUKU — PA3HO0OPA3HbIX  OUhy3HbIX
HOpadCeHull opeauna, 4mo ¢ Y0eOumenbHOU O0KA3amenbHOU 0a30lU OMpadliceHo 6
Kaunudeckux pexomenoayusx no XBII M3 P® 2021 2. [47]. I[puosicusnennvle
Mopgonocuueckue OarnHvle HEOOX0OUMBL O/ ONpedesleHUs. A0eK8AMHOU SMUOMPONHOU U
namozeHemu4eckou mepanuu ¢ Yeavlo KYNUpPOBaHus. AKMUHOCMU NAMOL0SULECKO20
npoyecca, MOPMONCEHUS NPOSPECCUPOBaHUsi U NpeoynpelcoeHus: HebIa2oNnPUsmHbIX
ucxo0oe bonesnu nouex [20,21,87,78,83].

Huacnoz MH ocHosviéaemcs na pe3yibmamax mMopghoio2uiecko2o ucciedo8aHus mranu
NOYKU, KOMOpoe dauje 8ce20 Npoeoosim 6 ceA3u ¢ eviaenrenuem y nayuenmos HC unu
cmotikou cyornegppomuyeckou I1Y. Bozmoocno evissnenue MH (kak npasuio, smopuyHvlx
Gopm unu couemanua MH c Opyeumu eapuanmamu nopasdceHus nouex) y nayueHmos c
ocmponeppumuueckum CUHOPOMoM, npocpeccupyioujels oucpynxyuei nouex [10, 33].
buoncus nouxku saensemcs 3on0meim  cmanoapmom  ouacnocmuxku MH. Oonako
udeHmugurayus 6 nocieoHee oecamuiemue cOOCMBEHHbIX NOOOYUMAPHBIX AHMULEHO8 U
aymoanmumesl K HUM NO3BOAUNA 00CYHCOAMb HEUHBAZUBHDBIL NOOX00 K OUACHOCMUKE
IIMH, ocnoeanmbsiil, 8 nepgyto ouepeos, Ha eviasienuu 6 cvigopomke kposu AT k PLAZR.
Ungopmamuenocms  3moco  mecma Ha  Ce200HAWHUL — O€Hb  NOOMBEPHCOECHA
MHO20YUCTIeHHbIMU  Uccliedoganuamu. Tak, 6 mema-ananuze 15 uccredosanuil,
sxatouaswux 2212 nayuenmos (710 nayuenmoe ¢ MH u 1502 nayuenma, cocmasuuiux
KOHMPOIbHYIO 2pynny), yyecmeumenvHocms gviagnenus aumu-PLA2R-AT e cvisopomxe
o ouaenocmuxku MH cocmasuna 78%, a cneyuguunocms 99% [54]. 95%
dogepumenvbHulli  unmepgan cneyuguunocmu cocmasun om 0,96 oo 1,0, umo
CONOCMasumMo ¢ ouazHocmudeckumu nokasamenamu ouoncuu nouku [54]. Ilockonvky
onpedenenue AT k PLA2R 6 cwigopomke Kposu no360.5em ¢ GblCOKOU MOYHOCHbIO
yemanosums  ouacnoz IIMH u usbedxcamv NOMEHYUAnbHbIX PUCKOS8, CBA3AHHBIX C
buoncueii nouxku (cemamoma, KpogsomeueHue, 63AmMuUe  HEOOCMAMOUYHO20 Ol
OKOHYAMeNbHO20 OUAcHO3a Mamepudaia u op.), Yy NayueHmos ¢ OOHAPYHCEHHbIMU 8
cvigopomre kposu AT k PLA2R u xapaxmepnoti onss MH xnunuuecxot kapmurou (HC
unu cybnegppomuuecxasn ITY, CK® > 60 mn/mun/l,73m?) npeonazaemca ne nposooums

NYHKYUOHHYIO OUONCUIO NOYKU MOAbKO O noomeepoiicoeHus ouacnosa MH 6sudy
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8bICOKOU cneyuguunocmu ceponocuyeckou ouacrocmuxu [94,61-63]. Heuneazusnas
ouaenocmuxa IIMH makoice modcem umemv OONOIHUMENbHBIE NPEUMYUECNEd )
NAYUeHmo8 ¢  OMHOCUMENbHbLIMU — NPOMUBONOKA3AHUAMU K OUOnCuu  NOYKU
(eOuHCmMBEeHHAs NOUKA, HAPYULeHUE C8ePMbLBAeMOCU KPOBU U M.O.).

B nedaenux uccneoosanusix nokazana OONOIHUMENbHASA YEHHOCMb OUONCUU NOYKU O
ouaznocmuxu MH y nayuenmos ¢ nonosxcumenvhvimu yposuimu AT k PLA2R [61-63].
Ycemanosneno, umo 'y nayuenmos 6e3 cucmemnvix nposgienuti, co CK®D >60
ma/mun/1,73m* u nonoscumenvnoim mecmom na AT k¥ PLA2R npu negpobuoncuu &
OCHOBHOM 0dcudaemo evisasninace MH u auwwb 6 ouensv pedxux cayuasx covemanue MH ¢
Opyeoll namonocueu, KOMOpAas He OKA3bI8ANd CYUWEeCMBEHHO20 GIUAHUA HA MAKMUKY
nevenuss MH. B mooice spems cpeou anmu-PLAZ2R-AT-nozumuenvix nayuenmos co CK®@
<60 ma/mun/l,73m* s3nauumenvro yawe ewiaeaiocy covemanue MH ¢ Opyeotl
namosozuetl (0Cmpvim UHMePCMUYUATIbHLIM Hedhpumom, ouabemuyueckol Hephponamueltl,
oCmpuIm KAHAbYeBbLM HEeKPO30M, HeA-negpponamuertl, NOLYIYHHBIM
2nIoMepyIoHehpumom u op.).

Taxum obpasom, y anmu-PLAZ2R-AT-nozumusnvix nayuenmos c Hopmanvroti CK®
MOJICHO — 8030epiicamvbCsi  Om  NpOoBedeHus OUONCUU  HOYKU  MONbKO C  Yelblo
noomeepoicoenus ouaznoza IIMH. Oonaxo nayuenmam ¢ nogvtutennvimu mumpamu AT k
PLA2R u nemunuunoii ona MH xnunuuecxoii kapmunoii (CK® < 60 ma/mun/l,73m* 6
Odebrome 3ab01e8anust, OCMpbll HePPUMUYECKUN CUHOPOM, ObICIMPONPOSPeCccUpyrouiasn
noueuynas HeoocmamouyHocmv u 0p.), a maxdce nayuenmam ¢ HC, coxpansrowumcs
Hecmompst Ha cHudxcenue/ucuesnosenue AT k PLA2R 6 npoyecce neuenus, buoncus nouxku
Heobxoouma Onisl  B8blAGNIeHUsT OONOJHUMENbHbIX, nomumo MH, mopgonocuueckux
UsMeHeHUl, 1excauux 8 ocHose npozpeccuposanusi XbII, komopwsie mocym noseiuams Ha
MAKmuKy JleyeHuss nayueHma u e2o npocro3 [32,62] Ilpu npunamuu peweHus o
npogedeHuu OUONCUU NOYKU HeoOXOOUMO YHUUMbIEAMb PUCKU, CEA3aHHble C Ouoncueti
(cxema 1).

Hayuenmam c xapaxmeproti 011 MH xaunuueckou xapmuwnou (HC wunu cmotixas
cybnedppomuueckasn ITY, CK® >60 mn/mun/l,73m?) u ompuyamenvuvimu AT k PLA2R 6
CbIBOPOMKE KpPOBU DPEKOMEHOYemcsi GblNOJHEHUe NYHKYUOHHOU Ouoncuu nouku O
noomeepoicoenuss ouacnosa MH. ITlpu ompuyamenvnvix mumpax AT x PLA2R &
CblBOpOMKe KpOoBU yenecoobpasno ucciedosamov Hanuyue anmucena PLA2R 6 mxanu
nOYKU, Ymo aensAemcsa 0onee Yy8CMBUMENbHbIM mecmom 0asa ouacHocmuxu PLA2R-
accoyuuposannou MH [5,32,90-92]. Hanpumep, y nayuenma c¢ I[IMH mozym 6Ovimb

NONYYEeHbl JIOXCHOOmpuyamenvHole pezyivmamsl npu onpedeneHuu AT x PLAZR &
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CblBOpPOMKE KPOBU 8 C8A3U C UX HUSKUMU MUMPAMU 8 CUCMEMHOU YUPKVIAYUU, HO
0uazHo3 8 OAHHOM Clyuae moxcem Ovimv noomeepaicoen npu vissienuu PLA2R 6 mxanu
nouex. Kpome moeo, cywecmseyem muenue, umo 6 pauueil ¢pase IIMH AT k PLA2R &
CblBOPOMKE KPOBU MO2YH OMCYMCMB08AMb, NOCKOIbKY AKMUBHO OeNnoHUpYrOmcs 8

MKAHU NOYEK, HO NOAGIAIOMCS 8 OalbHelweM npu boaee OnumenbHom Habaooenuu [5].

3. JqueHne, BRKJIIOYasd MCANKAMECHTO3ZHYI0O U HEMEINKAMEHTO3HYIO TEPanunuu,

AHETOTEePaNnIo, 00e300/1UBaHNEe, MEAUIUHCKHE IOKA3AHUS U

NMPOTUBONOKA3aHUA K IPUMECHCHUIO METO0B JICHCHUS

3.1 Iloaaep:xuBaKIIasi PEeHONPOTEKTUBHAN Tepanus

[Tatmentsr ¢ I[IMH no/mkHBI MOJIy4aTh ONTUMAIBHYIO MOJJICPKUBAIOLIYIO TEPAIHIO C

HCJIBKO MMPEAYHPCIKACHUS PA3BUTHA U KOPPCKIHUN HUMCIOIIUXCA OCJIOJKHEHUM 38.6OJ'ICBaHI/I${, qTo

OKa3bIBACT ITOJIOKHUTCIIbHOC BJIHMAHUEC Ha TCUCHUC Heq)pOHaTI/II/I " 3HAYUMO YJIydlIacT IPOTrHO3.

MepornpusaTus B paMKax MOAAEPKUBAIOLIEH Tepanuu JOJIKHbI ObITh HAIIPaBJIEHbI HA CHU)KEHUE

ITY u nHopmamusanuto AJl, 3amenieHue ckopoctu nporpeccupoBanus MH, mpodunaktuky u

JIeUeHHEe METa0OIMYECKUX U TpOM6OTI/I‘IeCKI/IX OClIOKHeHuM. B pdaac CiiydacB 3TO ITO3BOJIACT

OTCPpOYHUTH HAYAJIO HMMYHOCYHPGCCHBHOﬁ TCpallun H/unu YMCHBIINUTL €€ 00BeEM.

Baxnyro ponb urpaer momudukanus odOpasza KH3HH, B TOM YHUCJIC M3MCHCHHE JIUCTHI

(orpaHuyeHue NOTpeOJIEHUs HATpUs, YMEPEHHOE OrpaHMYEHUE KOJUYECTBA MOTPEOIIEMOTo

OeJka, BKIIFOYEHHE B PAIlMOH pa3pelIeHHBIX MPOJAYKTOB), 00ECTICUeHHE aIeKBaTHON (PU3nUecKon

AKTUBHOCTH, OTKA3 OT KYpCHHA U OTPAHUYCHUC l'IOTpe6J'IeHI/IH AJIKOI'OJI4.

Msl pekomennyem BceM mnaumeHtam ¢ MH u [1Y>0,5 r/cyr, y xortopsix XBII
COOTBETCTBYET 1-4 craguu, NpU OTCYTCTBUM IMPOTHMBONOKA3aHUI IPOBOAMUTH TEPAIHUIO
CpEICTBaMH, JEHCTBYIOIIMMHM Ha PEHMH-aHTMOTEH3MHOBYIO CHUCTEMY (MHIMOMTOpaMu
AIl® wunu aHtaroHucramu penentopoB aHruotensuHa II) ¢ unenbto cHmwxkenus I1VY,
3aMeJIeHUs. CKopocTHu mporpeccupoBanuss XbII M yMeHBIIEHHS pHCKa CEpAEYHO-
COCYIMCTBIX COOBITHI ¥ 001eit cmepTHOCTH [93-98].

YpoBeHb  yOeaAMTENbHOCTHM  peKoMeHAauuid A  (YpoBeHb [10CTOBEPHOCTH
JI0KA3aTeJbCTB — 1)

Ms1 pexomenayem y nanuentoB ¢ [IMH n XBII 1-4 ctannu, y KOTOpBIX OTHOLIEHHE
anmsOyMuH Moun/kpeaTHHuH Moun >200 mr/r 1 pCK® > 25 mn/mun/1,73 M? u koTopsie
HE HYKJAIOTC B MMMYHOCYIIPECCUBHOW T€pamnuu, MpU OTCYTCTBUU IPOTUBOINOKA3aHUI
paccMOTpeTh BO3MOKHOCTh MPUMEHEHHsS MHIMOUTOPa HAaTPUH3aBUCUMOTO MEPEHOCUHKA

II0K03bl 2 Tumna (Hanarnuiao3uH™**, smnarnudiao3uH™**) ¢ 1enplo CHUXKEHHS pUCKa
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nporpeccupoBanusa XbII, a Takxke prcka cMEpPTH OT CEpIEUHO-COCYAUCTBIX OCIOKHEHUN
[99-102].

YpoBeHb  y0eqUTEIbHOCTH  peKoOMeHIanuii A  (YpoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJbCTB — 2)

Kommenrapumn:  Muozoyenmpogoe  06otiHoe  clenoe  niayeOo-KOHMpoupyemoe
pandomuzuposannoe ucciedosanue DAPA-CKD no uzyuenuio s¢gppexmos uneubumopa
HAMPU3a8UCUMO20 NEePEeHOCUUKa 2nioKko3bl 2 muna oanaznughnosuna™* (10 me/cym) 6
nonynayuu nayuenmos ¢ XbIl (n=4304) ouabemuueckoii u Heduabemuueckou npupoosl
(omnowenue anvoymun mouu/kpeamunurn  mouu  200-5000 me/e, pCKD>25-715
ma/mun/1,73m%) nokasano, umo no cpagnenuro ¢ niaye6o Oanaziugrozun** yayuuan
noueunvle Ucxoovl (ymenvwan pucku cuudcenus pCK® na 50% om ucxoonoco yposHs,
00CMUICEHUsT MEPMUHANLHOU NOYEYHOU HeOOCMAMOYHOCMU, CMePMmU Om NOYEUHbIX
NPUYUH), CHUICATL CMEPMHOCMb OM Cepoedo-coCyOUCmblX 3a00Ne6anutl U 00wy
cmepmuocmo  [99-101). Tlpu smom 6viria noomeepoicoena 0e30naACHOCHb  IeYeHUs.
oanaznu@nozunom™>. Auanuz 6 nooepynnax noomeepounl CoOXpaHeHue NOYEeUHuIX U
cepoeyrno-cocyoucmolx 3¢hghexkmos oanacnughnozuna™* nezasucumo om npupoowvt XbI1
(Ouabemuueckas negpponamus, XI'H, cunepmonuueckas nepponamus u op.) [99-101]. B
HeOasHeM Memaananuze KPYNHulX N1aye00-KOHMpOIUpyemvlx UCCIe008aHUll 68 PYNNY
«/pyeue enomepynonegppumoly Ovinu exaouensvt 136 nayuenmos ¢ MH (yuacmuuku
uccneooganuii DAPA-CKD u EMPA-KIDNEY), umo cocmasuno 14% om eceii epynnul.
Ilpumenenue Oanaeaugrosuna unu SMRASAIUPIO3UHA Y NAYUEHMOE U3 IMOU SpPYNnnbl
npuseno K cHudcenuto pucka npoepeccuposanus XbI1 na 32% (omnowenue puckos 0,68,
95% oosepumenvuoiii unmepsan 0,46-1,02) [102].

Taxum obpasom, pezyromamol uccieoosanus DAPA-CKD u 6onee nozownezo
uccneoosanuss ~ EMPA-KIDNEY  noseonsiom  pexomenoosamv — paccmompems
B03MONCHOCMb HA3HAYEHUs NPEenapamos OaHHOU epynnvl 8 Kauecmee cpeocme Kapouo-
Hegponpomexyuu nayuenmam ¢ XbII 11060t npupoost, 6 mom uucie screocmaue [IMH.
THayuenmam ¢ XBII oanazcnugpnozun™* pexomendyemes nasnauame 6 0ose 10 me 1 paz 6
cymku enympo npu pCK® >25 mn/mun/l,73 Mm%, 6 Oanvuetiwem npuem npenapama
Modcem Obimb NponoHeuposan u npu 0Oonee Huzkux suavenusx CK®. Heobxoouma
KOppeKyus. 003bl Y NAYUEHMO8 C HapYuleHuem (QYHKYUU NeyeHu MANCeNOol CMeneHu:
HauanvHas 0o03a npenapama 5 me. Iloopobnas ungopmayus npedcmaeieHa 8
UHCMPYKYUU NO NPUMEHeHUl0 JleKapcmeenHo2o npenapama (cm. Iocyoapcmeennbiil

peecmp nekapcmeennvix cpeocmea, http://grls.rosminzdrav.ru). V nayuenmos ¢ XBIT

pekomeHnoyemas 003a smnaznugnosuna cocmasnsiem 10 me 1 paz 6 cymxu 6Hympb.
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Mps1 pekomenayeM y Becex nanueHToB ¢ MH u guciaunuaemued npoBOIUTh KOPPEKIIHUIO
HApYLICHUI JIMITUTHOTO OOMEHa COTJIACHO TEKYIUM PEKOMEHJALUAMHU JJIs MallMeHTOB C
XBbII [47,103,104].

YpoBeHb  yOenuTeIbHOCTH  peKoMeHIauuii A  (YpPoBeHb /10CTOBEPHOCTH
10Ka3aTeJIbCTB — 2)

Mbr pexomenayem Bcem mnanpeHtaM ¢ MH u  XBII CI1-C5[ B otcyrcTBUE
MPOTUBOMNOKA3aHUI CTPEMUTHCS K COOJIOJEHUIO JMEThl C YMEPEHHBIM CHHKEHUEM
xsopuna Hatpuss a0 100 MMonb/cyT (KBUBAJEHT <5 T' COJIM) C LENbI JOCTH)KCHUS
yny4menus Koutpois Al u nedponporekimu [47,105,106].

YpoBeHb  yOenuTeIbHOCTH  peKoMeHaauuii A  (YpoBeHb  J10CTOBEPHOCTH
0Ka3aTeIbCTB — 1)

KommenTapuu: Hecmomps Ha Ookazannoe NoOn0JiCUMENbHOe 6GIUsHUEe O02PAHUYEHUS]
KOnu4uecmea nompeoniemo2o ¢ nuweu Hampus Ha koumpoab Al u cuudicenus pucka
cepoeuno-cocyoucmuolx  3abonesanuti  (CC3) [105,106/, 6 wnacmoswee epems
YCMAHOBNEHO, YMO U30bIMOYHOE O2paHudeHue NnompeoOieHus Ccoau He SABJIAemcs
ONPABOAHHLIM C (PUIUONOSUYECKOU MOUKU 3PEHUS, NOCKOAbKY NPU 9MOM HAOI00Aemcs.
nogviuenue pucka cmepmu om CC3, conocmagumoe ¢ makogvim npu ynompeoOieHuu
nampusi >6 2 6 cymku [107,108].

Msbl pekomeHnayem BceM manueHtaM ¢ MH cobOmronaTe aMeTry ¢ ONTUMAbHBIM
coJiepKaHreM OeNKOB, APYTUX HYTPUEHTOB U MUHEPAITBHBIX BEIIECTB B 3aBUCUMOCTH OT
craguun XbII cormacHo nedcTBYIOIIMMM peKOMeHmauusamu i nauueHroB ¢ XbII ¢
1eJIbI0 TOPMOYKEHHSI TpOrpeccupoBanus auchynkimu novek [47,109,110].

YpoBeHnb  y0enuTeIbHOCTH  peKoMeHIauuii A  (YpPOBeHb /J10CTOBEPHOCTH

JI0Ka3aTeJbCTB — 1)

3.2 AHTHKOATYJISHTHAS Tepanus

Mbl  pekoMeHayeM ~ BceM ~ nmammeHTaMm ¢ MH W TIOATBEpIKICHHBIMH
TPOMOOIMOOTUYECKUMH OCJIOKHECHUSAMHU JJIi WX YCTPaHEHHs TPOBOJHWTH TEPANUiO B
COOTBETCTBUH C JICHCTBYIOIIMMHU KJIMHUYECKUMHU PEKOMEHIAIUSAMHU M0 JICUYCHHUIO
BEHO3HBIX U apTepHAIIbHBIX TPOMO0IMOOIHUECKUX ocaoxHeHui [36,37].

YpoBenb yOeaureqabHocTH  pexkomeHaaumid C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Msi pexomenayem y manueHtoB ¢ MH u HC mpu pemienun Bompoca O Ha3HaYCHUH
AQHTHKOATYJISHTHOW  TepamuM ¢  [eJb0  NPOQUIAKTUKH — TPOMOOIMOOIHUECKUX

OCIIO)KHEHHUM YUUTBIBATh YPOBCHb aJ'IB6yMI/IHa B CBIBOPOTKC KpPOBH, a TaAKXKXC PHCKH
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Tpombo03a u kpoBoteuenus [111,112].

YpoBenb  yOenuTeibHOCTH  pekoMeHaaumii B (ypoBeHb  /10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 3)

Ms1 pexomenayem mnamueHtaM ¢ MH wu rumoansOymmHemueidn <28 T1/1 TpPOBOIUTH
AHTHKOATYJISIHTHYIO TEPaIvio B TCUEHHE MEpBhIX 6 MecsneB nepcuctupoBanust HC wumu
JI0 TIOBBINICHHSI YPOBHS albOyMHWHA B KpoBH >28 r/1 (B 3aBHCHUMOCTH OT TOTO, YTO
HACTYIHT PaHbIIIC) s MPOMUITAKTUKHE TPOMOOIMOOIHMUECKUX ocaoxHenui [111-116].
YpoBenb  y0eauTeabHOCTH  pekoMenaaumii B (ypoBeHb  jJ10cTOBepHOCTH
10Ka3aTeJIbCTB — 3)

Kommenrapumn: Yposenv anvbymuna se61semcs 3HAYUMBIM NPEOUKMOPOM PA36UMUSL
BEHO3HBIX MpPOoMOoIMOOIUYeckux ocnoxchenuu npu HC [112,113,116,117]. Taxcecmo
2UNOANLOYMUHEMUU — PACCMAMPUBAIOM 6  Kayecmee  CYppoeamHoz2o  Mapkepad,
ompasicarowezo cmeneHb OUcCOAIaHca Mexucoy npo- U NPOMUEOMPOMOOMUUECKUMU
Gaxkmopamu, u Koppemupyoue2o ¢ puckom mpomoomuueckux ociodcHerutl. Ilopozogvie
3HAYEHUsT KOHYEHMpayuu anbOyMUuHd 6 CblBOPOMKe KpPOBU, NPU KOMOPBLIX CAedyem
HAYUHAmMb NPOPUIAKMUYECKYIO AHMUKOAZYIAHMHYI0 MEPANUIo, 4emKo He YCMAHOBIeHbL,
8 Mo dice épems 6 OONbUUHCIEE UCCIe008AHULl 8 Kauecmee MmaKoeo NOKa3amelis
npeonazaemcs. paccmampuéams yposHu amvoymuna 6 npeoeiax 20-30 2/n [111-113].
Ilpu onpedenenuu nopocoBvIX 3HAUEHUL CbIGOPOMOYHO2O ANbOYMUHA, NO-6UOUMOMY,
MaKaice YenecooopasHo yuumuleams Memoo, ¢ NOMOUWbIO KOMOPO20 NPOBOOUNCA AHANUS.
Tak, no oannvim van de Logt u coasm. [118], yposuio anvbymuna 6 ceieopome Kposi,
pasHomy 25 2/1, onpedeneHHOMY KOIOPUMEMPUUECKUM MemOOOM C OPOMOKDPE30JI08bIM
3€/IeHbIM, COOMEemcmayem KOHyeHmpayus amoymuna, pasnas 20 2/1, nonyuewnas c
UCNONB308AHUEM —~ OPOMOKPE307108020  NYPHYPHO2O — UMW  UMMYHOHederoMempuu.
CoomeemcmeenHo nopocosvie 3HaAUeHUs KOHYEHMPAyuu Cbl8OPOMOUYHO20 dAlbOYMUHA,
npU  KOMOPBIX DPEKOMEHOYEeMcsi HAYUHAMb NPOPUIAKMULECKVIO AHMUKOAZYISIHIMHYIO
mepanuio, pasiudaromcs 8 3a8UCUMOCIMU O MEMOO08 ONPeOeleHUs.

B xocopmnom uccnedosanuu S. Lionaki u coasm. [113], exnmouasuiem 898 nayuenmos c
IIMH, puck BTOO eo3pacman 6 2,13 paza npu CHUdMCEHUU YPOBHS CblBOPOMOUYHOSO
anvoymuna Ha xaxcovie 10 2/n, npu smom nopoeogoe 3HaueHue YpoGHs AlbOYMUHA 6
Kpo8uU, Hudce Komopozo puck passumus BTOO snayumo yeenuuusancs, cocmasuno 2,8
e/on (28 o/n). C yuemom smux pe3yiomamos MOdicem o00CyHcoamvcs NOBblULEHUE
nop0206020 3HAYeHUs OJi HAYANAd NPOPUIAKMUYECKOU AHMUKOA2YIAHMHOU Mepanuu y
nayuenmos ¢ IIMH oo 28 2/n, emecmo 20-25 /1, Kax peKoMeHO08Al0Ch panee

[45,111,119/. /lonoanumenvhvim apeymeHmom Ciyxcum 6oiee 8biCOKAs NO CPABGHEHUIO C
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opyeumu  MOp@ONIOSUHEeCKUMU — 8APUAHMAMU  2lOMepYIoHedppuma  vacmoma
mpombomuueckux ocirodxchenuii npu MH (0o 10,8 pa3z eviwe, yem npu IgA-negpponamuu)
[120].

Yuumeieas maxcumanvrvlil puck 603HUKHOBEHUL MPOMO0306 6 nepevle 6 Mecsayes nocie
svisenenus HC [112,115,116,121], npoguraxmuueckyro anmukoa2yissHmuyo mepanuro
cnedyem HAYUHAMb KAK MOMCHO pamvblie, OOHAKO NpU IMOM HeoOXO00UMO OYeHUMDb
COOMHOWEHUe pucka mpomb6o306 u pucka kpoeomeuenuti. T. Lee u coaem. [122]
paspabomanu  WKAny, OYEHUBAIOWYIO BEPOSIMHOCMb  PA3GUMUs  00HO20 — CYy4as
KPOBOMeUeHUsI HA ONPeOesleHHOe YUCTO NPeOOMEPaUeHHbIX MPOMOO308 NPU HA3HAYEHUU
sappapuna™* nayuenmam ¢ MH (cm. http://www.med.unc.edu/gntools/bleedrisk.html).
Oma wxana ucnonvzyemcs 8 npeonoxcennom J.M. Hofstra u coasm. [111] anecopumme
anmukoazyisumuon mepanuu y nayuenmos ¢ MH u HC. Aneopumm makoice sxnouaem
OYEHKY pUCKa apmepuanbHulx mpombosmoonuueckux coovimuti (AT30), komopwiii
onpedensemcs Kak mMpaouyuoHHuIMU (803pacm, HAludue 6 aHamHe3e ApMepuUanIbHbIX
mpomb0306, caxapHoz2o ouabema, aApmMepuaIbHOU SUNePMeH3UU U KypeHus), max u
«noueynvimuy (yposuu I1Y, pCK®) ¢pakxmopamu [116,121,123].

Ilpocnexmusnvie PAHOOMUBUPOBAHHbBLE UCCIE008aAHUS npoghunaxmuueckoi
AHMUKOARYIAHMHOU MEePAnuu He NPOBOOUTUCh, MeM He MeHee 8 psoe PempOCneKmMUEHbIX
aHanuzos NnoKasaua aghpexmusHocmo nPouUIAKMUYLECKO20 npuMeHeHUs
anmumpobomuyeckux cpeocms (sapgapuna**, npenapamos uz cpynnvl cenapuma) y
nayuenmoe ¢ I[IMH [114,122,124]. Hexomopvle asmopvi npeoiazarom HA3HAYAMb
nayuenmam c¢ IIMH ayemuicaruyunogyro xuciomy**, 6 uacmuocmu npu ypogHe
chlgopomouHo2o anvboymuna om 25 0o <32 2/n u evicokom pucke ATO0 [111].
Obcysicoaemess makoice HA3ZHAYEHUe AYEeMUICATUYULOBOU KUCIOMBL** nayuenmam ¢
couemanuem gvicokoeo pucka BTIO u evicokoeo pucka kposomeyenus [111]. Oonaxo
NOCKONbKY OaHHble O pOaU  AYemuIcaluyunrogoll Kuciomel™* 6 npoguiakmuxe
mpombomuueckux coovimuti npu HC npomueopeuusvr [113,116], pexomendyemcs
nOOX00UmMb K peueHuio 8Onpoca O ee HA3HAYEeHUU UHOUBUOYAILHO 6 KAHNCOOM
KoHKpemnom cayuae. Ha cxeme 2 npedocmaénien mMoOUpUUUPOBAHHBIL aNOpUMM
HAa3HavyeHus NpoGuIaKmu4eckol anmurkoazyisihmuou mepanuu nayuenmam ¢ IIMH. B
mabauye 7 npusedeHvl  npenapamvl,  NPUMeHseMble  Oad  NPOPUIAKMUKU
mpombomuueckux ociodxcHenutl y nayuenmos ¢ [IMH u HC.

Ilpu evibope npenapamog 01 NpoeedeHus NPOPUIAKMUYECKOU AHMUKOA2YIAHMHOU
mepanuu HeobXo00UMo yuumvléams ocobeHHocmu ux gapmaxoxuremuxu 6 yciosus HC.

Tak, npu msaoscenol 2unoanrbOymMuHeMuu npumeneHue sapgapuna™* moocem npusecmu K
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PA36UMUIO 2eMOPPASULECKUX OCTIONCHEHULL U3-3A HAPYULEHUs NOTHOYEHHO2O CE53bl8aAHUS
sapgapuna** c arbbymunom, Ccre0o8amenvbHo, 6 MmMaKou cumyayuu nompeodyemcs
yacmolll. MOHUMOPUHE MENCOYHAPOOHO20 HOPMAIUu308anno2o omuowenus (MHO) co
CB0eBPeMeHHOU  KoppeKkyuell 003vl npenapama. I[lpenapamer u3 epynnvl cenapuHa
(#onoxcanapun nampus** 40 me nookoxcno 1 p/cym, #oarmenapun nampus 2500 ME
nookooicho 1 p/cym, #naoponapun xanvyus 2850 anmu-Xa ME nookooicno 1 p/cym) 6
cuny APONOH2UPOBAHHO2O AHMUMPOMOOMUYLECKO20 oeticmeausl, bonvuel
ouodocmynnocmu, 00YCI061eHHOU MeHbuUlell CHOCOOHOCMbIO C8A3bLIBAMbC C OelKamu
KpOBU, MO2YM PACCMAMPUBAmMuvCsi KAk npenapamvl 6bloopa 0711 NpOoPUIAKMUYECKOl
anmuxoazyrsnmuoii mepanuu npu MH ¢ HC u CK® >30 ma/mun/1,73 Mm% B mo oce
epems, uacmo eviagisemoe npu HC cHuocenue axmusnocmu aumumpomouna I,
KOMOpbLL  61eMCsl  NIA3MEHHLIM — KOQAKMOPOM — 2enapuHd, MOdiCem  CHUNCAMb
appexmusnocmev nocneoneco [125-127]. B omoil céazu y nayuenmos ¢ maxicenol
eunoanvoymunypuetl  neped  HasHawenuem HMI  yenecoobpasno  uccredoeamo
akmueHocmes awmumpomoéuna Il 6 kposu Ons npocHo3uposanus d¢hgexmusHocmu
mepanuu. {1 obecneuenus ONMUMAIbHOU 3phexmusHocmu npopuiakmuyeckoll
AHMUKOASYNSIHMHOU — MePanuy  npu  MadCeiol  SUNoaibOyMUHeMuu Npeoiazaemcs
Hauunamo aevenue ¢ HMI u no oocmuoicenuu yposns anvoymuna >25 2/1 nepegooums
nayuenmos na npuem sapgapuna** (yenesoe MHO 2-3).

Hannvie o npumenenuu npsamuvix uneubumopos paxmopa Xa npu HC oepanuuenvi
ONUCAHUAMU OMOENbHBIX CIyYaes u 00Hum Heborvuum PKU. Bo ecex smux pabomax (3a
UCKTIIOUeHUeM OOHO20 CIyYas) OYeHUBAanNdact 3phekmueHocms 6 OMHOWEHUU JleYeHus
mpombO0308, A NONYUEHHble Pe3VIbMamvl ObLIU NPOMuUsopeuusviMu. B eouncmeennom
nunomuom PKU, cpasnusarouem npumenenue #oarmenapuna nampus 5000 E/] 2 paza 6
cymku u #pusapoxcabana®* (30 me/cym) ona neuenus eenozuvix mpom6osos (TI'B u
TOJIA) y 16 nayuenmos c¢ HC (sxnouas 4 nayuenmos ¢ MH), #pusapoxcabamn™*
nPOOeMOHCMpUposa 6oLy d¢ppexmusnocms 6 nevenuu TI'B y nayuenmos ¢ HU3KOU
axmuernocmoio anmumpomoéuna Il no cpasnenuro ¢ HMI' [128]. Kpome mozo, mepanus
Xapakxmepu3o8anacs Xopouiel NPUSepICeHHOCmblo U He mpebosana mMoHumopunea. Tem
He MeHee MHO2ue npenapamsl dmou pynnvl, 8 yacmuocmu #pusapoxcaban™**, umerom
NPEUMYUIeCMBEHHO NOYEYHYIO IKCKpeyuro U, Cciedo8amenbHo, NpU HA3HAYeHUU Ux
NAYUEeHMam ¢ HapyuweHHoU PYyHKYyuell NoYex yeerudusaemcs puck kposomedenuti [129].
U3 npawmeix  uneubumopos  gaxkmopa Xa  Haubonree  NepcneKMuUSHuIM  OJA
npogunaxmuueckoco npumenenus y nayuenmos ¢ MH u HC npeocmasnsiemcs

#Hanuxcaban™*, y Komopoeo GenuuuHa noweyHou IKcKkpeyuu cocmasniem 27% om
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obuje2o KIupenca, ymo no3eosisem He KOppeKmuposams 003y npenapama y nayueHmos

co cnudicernuem CK® 0o 15 mn/mun/1,73 m?.

Tabauia

7. Ilpemnaparsl,

ocnoxuennit mpu MH? [130].

MNPpUMCHACMBIC  JJIA

npopHIAKTUKI

TPOMOOTHYECKUX

['pynmna [enicTByromee Jlo3a u cioco6 [IpuMeHeHune npy HapyLIEHUU
BEIIIECTBO MIPUMEHEHHUS GYyHKIIUN OYeK
Awnraronuctsl | Bapdapun®* Jlo3a, HeoOxoaumast TuTpatst 1036l O] KOHTPOJIEM
BuTamMuHa K JIISL JOCTUKEHUS U MHO
MOACPIKaHUS
IEJIEBOTO 3HAYCHHUS
MHO (2-3), Buytpp 1
p/cyT
I'pynma I'emapun Harpus** | 5000 ME noakoxxao ¢ | Turpamus 103bl 07 KOHTPOJIEM
rernapuHa uHTEepBAJIOM 8-12 4 AYTB
#OHOKcanapuH 40 mr monkoxHO 1 He pexomennyercsa npu CKO®
HaTpus** p/cyT <15 wuw/mun/1,73 ™ Tlpu
CK® 15-29 wmu/mun/1,73 ™2
20 Mr noakoHO 1 pa3 B cyTku
#]lanrenapun 2500 ME mnoaxoxno 1 | He ykazano
HaTpUS p/cyT
#Hanponapun 0,3 mi (2850 antu-Xa | Jlo3a mo/mkHa ObITH CHIDKEHA
KaJIbLIUA ME) nonkoxHo 1 p/cyt | Ha 25-33% y manueHToB ¢
TSKEIION MOYEYHOU
HenocrarouHocThio (Cl
kpeatuarHa <30 MiI/MHH) (CM.
«Oco0ble yKa3aHUS» U
«DapMaKOKUHETHKA)»
[Ipsimbie #Pusapokcaban** | 20 mr BHYTpSH 1 p/cyT He pexomennyercs npu CKO
MHTUOUTOPBI <15 mn/mun/1,73 M? Tlpu CK®
¢dakTopa Xa 15-49 wmn/mun 15 mr 1 pa3 B
JICHb
#Anukcaban™* 2,5 mr BHYTpB 2 p/cyT | He pekomenayercs mpu CKD
<15 mi/mun/1,73 M2

Mompobuas urdopMarus Mo KakaoMy MHpemapaTy HpeCTaBIeHA B MHCTPYKIHH IO
NPUMEHEHHIO JIeKapCTBEHHOro Impemnapara (cM. [ocynapcTBeHHBIN peecTp JeKapCTBEHHBIX

cpenctsa, http://grls.rosminzdrav.ru).

3.3 HNMMyHOCYIIPpECCHBHAS Tepanus

[IpuHrMasi BO BHUMaHUE BEPOSITHOCTh PA3BUTHSI CIOHTAHHBIX PEMHUCCHI Yy TIAIIUEHTOB C
[IMH (cm. pa3gen 1.6), a Takke BO3MOXXHOCTh MOOOYHBIX 3((HEKTOB TTIOKOKOPTHKOUIOB U
MMMYHO/JECTIPECCAHTOB, MEpe/ MPUHATUEM pEUICHUs O Hauyaje MMMYHOCYIPECCUBHON Tepanuu

HE00X0JUMO OILIEHUTh PUCK MPOTrPECCUPYIOLIET0 CHUKEHUS QYHKIUH ITOYEK.
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Bceex marmuenToB ¢ [IMH crpatudunmpyior Ha KaTeropun HU3KOTO, CPETHETO, BHICOKOTO
U OUYEHb BBICOKOTO PHICKA MPOTPECCHPYIONICH moTepu (GyHKIMU mouyek (Tabn. §), uTo urpaer
BO)XHYIO POJIb NIPU BBIOOpE TakTUKH JedeHus (cM. [Ipunoxenue b, cxema 3, Anroputm Bei6opa
UHHUIHAIBHON Tepanuu y manueHTtoB ¢ [IMH). Brarogaps TakoMmy moaxoay MOXKHO ¢ OOJbIICH
TOYHOCTHIO HICHTU(UIIMPOBATH MMALUEHTOB C BHICOKOW BEPOSITHOCTBIO OJIArONPHUATHOIO TEYCHUS
W/WJIA HACTYIUJICHHSI CIOHTAHHOW PEMHCCHUU M COOTBETCTBEHHO OTPAHUYUTHCS KOHCEPBATHBHBIM
JICYCHUEM U HaOJI0JICHUEM, WJIM, HA00OPOT, BBISIBUTH MAIUEHTOB C PUCKOM MPOTPECCUPYIOIIETO
MOBPEXKACHUS ITOYEK U [TOITOMY HYKJIAIOIIUXCS B UMMYHOCYIIPECCUBHOI Teparuu.

CormacHo «ABYXMEpHOI» MOJenH, BKIOUawolen nokazarenu [IY u cplIBOpOTOYHOTO
KpeatuHuHa, y nmauueHtoB ¢ [IMH u IV <4 r/cyrt, HopManbHOH (yHKIMEH MOYeK HA MOMEHT
YCTAHOBJIEHUS AMarHo3a U B HOcJeayroume 6 MecsleB HaOJl0IeHNUsT OTMEUAETCs HU3KUN PUCK
nporpeccupoBanusi (okujaercs, yTo B Ommkaiimue 10 ner modyeyHas HEAOCTATOYHOCTh HE
pazoBbeTcs y 85-90% mnanuentoB) [131]. [Tauuentst ¢ ITY 4-8 r/cyT u HopMalbHOU (QYyHKITHEH
IOYeK B TEYeHHWE 6 MecsAleB HAOIIOACHUS HWMEIOT CpPeAHHHA PHCK TMPOTrPECCUPOBAHUS
(mporpeccupoBanue XbII yepes 10 net oxunaercs y 50-55% nanuenton). Y naruentos ¢ [IMH
u [IY >8 r/cyr oTmedaercss BBICOKMH PHCK MPOTPECCUPOBAHUS HE3aBUCHUMO OT COCTOSHUS
¢byukun nouek (TIIH B Teuenue 10 net Hactynut y 65-80% nanuentoB). O4eBUAHO, YTO MpU
coueranuu I1Y >8 r/cyT u Hapymenus pynknun novek yxe B nedrore [IMH, puck TITH Oyner
MaKCUMAaJIbHBIM (KaTerOpHsi OUY€Hb BHICOKOTO PHUCKA).

HecmoTps Ha TO, 4TO B HacTosllee BpeMs MOJElb, BKIOYAlOLIas BCE
BBIIIICTIEPEUNCIICHHBIE (PAKTOPBI PUCKA, OTCYTCTBYET, B KIIMHUYECKOW MPaKTHKE IeIeCO00pa3HO
MPOBOJIUTh KOMIUIEKCHYIO OIeHKY. [Ipu Takom mojxose Bbicokas [1Y y manueHToB ¢ HU3KUMU

tutpamu AT k PLA2R MoxeT olleHHMBaThCcs B OTHOLIEHUHM MPOTPECCUPOBAHMS HHAuYe, YeM

BbIcokas [1Y nmpu Hanumunn Beicokux THTpoB AT k PLA2R.

Tabnmuma 8. KinHuko-maGopatopHas cTpaTUdUKALUS pPHCKAa MPOTPECCUPYIOMIETO

CHIDKCHUS (PYyHKIIMH 1ouek y maimenToB ¢ MH [nmpuBeneHo ¢ uamenenusimu u3 76,132].

Hwuskwii puck

Cpennuii puck

Bricokuii puck

OueHb BBICOKHI pUCK

e HopmanbHas
pCK®, I1Y
<3,5r/cyrn
CBIBOPOTOYHBIN
ans0ymuH >30
r/n

nJjimn

e HopmanbHas
pCK®, I1Y

Hopmanbnas
pCKO, I1Y
>3,5 r/cyT unmn
OTCYTCTBHE €€
CHW)KECHHUSI
>50% mocine 6
MECSLEB
KOHCEPBAaTUBHO
1 Tepanuu
uAIll®/bPA

o pCK® <60
wor/mue/1,73 M2 w/nunm
ITY >8 r/cyT 6onee 6
MeCSIIeB

njimn

e Hopwmanenas pCKO®,
ITY >3,5 r/cyTku wnu
OTCYTCTBHE €€
cHkeHus >50%

° bricTpoe
yXyAueHue GyHKIUuN
IIOYEK, HE UMEIOIIIEe
JOPYyTUx OObsICHEHUH

njimn

e JKusneyrpoxaromue
ocnoxxnenust HC
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<3,5t/cyrwmu | OTCyTCTBYIOT nocse 6 MecsLeB

€€ CHIKEHHUE KpUTEpUU KOHCEPBATUBHOMN

Ha >50% mociie | BBICOKOTO pUCKa tepanuu HAIIDO/BPA
6 Mecs1eB " naaunuyue xKak
KOHCEpPBATUBHO MHHHMYM OJTHOT'O

U Tepanuu KPUTEPHUs U3:
uAIl®O/BPA ° CBIBOPOTOYHBIN

anpOymuH <25 r/n

o BBICOKHE TUTPHI
AT x PLA2R (>150
OE/mun nu >1:320)

* ol -MHUKpOTIO0YIMH
Mouu >40 MKr/MI

* [gG B Moue >1 MKr/mi
* B2-MUKpOrIO0yINH B
Moue >250 mr/cyTKu

* Inaexc cenekTuBHOCTH
NPOTEUHYPUH (KIUPEHC
1gG/kmupenc anpOymuHa)
>0,20

[Ipumeuanue: BPA — antaronuct peuentopoB anruorensua; HAII® — uarudurop AIlD.

3.3.1 HuaummmaganHasg uMMyHOcynpeccusHas Tepanusa [IMH

MBI HE peKOMEH1yeM IIPOBEAECHUE UMMYHOCYIIPECCUBHOM Tepanuu nauuestam ¢ [IMH ¢
ITY <3,5 r/cyt u pCK® >60 mn/mun/1,73 M? BBUIY HU3KOTO PHCKA Pa3BUTHUS TIOUEUHOI
HEIOCTATOYHOCTH M OTCYTCTBHS onacHbIx ocinoxuenuit HC [133-135].

YpoBenb  y0enuTeJbHOCTH  pekoMmeHaaumii B  (ypoBeHb  /10CTOBEpHOCTH
JI0KA3aTeJbCTB — 3)

KommenTapuu: B wnacmoswee epemsa omcymcmsyrom PKH no oyenke eiusHus
UMMYHOCYRPECCUBHOU mepanuu Ha nodeunvie ucxoovl y nayuenmos ¢ MH c 11V <3,5
e/cym. Tem He meHee, KIUHUYECKUL ONbIM U pe3yabmamsl KO2OPMHBIX UCCLEeO008AHUL
ceudemenbcmeyiom o O1a2oNpUsmHOM HNPOSHO3e 'y MAKUX NAyueHmos oaxfce 8
omcymcmeue neyenus ummynooenpeccanmamu [133-135]. Tax, 11V donegppomuueckozo
YPO8HA U HU3KAas ckopocms npozpeccuposanus XBII (0,93 mn/mun/200) coxpanaomces 6
meuenue 10 nem y 40% neneuennvix nayuenmos ¢ MH 6e3 HC, ¢ mo épems xax ¢pyHxkyus
nouex ocmaemcsi Ha ypogue >50% om ucxoOuwix 3Hauenuu y ecex nayuenmos [135].
Takum 06pazom, 603MONCHOCMb ONAONPUAMHO20 UCX00ad 0e3 pucka pazeumus
NOOOUHBIX IhPEKMO8 UMMYHOCYIpecCUU NO360em B030EPHCAMbC OM ACPEeCCUBHO20
neuenus nayuenmos ¢ MH u ITY <3,5 2/cym u pCK® >60 ma/mun/1,73 m2.

MBs1 pekoMeHlyeM NPOBEIEHHE MMMYHOCYNpPECCUBHOM Tepanuu nanueHtaMm ¢ [IMH u
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HC od4eHb BBICOKOTO, BBICOKOTO M CPEIHEro pucka (32 HCKIIOYCHHEM MAIMEHTOB
cpenHero pucka, y kotopeix I1Y cuHusmiace >50% mnocne 6 MecsieB KOHCEPBATUBHOM
teparnuu uHrHOUTOpaMu AII®D mnm anTaroHucramu penenTopoB anruoTeHsuHa Il) s
unaykiun pemuccun [40,45,51,131,133,136].

YpoBeHb  yOeauTebHOCTHM  peKkoMeHAauuMid A  (YpoBeHb I0OCTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommenrtapun: PKU no oyenke énusnus uMMyHOCYNPECCUBHOU Mepanuu Ha NOYeyHbvle
ucxoovr y nayuenmos ¢ IIMH u HC 6e3 ¢axmopos pucka npocpeccupoéarus
omcymemeytom. Oonaxo pesynomamol PKU u xocopmuuvlx ucciedosanuii ¢ yuacmuem
nayuenmos ¢ I[IMH, y xomopuix umeemcs xoms 6v1 0o0un ¢haxmop pucka (I1Y > 4 2/cym,
coxpansowascs Ha yposne >50% om ucxoOHbIX 3HAYEHUU, HECMOMPSL HA NPUMEHEHUE 8
meuenue 6 mecsiyes cpedcms, 0eticmeylouux Ha peHuH-aneuomensunosyio cucmemy [40,
131,136-138/; cHuocenue pCK®, evicoxuii yposeno AT x PLA2R [53]; wamuuue
MANCENBIX, UHBATUOUSUPVIOWUX U/UTU HCUSHEYSPOICAIOWUX CUMNINOMOS, CEA3AHHBIX C
HC, makux xax, msocenviti omeunwiti cunopom, OIIIl, peyuousupyrowue unpexyuu,
mpomoosmbousecKue OCI0JICHEHUS [131,133)), 0eMOHCMPUPYIOM bonee
bnazonpusmuvle ucxoovl y nayuenmos co CP no cpaeuwenuro ¢ nayuenmamu c
nepcucmupyrowum HC [40], 6oree nuszkyro ywacmomy pazeumus CP u b6onee dvicmpoie
memnvwl npozpeccuposanusi XbI1 y nayuenmos ¢ IIMH c svicokou I1Y (>8 no cpasnenuio
¢ >4 2/cym) [131,136,137], xyowue ucxo0vi npu noGulUEeHHOM YPOGHE KPEAMUHUHA HA
momenm  yemawnosnenuss ouaenoza I[IMH [131, 133], a makoce 6Gonee HusKkyro
sepossmuocme pazsumus CP y nayuenmos ¢ evicokumu mumpamu AT k PLA2R [53].
Kpome mozo, 6 PKHU ookazano, umo uHOyyuposanHvle ne4enuem peMmuccu CesA3aHbvl C
yayuywenuem npoenosa [139, 140]. Bwibop mepanuu 3asucum om KIUHUYECKUX
Xapakmepucmux nayuesma, d¢gpexmusHocmu U OOCMYNHOCHMU  1eKAPCMBEHHbIX
cpeocme, npeonoymenull nayueHma u - epavya, npouis nobounvix Ihhexmos
KOHKpPemHo20 npenapama.

Msbl  pekoMeHJyeM TMpoBeleHHE KOMOWHUPOBAHHOW Tepamuyl alKHIHPYIOIHUMU
cpenctBamu  (mmkinodochamua**)  w TIOKOKOPTHKOMAAMH  (TMIPEAHU3O0IOH™*,
#MeTHIpeNHU30I0H**) B TeueHue 6 wmecsneB manueHtaM ¢ [IMH odeHb BBICOKOTO
pucka, a Takke Tem nanueHTam ¢ [IMH BeicOKOro pucka U CpeiHero pucka, y KOTOPbIX
UMEIOTCS TPOTHUBOIOKA3aHUs K TPUMEHEHUIO WHTHOWTOPOB KaJBIIMHEBPHUHA, IS
unayknuu pemuccun HC [141-152].

YpoBenb  y0enuTeIbHOCTH  pekOMeHAanuii A  (YpOBeHb  J0OCTOBEPHOCTH

JI0KA3aTeIbCTB — 1)
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KommenTapuu: B psoe PKU no uzyuenuro s3ghghekmos ankuiupyrowux npenapamos
(yuxnogpochamuo**) npu IIMH 6vi10 noxazano, umo no cpasHenuio ¢ niayebo uiu
2NIIOKOKOPMUKOUOAMU  AIKUTUPYIOWUe CPeOCm8d He MOAbKO YEeIUYUsaom uacmomy
pemuccuu, Ho U 8 3HAYUMEeNIbHOU CIMENeHU CHUNCAION PUCK NOYEYHOU HeOOCMAMOYHOCHU
[141,142-147]. PKU STARMEN makoice npooemoHcmpuposaio, 4mo KOMOUHUPOBAHHOE
JeyeHue Yukiopochamuoom®* u  21oKOKOpMUKOUOAMU UHOYYUPYEm PeMUCCUIO Y
3HauumenvHo OO0nvLWezo uucia nayuenmog ¢ IIMH, uyem maxporumyc™* unu
pumykcuma6d** [150]. Anxunupyrowue cpeocmea MOKCUUHBL U YACMO BbI3LIBAIOM
cepvesnble KpamKo8peMenHbvie U Oaumenbhvie nobouHvle d¢hghexmot [153], 6 cesa3u ¢ uem
UX NpuMeHeHue YenecooOpasHo O0ZPAHUYUMb NAYUEHMAMU C  6bICOKUM PUCKOM
NPOCPeccupo8anus Uil NAYUeHmamu ¢ YMePeHHbIM PUCKOM, Y KOMOPbIX HAOI00aemcs
YXyouleHue meueHusi 3a00ne6aHusi HA MOMeHm Hauana mepanuu (Hapacmanue I1Y,
cHudicenue CK®). B smoii cumyayuu noiv3a om npedomepaujenus npocpeccupyrouyetl
NOYEUHOU HeOOCMAMOYHOCIU U CHUMCeHUs pucka ocroxcrhenuti HC npeeocxooum pucku,
CBA3aHHblEe C NOOOUHBLIMU dhdekmamu umMMyHOCYnpeccugHol mepanueti. Tak Kak
yuknogochamuo** sxeusanenmen no sgpgexmusnocmu #xropamobyyury**, Ho peoice
8bl3bl8aem noboyHvlie 3Phexkmol, Mo O0Jisl UHUYUALbHOU mepanuu npeonoumumenbHee
UCNONb306aMb yuknogpocgamuo** [145,154]. Jlo3b1 yurnogpocgamuoa**
Mmooughuyupyrom 6 coomsemcmeuu ¢ 6o3pacmom u pCK® nayuenma.

Panee nposedennvie PKHU npodemoncmpuposanu 3pgekmuenocms  nepopaibHoil
mepanuu arkuIupyrowumu cpeocmseamu y nayuenmos ¢ IIMH u cnusicennou ¢hynxyuetl
NOYeK, 8 MO JHce 8PEMsL eHCeMecIUHas BHYMPUBCHHAS «NYIbCH-MEPANUsL HUSKUMU 003aAMU
yuxknogocghamuoa™** okazanrace HespgexmusHa O0ns COXpameHus QYHKYuu Noyex y
maxux nayuenmos [143,155]. Buympueennoe esedenue yukiopocghamuoa™* moocem
paccmampusamocsi Y nayuenmog ¢ Hopmanvhot pCK®, oonaxo PKH no oyenxe
aghhexmuenocmu  6HYMpPUBEHHO20 NPUMEHeHUs Yukiogochamuoa™** 6 omHoweHuu
KOHEUHBIX «NOYEUHBIXY MOYeK He NPOBOOUTUCD.

MpsI pekoMeHAyeM pacCMOTPETh BO3MOXKHOCTH MPOBEACHUS TePATi MOHOKJIOHATBLHBIMU
anTUTenamu (#purykcumad**) manuentam ¢ [IMH cpeanero pucka u TeM naueHTam ¢
[IMH BBICOKOTO pHCKa, Y KOTOPBIX HMMEIOTCS MPOTUBOMOKA3aHUS K NPUMEHEHHIO
TJIFOKOKOPTUKOUIOB  W/WJIM  alKUIUPYIONIUX CPEACTB  (AOCTHIKEHHE TMPeAeTbHOM
0e30macHOil KyMYJSITUBHOM J03bI ITKIOhochaMuaa™™, TspKeNbld caxapHbIi aualder,
MICUXUYECKHE PACCTPOMCTBA, OCTEONOPO3, HAPYIICHUE PENPOTYKTUBHON QYHKIIUU U JIP.)

HJIM KOTOPBIC OTKA3bIBAKOTCA OT HUX MNUKIWMYCCKOI0 MHNPUMCHCHHA, IS HWHIAYKIUA

pemuccun HC [149-152,156-159].

38



YpoBeHb  yOeauTeNbHOCTHM  peKoMeHAauuid A  (YpOBeHb /I0CTOBEPHOCTH
10KAa3aTeJIbCTB — 1)

MBI peKkOMEHJyeM  MpOBEICHHWE  Tepalmud  WHTHOUTOpaMU  KaJbIIMHEBPHHA
(uukmocriopuH™**, #TakpoauMyc**) B TeueHHE KaK MUHHMYM 6 MECAIEB MalUEHTaM C
IIMH cpennero pucka u crabmibnoii CK® u tem maruentam ¢ [IMH Boicokoro/oucHs
BbICOKOTO pucka co crabmibHoii CK®, y KOTOpbIX €CTh NIPOTHUBOMOKA3aHHS K
NPUMEHEHHUIO TIIOKOKOPTHKOUIOB H/MIM  aJKWIMPYIOMIMX CPEACTB  (IOCTHIKEHHE
npeaenbHON 0e30MacHON KyMYJISTUBHOW J03bI IUKIO(ochamMuaa™™, TsyKenblid caxapHblii
nuaber, TCUXUYECKHUE PAcCTPOMCTBA, OCTEOMOPO3, HApYILIEHUE PEenpoayKTHBHOU
GYHKIMM) WIM KOTOpbIE OTKAa3bIBAIOTCS OT HUX IUKIMYECKOrO MPUMEHEHUS, IS
unaykiun pemuccun HC [149,151,152,148,149,158-161].

YpoBeHb  yOenMTeIbHOCTH  peKoMeHAauMii A  (YpoBeHb /I0CTOBEPHOCTH
0Ka3aTeIbCTB — 1)

Kommentapumn: Omcymemayiom npsamvie 0okazamenbcmea mozo, umo #pumyxkcumad **
U UHUOUMOPBL KanbyUuHe8puHa yiyyuiarom npocno3 nayuenmosg ¢ IIMH. B mo swce PKU
GEMRITUX, skmouaswee nayuenmos ¢ IIMH [156], nokazano, umo uepesz 6 mecsyes
nocie NpucoeOuHeHuss K aHmunpomeuHypuieckou mepanuu #Hpumyxcumaba** y 50%
nayuenmos 6viia 00CMusHyma noaHAs UMMyHonoeudeckas, a y 35,1% — vacmuunas unu
nonnas kuunuweckas pemuccusi IIMH. Post hoc-ananuz eviseun snauumenvhoe
npeumywecmeo Hpumyxcumaba** npu oaumenvhom Habaodenuu. Kk 17 mecayy
KAuHu4eckou pemuccuu oocmuzau 64,9% nayuenmos, nonyuasuiux OaHHuLL npenapam.
PKH  MENTOR nokasano, umo  npumenenue npu IIMH  monomepanuu
Hpumyxkcumabom™** ne menee 3¢pgpexkmueno u Oasice HeCKOILKO NPesocxooum mepanuio
YuxknocnopuHom™* 6 omuoweHuu noooepicanuu oocmueHymou pemuccuu [157]. B
uccneoosanusix GEMRITUX u MENTOR [156,157] 6bi1 npodemoncmpuposan xopoututl
npoguns  bezonacnocmu  #H#pumykcumaba**, — conocmagumvlli  co  CMAHOAPMHOU
AHMUNPOMEUHYPUYECKOol mepanuetl, U NpesocXo0suull makosol y YUKIOCHopuHa**,
Ymo 8 COBOKYNHOCMU C IPGeKmusHocmovlo 6 OMHOWEHUU UHOVKYUU U YOepHCaAHUs
pemuccuu no38osen peKoMeHO008amsy npumeHenue #pumykcumaba™* y nayuenmog c
IIMH u ymepeHHbiM PUCKOM HPOCPECCUPOBAHUS, HYHCOAIOUWUXCS 8 UMMYHOCYNPECCUBHOU
mepanuu. Pexcum oOoszuposanus #pumyxcumaba**: 375 me/m? 1 paz 6 Hedenro, 4
esedenusi; unu 1000 me 1 paz 6 2 nedemu, 2 esedenus [156,157]. I[loopobnas
ungopmayus npeocmagnena 8 UHCMPYKYUU NO HNPUMEHEHUIO JIeKapCmEeHHO20
npenapama  (cm.  Tocyoapcmeenmviti  peecmp — JeKAPCMBEHHLIX — Cpeocmaa,

http://grls.rosminzdrav.ru).
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Mema-ananuz 21 PKU (1187 nayuenmos) no uzyueHuro npumeHeHuss Yukiocnopuna™* u
#makponumyca®* npu I[IMH npodemoncmpuposan Jayu4uiyio no CpPASHEeHUr ¢
ANKUTUPYIOWUMU CPedCcm8amu 6e30nacHocms U 3hekmusHocms npu KpamkocpouHOM
Habaoenuu (6 meuenue 6 mecayes) [148]. Oomaxo 6 omauuue om aIKUIUPYIOUWUX
cpeocms, npu JedeHuu UHeUOUMOPaAMU KATbYUHEBPUHA OOCMUSHYMble PEMUCCUU MeHee
cmotikue, a nocie OmmeHbl UHSUOUMOPOS8 KANTbYUHEBPUHA YAl PA3GUBAIOMCS PEYUOUBDL
HC (8 menvweii cmenenu npu npumenenuu #maxpoaumyca™*) [147,148]. Cnocobnocmes
UHSUOUMOPOB KANbYUHEBPUHA COKPAWAMb ONUMENbHOCMb NePCUCUPOBAHUSL BbICOKOLL
11V, ux s3¢pgpexmugnocms, NPOOEMOHCMPUPOBAHHASL 8 KPAMKOCPOUHBIX UCCIe008AHUSX, U
npesocxoosawuil yukiogochamuod** oowuii npoguns 6esonacnocmu [148] noszsonsiom
PEKOMEeHO08amb  NpUMeHeHue UHSUOUMOPO8  KAIbYUHespuHa  (npeonoumumenvhee
#maxporumyca®*) 6 Kavecmee UHUYUATLHOU UMMYHOCYNPECCUBHOU MEPAnuu y
nayuenmos ¢ IIMH cpednezo pucka u ¢ coxpannou ¢yukyuetl nouex. Peowcum
odoszuposanusi #maxpoaumyca™**: 0,05-0,1 me/xe/cym, cymounyio 003y pazoensiom Ha 2
npuema 8 pasuvix 003ax (Kaxcovie 12 uacos); onumenvbHocms mepanuu Kaxk Munumym 6
Mecayes  (npu  omcymcemeuu — npomusonokazaruti).  Iloopodonas — ungopmayus
NPeOCmasieHa 6 UHCMPYKYUU NO NPUMEHEHUI0 JNeKAPCMEEeHHO20 npenapama (cm.
T'ocyoapcmeennniil peecmp nekapcmeennvix cpeocmsa, hitp://grls.rosminzdrav.ru).

Hna yoepowcanus O0oCcmuecHymou pemuccuu mepanuro UHSUOUMOPO8 KANbYUHEe8PUHA
MOJHCHO npooaums 00 24 mecayes, cHuzug yepes 12 mecayed 003y uUHSUOUMOPOS
KAIbYUHeBPUHA ¢ unmepsanom 6 4-8 nedenv 00 yposHs okono 50% om navanvrou [161].
Heobxo0um pe2ynapHulil KOHMPOLbL YPOGHS UHSUOUMOPOS KANbYUHEBPUHA 6 KPOBU 6
meyeHue HauaibHo20 Nepuood leyeHus U 6 ciyiae HeoObACHUMO20 NOBbIUEHUS YPOBHSL
cvigopomoynozco  kpeamununa >20% 6 nepuod mepanuu. Hegpomoxcuunocmo
UHSUOUMOPOB KAIbYUHEBPUHA MONCEM YCUTUBAMbCS NPU UCXOOHOM HAPYUIEHUU (DYHKYUU
novex. B cesazu ¢ smum ons neuenus nayuenmos ¢ IIMH u cuuoxcenuem CKD
npeonoumumenbHbl ~ CxeMbl Ha  OCHO8e  yukiogocpamuoa™*.  Ilpu  Hanuuuu
NPOMUBONOKA3AHUU UU HENHCeNaHUu NayueHma NpuHuUMams aikuiupyrowue cpeocmasd
AnbmepHamugou OaHHOMY JleYeHUlo Mo2ym Oblmb UHSUOUMOPLL KAlbYUuHespuHa (npu
VCIOBUU MUAMENbHO20 KOHMPOTIA 34 NPOAGIEHUAMU HEPPOMOKCUUHOCMU).
Haxannusaromes pe3yiomamol uUcCie008aHUll, CEUOEMENbCMBYIOUUE O BO3MONCHOCHIU
oocmudcenus y nayuenmos ¢ IIMH u 6bicokum puckom npozpeccuposanus 6oaee noiHou
U OMUMENbHOU  peMUuccuu  nymem  KOMOUHUDOBAHUS — Mepanuu  UHSUOUMOPOM
Kanvyunespuna ¢ #pumyxcumabom** [162,163].

Ipenapamot, npumensemvie ons rewenusi [IMH, npusedenvt 6 mabauye 9.
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Tab6auia 9. l'IpeHapaTI)I,1 npUMEHSIEMbIC T MHUIHaIbHON Tepamuu [IMH [76,132,164-

166].
['pynna JleiicTByo11iee BEemEeCcTBO, 103a U CIIOCO0 MPUMEHEHUS
AnKumMpyomee #Merunnpenausonon** 1 r 8/B 3 qus noapsn (1, 3, 5 mecsn)
cpencteo + 'K [Mpenuuzonon** 0,5 r/kr/cyT (1, 3, 5 mecs)
(UMKIMYECKHE [uknopochamun** 2,5 mr/kr/cyT (2, 4, 6 mecsir)
POKHMbI) #Metunnpenau3onon** 1 r B/B 3 aHS moapsi
[Mpenuuzonon** 0,5 r/kr/cyt (Ho He Gonee 60 Mr/cyT) B TeUeHHE 8
HeZIeNb C MMOCTETIEHHBIM CHUKEHUEM J103bI
Huxnodochamum**B/B B peskxuMe MyIbc-Tepanuu B 103e 500-750 mr/m?
1 pa3 B 4 Henenu B TeUEHNUE KaK MUHUMYM 6 MecsileB (IIpU OTCYTCTBUU
MIPOTUBOMNOKA3aHUI1)
Ankunupytoniee #Metunnpenuuzonon™* 1 r B/B 3 gHA noapsa
cpenctBo + 'K [Ipenuuzonon** 0,5 mr/kr/cyt ¢ 1 mo 6 mecs1 C MOCTENEHHBIM
(TIOCTOSTHHBIN CHIDKCHHEM J03BI
PEXKHM) Hukmodpochamun®* 1,5 mr/xr/cyt ¢ 1 o 6 mecsir (mpu OTCyTCTBUU
MIPOTUBOIIOKA3aHMIA)
MOHOKIIOHAJIbHBIE #Putykcumab** 1000 mr B/B kamenbHo (MenneHHo) Ha 1-it m 15-if
aHTuTENa nens UJIN
(BBICOKO/TO3HBII #putykcumad** 375 mr/m? B/B kamenbHO (MemieHHO) Ned, mHTEepBaly
PEKUM) MEXIy BBEICHUSMHU | HEJ C OIEHKOH HEOOXOJMMOCTH TOBTOPHOTO
BBEJICHUS B TEX K€ J103aX 4epe3 6 mecsies npu nepcuctupoBanuu HC
n crabunbHOoi CK®, 0COOEHHO y MAalMEHTOB C COXPaHSIOIIMMUCS
nonoxurenbHbiMu AT k PLAZR
[Ipumeuanue: nepes Kaxa0i HHPY3HEH MPOBOJUTCS MTPEMeIUKAIIHS:
100 mMr #MeTuanpegHU3010Ha™* B/B + HECTEpOUIHBIH
MIPOTUBOBOCTIAIUTENBHBIN U IPOTUBOPEBMATUYECKUIN TIpernapar +
AHTUTHCTAMUHHOE CPEJICTBO CHCTEMHOTO JICHCTBHS)
WNuruburop #Takpomumyc** 0,05-0,1 Mr/kr/cyT, CyTOUHYIO 703y CIEIyeT
KaJbLIMHEBPHHA pa3fenuTh Ha 2 MpreMa paBHBIMH J03aMu (Kaxable 12 gacoB)

+ npenHuzonon™* 10 mr/cyT wim #MeTwinpeaHu3oaoH** 8 mr/cyT
(6-12 mecstieB)

[leneBas ocTarouHasi KOHIIEHTpaIUs #TakpoimMmyca** B kpou: 3-8
HI/MIT

Huknocnopua™* 3-5 Mr/Kr/cyT, CyTOYHYIO 103y CIEIyeT
pa3fenuTh Ha 2 mpueMa paBHBIMH A03aMHu (Kaxable 12 gacoB)

+ npenauzonon®* 10 mr/cyr UJIN #merunmpenau3onon** § mr/cyr
(6-12 mecsimeB)

LlemeBas ocTarodHasi KOHIIEHTpAIHs UKIOCTIOprHa** B kpoBm: 125-
225 Hr/mn

Mompobuast mHpOpMAIMS 0 KOHKPETHOM IpenapaTe NpeiCcTaBlIeHa B MHCTPYKIHH IO

MPUMEHEHUIO JIEKapCTBEHHOIro Impenaparta (cM. l'ocynapCTBEHHBIM peecTp JeKapCTBEHHBIX

cpencta, http://grls.rosminzdrav.ru).

[Tpumeuanue: B/B — BHyTpuBEeHHO; [' K — IIIIOKOKOPTHKOUIBI

e [lanmentam ¢ IIMH BBICOKOro M CpenHero pucka Jis WHIYKIHH PEMUCCHHA MBI HE

41



pPEKOMEHTyeM MOHOTepaIuio #mukodenonata moderumom** [167].

YpoBenb  y0enuTeIbHOCTH  pekOMeHAanmuii A  (YpoBeHb JOCTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

KommenTapuu: Pexomenoayus ocnosana na oannvix PKH ¢ yuacmuem 36 nayuenmos ¢
IIMH, nokazasuiezo, umo monomepanus #muxopenorama mopemuiom™* 6 meuenue 12
Mmecayes He yseauyusaem yacmomy pemuccuil IIMH no cpagnenuio ¢ noooepacusarowyeti
mepanuet  [167]. Ilpumenenue MM®D 6 couemanuu ¢ 2HHOKOKOPMUKOUOAMU
NPOOEMOHCMPUPOBALo 00abuLyt0 d¢hpexmusnocme. B uacmnocmu, psio PKU noxasan,
Ymo 8 KpamKoCpouUHblX HadnooeHusx wacmoma pemuccutl [IMH npu xombunuposanHom
npumenenuu #umuxogenonama mogemunom** u 2IOKOKOPMUKOUOO8 CONOCMABUMA C
MAK0B0U NPU UCNONb306aHUU ATKUIUpyiowux cpeocms [168-171]. Oonaxo y nayuenmos
¢ I[IMH, nonyuaswux #umuxogenonama mogemun™**, snauumenvHo uawe passusaiuch
peyuousvt HC [172]. Kpome moeo, cucmemamuyeckuii 0630p 6bl8Ull HUZKYIO YACHOMY
00CmMuUdICeHUs  UMMYHONI02UYecKou pemuccuu y nayuenmos c¢ I[IMH, neuennvix
#uurxopenonama mogemunom™®* [118]. Boszmooicno, 0ns nodasienus npooyKyuu
anmumen ¥ PLA2R u unoyxyuu cmotixou pemuccuu IIMH mpebyromcs 6onee gvicokue
0o3vl  #uukogenonama mogemunra** (2-3 2/cym), uem 003vl, npumeHsemvle 8
8blULCNEPEUUCTEHHBIX UCCIE008AHUSX.

Takum obpasom, npumenenue #uuxogenorama mogemunra™* ¢ kauecmee MmoHomepanuu
HeaghhexkmusHo, 6 couemanuu ¢ 2NOKOKOPMUKOUOAMU XOMb U OEMOHCHPUpPYem
CONOCMABUMYTIO C GIKUTUPYIOUWUMU CPEOCMBAMU U UHSUOUMOPAMU KATbYUHEBPUHA
agpgexmuenocmo, HO  umerowascs — OokazamenvHas — 0aza  OAHHO20 — JleYeHUs!
NPOMUBOPEUUBA, HEeBbICOKO2O Kauecmed, NpeocmasieHd 8 OCHOBHOM KPAMKOCPOUYHbIMU
HabnodeHuamy, a evicokas uacmoma peyuousos IIMH na ¢one mepanuu
#uuxkogpenonama mogemunom™*  cywecmeenno cuudicaem 0dcuOaHus ycnexa om

0anHo20 mepanesmuyecko2o nooxooa npu IIMH.

3.3.2_J1euenuie pennanpa HC npu ITMH

Msbr pexkomenayem mauveHtam ¢ [IMH gns xynupoBanust peruanBa HC npoBoauTh
JICYCHUE TOBTOPHBIMH KypcaMH TeX K€ TMpernapaToB, KOTOPHIE paHEE BBI3BIBAIH
peMuccuio (Ho He Oosiee OHOTO MOBTOPHOTO Kypca s nukiopochamuaa™*) [173-176].
YpoBenb  yOenutenlbHOCTH  pekoMeHgauumid B (ypoBeHb  10CTOBEPHOCTH
J0Ka3aTeJbCTB — 3)

KommenTapuu: B psade HabarwooamenvHulx UCCIe008aHUll, NOKA3AHO, YMO npu

peyuousax IIMH, xomopbvie 603HUKAIOM NPUOIUUMENbHO V Mpemu NayueHmos,
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ROIYYUBUIUX KYPC UHUYUATbHOU mepanuu (KaK Npasuio, Nocie 00CMUNICeHUs 4acmuiHoll
pemuccuu), aghgpexmugno NnOBMOpPHOE 86edeHuUe ANKUTUPYIOUSUX
CpeoCcme/2oKOKOPMUKOUOO8 ULU UHSUOUMOPOS KANbYUHEBPUHA, XOMS NOIHASL PEMUCCUSL
Hacmynaem moabKO npumepHo 8 noaosuue cayuaes [173-175]. Taxas cmpamezus
N0380J15em YMEeHbWUMb NPOMEUHYPUIO U NOOOepIHCaAmb (YHKYUIO NOYeK ) OOIbUUHCINGEA
nayuenmos. 1o oanuvim omoenbHbIX HAOI00AMENbHbIX UCCIe008aHU, #pumyKkcuman™™
(0o3bt cm. 6 Tabn. 9) makoce modcem 3¢)ghekmusHo npumeHamvbCs ONsl NedeHus
peyuousoe HC npu IIMH, ¢ wacmuocmu y nayueHmos, paree noiyuasuiux UHeUOUmMopul
KQbYUHEBPUHA U HYHCOAIOWUXCSL 8 CHUdICEHUU 003bl dmux npenapamos [176].

Takum ob6pazom, eciu 8 Kadecmee UHUYUATLHOU Mepanuu NayueHm Hnoayyal
#pumyxkcumab**, mo npu peyuouse HC onpasoano e2o nosmopHoe npumeHenue.
#Pumykcuma6b™** makoice moocem Ovimsb 66edeH nayueHmam, y komopwvix peyuous HC
PA36UICs NOCAE UNU HA (POHE NPUMEHEHUS UHSUOUMOPOS8 KATbYUHEBPUHA, 8 IMOM Clyuae
OONONHUMENbHO MONCEM PACCMAMPUBAMbCSA NOGMOPHOE HA3HAYEHUe UNU YEeluyeHue
0036l uHeubumopa kanvyurnespuna. Eciau nepeuviti snuzoo0 HC y nayuenma ¢ IIMH 6vin
KYRUPOBAH 6 pe3yibmame NPUMEHEHUs AIKUIUPYIOWUX Cpeocme 6 COUYemanuu ¢
2noKokopmukoudamu, mo npu peyuouse HC 603M0dcHO nodmopums Kypc, HO He 6oaee
00H020 paza (Kymyasmuenas 003a yukiogocpamuoa™** ne donxcrna npesviuamo 10 2,
eciu HeoOX00UMO COXpaHumsb @epmuibHocms, U 25 2, umoObl 02PAHUYUMb PUCK

paseumusl 3;l0Ka4ecni6eHHblX H08006pa308ClH1/l12).

3.3.3_JleueHne pe3ucTeHTHRIX opm

Msbl pekomenayem y mnauveHToB ¢ [IMH, pe3ncTeHTHONM K HHULMAIBHOM Tepanuu
ATKAIUPYIOLIMMHA CPEICTBAaMU/TIIIOKOKOPTUKOUIaMU W WHTHOUTOpaMU
KaJTbI[MHEBPUHA, U CTAOMIBHOW (QyHKIMeW modek ans kynupoBanuss HC paccmotpeTh
BO3MOXXHOCTh TPHMEHEHHS CXEM JIeUeHHs C HCIOJNb30BaHHEM HpUTyKcumada™*™
[156,157].

YpoBeHnb  yOeaMTeNbHOCTHM  pekoMeHAauuMid A  (YpOBeHb /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Msbl pekomenayeM y manueHToB ¢ [IMH, pe3ncTeHTHONM K WHHLMAIBHOM Tepanuu
#puTykcuMaboM** WM HHIMOMTOPaMU KalblIIMHEBPHUHA, U CHIDKEHHON (YHKIMEH moYyeK
st kynupoBanuss HC ucmonp30BaTh aNKWIMPYIOIIKUE CPEACTBA/TIIOKOKOPTUKOUIBI
[145,150].

YpoBeHb  y0enuTebHOCTH  pekoMeHAauuii A  (YypoBeHb  JOCTOBEPHOCTH

JI0KA3aTeJIbCTB — 2)
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KommenTapuu: Onmumanbhviti no0xXo0 K 6e0eHU0 NAYUEHMO8 C pPe3UCEeHMHOU
gopmoii IIMH ne ycmanoenen. PKU, cpasunusarowue paziuunvie 8apuanmol JjieYeHUs:
MaKux  nayuenmos, OMCYmMcmeyom. S ghexmusnocmo AbMePHAMUBHBIX
mepanesmuieckux cmpameeuii npu pesucmenmuou x nedenuro [IMH 6 nacmosawee
epemsi He Modicem Oblmb NPEOCKA3aHA ¢ KAKoU-1ubo OnpeodeieHHOU CMeneHbio
mounocmu. Omcymcmeue omeema Ha OOUH BUO JleYeHUs He NO0360Ji1em 00CMO8EePHO
APOCHO3UPOBAMb OMCYMCMEUe Omeema Ha Opyeoll pexcum. B ceazu ¢ smum, k vibopy
mepanuu  pezucmeumuvix gopm I[IMH crnedyem nooxooums  uUHOUBUOYATIBLHO.
Llenecoobpasno HasHauamv ATLMEPHAMUBHBIL PENCUM JIeYeHUss HA OCHO8e CXeM
unuyuanonou mepanuu IIMH (cm. pasden «unuyuanvnas mepanus IIMH ¢ HCy») ¢
Yuemom  KIUHUHEeCKUX OAHHbIX U  Ceposiocuyeckoeo cmamyca nayuenma. Y
pe3ucmeHmuulx K aevenuto nayuenmos ¢ [IMH moocem yxyowamvces QyHKyusi nouex.
Ilpu npoepeccupyrowem crudcenuu CK®D npeonoumumenvhee UCHONb308AMb CXEMY,
BKIIOUAIOWYI0  AIKUIUPYIOWUEe Ccpeocmea U 2NI0KOKOPMUKOUObL, NOCKOIbKY MAKAsL
mepanus. UHOYYupyem pemuccuto y 3HavumenvHo 601vue2o ducia nayuenmos ¢ IIMH,
yem uHeubumopsl Karvyunespuna unu Hpumyxcumao** [150]. Oonako 6 smom ciyuae
HeobX00UMO YUUMbI8AmMbsb, YMo KyMYJIAmueHas 003a yuxiogocpamuoa™** ne odondicHa
npesviwams 10 2, eciu mpebyemcs coxpanenue pepmunbHocmu nayuenma, u 25 2,
Ymoobbl 0SPAHUYUMb PUCK 3TI0KAYeCMBEHHbIX HO800Opazosanull. K nacmoswemy epemenu
npogedeHo molbko 00HOo Hebonvuwoe PKU no oyenxe npumenenus yuxkiocnopuna™** y
nayuenmos ¢ evicoxou 11V (>10 2/cym) u cnuscennot CK® (~ 55 ma/mun), komopoe
NPOOEMOHCIPUPOBATO MOPMONCEHUE MEMNO8 Nomepu YHKYuu no4ex npu npumeHeHuu
yuxknocnopuna®* [177]. V nayuenmos, ne omsemusuwiux na nposooumyio 6 meyenue 6
Mecayed  UHOVKYUOHHVIO  Mepanuio  UHSUOUMOPAMU — KATbYUHEBPUHA, — BO3MOJICHO
anvmepHamugHoe nedenue Ha ocHoge yuxkiogochamuoa™* @ pescume, npumersemom 0
unoykyuu pemuccuu. OOHAKO Y NAYUEHMO8 C YCMAHOBNIEHHOU UNU Npocpeccupyiouel
NOYeYHOU He0OCMAamoyHOCMbIO NpU MOM dawe pazeusaromcs noboumvie d¢gh@exmol.
#Pumyxcumab®* mooicem 6vimv 3¢pgpexmueern y nayuenmos c¢ IIMH, panee He
OmeemueUIUX Ha JedveHue uHeubumopamu xanvyurespuna [176] unu arkurupyrowumu
cpeocmeamu, 0COOEHHO V NAYUEHMO8 C NePCUCMUPYIOUUMU NOBLIUEHHbIMU MUMPAMU
AT x PLA2R. Ilpu npumenenuu #Hpumyxcumaba** 6 kauecmee anbmepHaAmu8HO20
Memooa neyerus credyem oyeHums Ounamuxy 11V u AT k PLA2R uepe3 3 mecsaya nocie
88e0eHUs. npenapama, Ymoovl Onpeoerums YenecooopazHoCms NPOOOJIHCEHUS OAHHOU
mepanuu uiu Heooxo0UMOCMb U3MEHEeHUS MEPANeemuyecKol MaKmuKu.

Y nayuewmos, komopvie He omeemunu Ha JeueHue  Hpumykcumadbom**,
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yuxknogochamuoom™* u  uHeUOUMOPOM KALYUHEBPUHA, MOSYM PACCMAMPUBAMbCSL
9KCHepuMeHmanvhbie Mmemoovl mepanuu. Hanpumep, nayuenmoi, pesucmenmmuvie K
Hpumykcumaby**, moeym peacuposamv na #HoOunymyzymad**(mo 1 2 /6 kanenvho
08adicovl ¢ unmepsaniom 6 2 neoenu) — anmu-CD20-anmumeno Il muna, oxaszvisarouee
bonee mowmnoe Oelicmeue Ha B-xkiemxu no cpasnenuro ¢ anmu-CD20-anmumenamu 1
muna [178]. Kpome moco, obcyxcoaromes Opyeue co8pemeHHble HANpasieHus
mapeemuou anmu-B-kniemounoii mepanuu (#oopmezomu6™** no 1,3 me/m2 nookooicno, 4
0036l 6 meueHue 2 Hedelb, HoOenumymao**e 0oze 10 me/xe 6/6 kaxcovle 4 Hedenu npu
omHoweHuu oowutl benok/xpeamunur 8 move <1,0 me/mMmons unu kaxcovle 2 nHedenu npu
omuowenuu obwutl benok/kpeamunun 6 moue >1,0 me/mmons ) [178].

Opuenmupogounvlil  arecopumm 6vlbopa mepanuu  pezucmenmuwvix ¢opm IIMH

npeocmasner 6 [lpunosxcenuu b na cxeme 5.

Pucynok 1. Taktuka neuenus pesucteHTHIX ¢popm [IMH

WHuumanbHan Pe3nCTeHTHOCTb Tepanus
Teépanua MH 2 AMHUK
Her
orsera
uyepes
CK® crabunbHa 3mecaua
WKH + Prx UdA
PTx
CK® cHuKaerca U®A
Her
orsera
yepes o =
CK® crabunbHa Px 3mecaua G« =
[e -
U®A e g S
MKH s |5 &§E
o <
- X o a
gL w
CK® cHukaeTca LA 3~ 3
Het 8 <
orsera
epes / 6oprezomub,
3mecaua
CK® crabunbHa Prx L®A Aapatymymab,
aHTn-CD38-AT,
U®A 6enmmymab u ap.
CK® cHmkaertca LPA

[Tpumeuanue: DA — nukinopochamua™*, UKH — uaruburops! kanpluHeBprHaA, PTX —

#putykcumado™*.

MeaunmnHckKas peaﬁnnnTaunﬂ H CAHATOPHO-KYPOPTHOC JICUCHUE,

MEAUIMHCKHUC ITIOKA3AHUA U IIPOTUBONOKA3AHUA K IPUMECHCHUIO METO/10B

MeTUIMHCKOM peaﬁmmTaunn, B TOM YHUCJI€¢ OCHOBAHHBIX HAa UCIIO0JIb30BaAaHUN

NPUPOAHBIX JIe4eOHbIX (PAKTOPOB

Cnenuduyeckas MeIUIIMHCKAs peabunuTtanus 11 manueaToB ¢ MH He pa3pabortana.
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e Mpu pekomeHayeM y manueHToB ¢ MH mpoBOAWTh METUIIMHCKYIO pPEaOMIMTAINIO TIO
MOKa3aHUsM U B 00beMe, MPEAyCMOTPEHHOM JUIsl MAIIMEHTOB C XPOHUYECKON 00JIe3HbIO
MMo4YeK, € MNOCJIbIKO YIYUYHICHUSA COCTOSHHA 3O0POBbBA, (bYHKI_II/IOHaJIbHOI‘O COCTOsIHUA,
TPYIOCIIOCOOHOCTH M KadecTBa xu3nu [47,109].

YpoBenb yOeaurTeqabHocTH  pekoMeHgaumid C  (ypoBeHb  10CTOBEPHOCTH

J10Ka3aTeJIbCTB — 5)

5 HpO(l)HJIaKTI/IKa H JTUCIIAHCEPHOE Haﬁ.moz[eﬂne, MEeANINHCKHE

MOKA3aHUS U MPOTUBONOKA3AHMA K NIPUMEHEHUI0 METOA0B NPO(PUIAKTUKHI

[Ipopunaktuka wuauonarndeckoi MH He paspaborana. OcHOBOH NpPOQMIAKTUKA
BTOpHUHBIX (hopM MH sBisieTcsi CBOEBpEMEHHOE BBISBICHHE U JIeUeHHE 3a00JIeBaHUM, KOTOphIE
MOTyT cTaTh mnpuuuHON passutus MH. Btopuunas npodunaktuka MH ngomkHa OBITH
HalpaB/iecHa Ha paHHEE BBIABICHUE U MPEAyNpekIeHHEe OOOCTPEHUII U  OCIIOKHEHHM
3a0osieBaHus, 3aMe[uieHHe TemnoB nporpeccupoBanust XbBII  u  cHukeHue  pucka
NPEXKIEBPEMEHHOW CMEpPTH, NPOPHUIAKTHKY CHH)KEHHUS TPYAOCIOCOOHOCTH M OTpPaHMYCHHN
KU3HEIEATEIbHOCTH, B TOM uuciie HHBanuau3auuu. HauOonee 3¢QQeKTUBHBIM METOJI0M
npopWIAKTUKU SBISETCS JAUCHAHCEepHU3alus Kak crnoco0 paHHEro BbIABJICHUs 3a00JieBaHMIA,
JUHAMHYECKOIr0 HaOJI0/IEHUS Y HAIIPaBJIEHHOT'O JICUEHHUS.

e Mpbl pekoMeHAyeM BceX NaluMeHTOB ¢ mnojxo3penueM Ha MH (mapacraromas
nzonupoBanHas [1Y, cyOnedporuueckas IIY wiu HC) cBoeBpeMeHHO HampaBisiTh K
Bpauy-HepoJory Juisl AMArHOCTHKH U ONpejeieHus TakTUKu BeneHus MH, a takxke
yayutreHus nporuosza XbIT [47,179-182].

YpoBenb  yOeauTenbHOCTHM  pekoMenaaumii B (ypoBeHb  /10CTOBepHOCTH
JI0KA3aTeJbCTB — 2)

e Mrbr pekomennyem BceM mnanueHtam ¢ [IMH npoBoauTe perynspHoe MEIUIIMHCKOE
oOcnenoBanue, HeoOxomumoe mnanueHtaM c¢ XbBII, ¢ ydactuem Bpaua-Hedpoora,
HNEPUOJIMYHOCTh KOTOPOTO OMNpeJensieTcs aKTUBHOCTBIO 3a00J€BaHUs, C LENbIO
KOPpEKIIMM IPOBOJUMON TEpalmMM M CBOEBPEMEHHOI'O BBIABICHUS IPU3HAKOB
obocTpenus Hedpura u/wim nporpeccuposanusi XbIT [47].

YpoBeHb  yOeaAMTENbHOCTHM  peKoMeHAauuMid A  (YpoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

e Mzur pexkomenayem Bcem marmeHtam ¢ [IMH u XBIT C36-C5 perynspHoe HaOmIOACHHE
Bpaua-Hepponora ¢ I1enplo  cBoeBpeMeHHOM moaroroBku K 3T, ymydmenus
OTHAJICHHBIX UCXOJIOB M JOCTHKEHUS MENKO-dKOHOMUYecKoro ddekra [47,179-181].

YpoBeHb  y0eauTeIbHOCTH  pekoMeHAanmuii A  (YpoBeHb  JOCTOBEPHOCTH
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0KA3aTeJIbCTB — 2)

KommenTapum: B kauecmee npumepa nepuoouyHocmu o00C1e008aHUll NAYUEHMO8 C
IIMH modrcno paccmampuéams oOpueHmupo8ouHyIo 4acmomy obcie008anull NayueHmos
¢ XBII (cm. kiunuyeckue pexomeHoayuu «XporHuweckas 6one3nb nouexy, maon. 26). Ilpu
nPoBedeHUU UMMYHOCYNPECCUBHOU Mmepanuu Modcem nompebosamvcs 6oiee yacmoe
HabnooeHue, Hanpumep, npu npogedenuu «nyavey-mepanuu I'K u yuxiogocpamuoom™**
unu no0bope 003vl UHUOUMOPA KATbYUHEBDUHA.

e Mpbl pEeKOMEHAYeM pPacCMOTPETh BO3MOXXHOCTh NPOBEICHUS BaKIUHAIMK TPOTHB
nHeBMOKokka y nanueHToB ¢ [IMH u HC, koTopbIM m1aHUpYETCS UMMYHOCYIIPECCUBHAS
TEpaIuu, Ui CHIKCHHS PUCKOB HHPEKIIMOHHBIX OClIoKHeHMI [45,183,184].

YpoBenb  yOenuteabHocTH  pekoMenganmumii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5)

e Mpbl pEKOMEHIYeM paccMOTPETh BO3MOXKHOCTb IPOBEACHUS MPOPUIAKTUICCKON
TEpalui, HAMPaBICHHON Ha MNPEeayNpekIcHHE I[MHEBMOIUCTHON ITHEBMOHHH, B
COOTBETCTBUHM C JICHCTBYIONIMMH PEKOMEHAauusMu y mnarnueHtoB ¢ [IMH, koTopbim
NPOBOJUTCS MMMYHOCYIPECCUBHASI TEPaIusi ¢ NMPUMEHEHUEM TIIIOKOKOPTHKOUIOB (B
BBICOKHX 7103aX), IUKI0pochamuna** wiu #purykcumadba** [45,185,186].

YpoBenb  yOenutenbHocTH  pekoMengamuii C  (YpoBeHb  /IOCTOBEPHOCTH
0Ka3aTeJIbCTB — 5)

e Msnl pekomeHayeM y manueHToB ¢ [IMH, amuTensHO mMONydYarommx JICYCHHE
TIIFOKOKOPTUKOMJIAMH, TIPOBEIICHHE MEPONPHUSITHI, HAINPABICHHBIX Ha MPOPUIAKTUKY
OCJIOKHCHUH JTAHHOW Teparuu, YTOObI CHU3UTh PUCK CBSI3aHHOW C HUMH MHBAJIHIU3AIIUU
u cMmepTHOCTH [187].

YpoBenb  yOenutenbHocTH  pekoMenganmumii C  (YpoBeHb  10CTOBEPHOCTH

I0KA3aTeJbCTB — 5)

6 Opranuszanus OKka3aHus MeJIUIUHCKON MOMOLIMN.

[TokazaHus A IaHOBOW TOCHUTAIU3AIMY B MEIULIMHCKYIO OPraHU3aLHUIO:
BIepBbIe BIsiBIeHHAs [1Y >1 r/cyT, 0coO€HHO cToliKast W/Wii HapacTaroIas;
BIiepBbI€ BbIsBIEHHBIH HC;
BIIepBbIe BBIsABICHHOE cHWkeHne pCKD <60 m/mmu/1,73 M2 wim mporpeccupylomiee
yXyAueHue GyHKIUH MOYeK;
HEOOXOAUMOCTh NMPOBEICHUS OMOIICUU TIOUKH;
HEOOXO0AMMOCTh Havaja WIKA NPOJIODKEHUS MMMYHOCYIIPECCUBHOM Teparuy;

HEOOXOMMOCTh ~ KOPpPEKUMH MNpoBOAUMON  Tepanuu (mpu  HeIP(PEKTUBHOCTH  Mep,
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7)
1)
2)
3)
4)
1)

2)

3)

MIPEANPUHATHIX Ha aMOyIaTOPHOM 3Tare);
oreHKa 3(PEeKTUBHOCTH MTPOBOJMMON Teparuu.

[TokazaHus Uit SKCTPEHHON TOCIUTAIN3ALNUN B MEAUIIMHCKYIO OPraHU3alUIo:
TSOKEINbIN HePOTUUECKHUI CHHAPOM C Pa3BUTHEM YIPOKAIOIIUX HKU3HU OCIIOKHEHUI;
OIIIT ¢ pazBUTHEM YTPOKAIOIIMX KU3HU OCIOKHEHHUI;
YTPOXKAFOIINE KU3HUA TPOMOOIMOOTMUECKUE COOBITHSI,
YTPOXKAOILUE KU3HU JIEKAPCTBEHHBIE OCIIOKHEHHUS.

[TokazaHus K BBITUCKE MAIIMEHTA U3 MEIUIIMHCKOW OpraHu3aluu:
IIpU BIIEpPBBIE BBIABICHHOUN cyOHedpoTudeckoit I1Y mnmm HC ycranoBieH aumaruos u gopma
(mepBuuHas/BTopuuHas) MH, HauaTo jieueHUE B COOTBETCTBHH C PEKOMEH/IAIIUSMU;
JIOCTUTHYTA MMOJIOKUTEIbHAS KJIMHUYECKasl TMHAMHUKA: YMEHBIIMIIACh BHIPAKEHHOCTh OTEKOB
[P HAJIMYUU OTEYHOTO CUHIPOMA, IOCTUTHYTHI 1ieJieBbie 3HaueHus A/Jl;
y MalMEeHTOB C paHee YCTaHOBJICHHBIM nuarHo3oM MH npoBeznena onenka 3¢pGheKTUBHOCTH U
MIpU HEOOXOJIMMOCTH BBITIOJHEHA KOPPEKIUS MPOBOJUMOMN TEeparuu ¢ y4eTOM aKTUBHOCTHU

MH, npoBezieHa TMarHOCTHKA U IPH HEOOXOAMMOCTH JICYCHNE OCIOKHEHUH.

7. JonosHuTeNbHAA HHPOpManus (B TOM Yucjie (aKTOPbl, BJUSONIAE HA

MCXO0/1 3200/ 1€BaHUST MJTU COCTOSTHMS)

[Iporuoz IIMH B nenom OnaronpustHbd. Y HenedeHHbIX marueHToB ¢ [IMH u HC

nporpeccupoBanue ¢ pazsutuem TIIH uepes 5 ner nabmronaercs B 14% ciyuaes, uepes 10 et —

B 30% ciyuaeB u uepe3 15 et — B 40% cmyqaes [10].

®axropamu pucka nporpeccupoanuss Xbll y manuentos ¢ MH sBistoTcs MOBBIIEHUE

CBIBOPOTOYHOM KOHILIEHTpalu KpeatuHuHa oosnee 1,5 mr/mn (133 mMxmounb/n), canxenne pCK®

Ha

20% u Gonee 3a 12 mecsieB Ha JIIOOOM dTare TEUCHUs 3a00JI€BaHUs, KOTOPOE HE MOXKET OBITh

00BSICHEHO JPYTMMH MpUYMHAMH, TiepcuctupoBanue [1Y Oonee 8 r/cyT B TeueHue 6 MecsIEs,

NPUCYTCTBHE B MO4YE HH3KOMOJIEKYJspHbIX OenkoB (low-molecular-weight proteinuria) wu,

BO3MOXKHO, Bhicokne TUTpel AT k PLA2R [188].

Kpurepuu oneHKku KkayecTBa MeAUIMHCKON MOMOILIM

No YposeHb YposeHb

B Kpurepun xkauecrsa yOeaUuTeIbHOCTH | IOCTOBEPHOCTH
PEeKOMEHJAINI | J0Ka3aTeJIbCTB

1. [[Tarmenty ¢ momo3penrieM Ha MH npu oTcyTcTBHY B 2

[IPOTHUBOINOKA3aHUN TMPOBEJCHAa OHOINCHA TOYKU I0]
KOHTPOJIEM YJIbTPa3ByKOBOI'O UCCIIEI0BaHMS C MATOJIOIOA
AQHATOMUYECKUM HCCIIEIOBAHUEM OnoncuiHorg

Marepuaia
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[Tatmenty ¢ I[IMH wu IIY >05 r/cytku mipu
OTCYTCTBHHM TMPOTUBOIOKA3aHUN HA3HAUYECHO JICUCHHE
uHruOuTopom All® wunm aHTaroHUCTOM PELENTOPOB
aHrnoteH3uHa Il

[lammenty ¢ I[IMH wu oTHomeHnueM anpOymuH
Moun/kpeaTuHuH Moy  >200 wmr/r, pCK®d  >25
Mt/mun/1,73M2, HE HYXJaroLeMycs B
MMMYHOCYIIPECCUBHOW ~ Tepaluu, MpH  OTCYTCTBHH
[POTHBOINOKA3aHUN Ha3HAUEHO JIEYCHHE HWHTHOUTOPOM
HAaTPUI3aBUCUMOIO IIEPEHOCUMKA TJIIOKO3bl 2 THIIY
(manarmuduo3ua™*, smnarnuduozun™*)

[TanmeHnTy c mpeamnosaraéMbIM WIM TOJATBEPKICHHBIM
nuarHozomM MH 1poBeneHa JHMArHOCTHKA, BKJIIOYAs]
CEpOJIOTUYECKME MU HUMMYHOJIOTMYECKHE TECThl, IS
MCKITI0UeHHs BTopu4Hoil hopme MH

Y manueHTta ¢ IpearoyiaraéMbIM WM IOATBEPKAECHHBIM
muargosom  MH  unckiroueH  napaHeoIuIacTUYeCKUH
xapakrep HedponaTuu

[Tanenty ¢ MH u HC ¢ runoans6ymunemueit <28 r/a u
HU3KUM PUCKOM KPOBOTEUYEHMUSI Ha3HAYEHA
npoduiakTuyeckas aHTUKOAryJIsIHTHash Tepamnus B
TeyeHHe MepBbIX 6 Mecsaues nepcuctuposanus HC wn
110 TIOBBIICHUS YPOBHS albOyMHWHa B KpoBU >28 1/1
(B 3aBMCUMOCTH OT TOr'0, YTO HACTYNHUT paHbIlE)

. [Tauenty ¢ MH u HC ¢ nono3peHueM Ha pa3BUTHE

TPOMO0IMOOTNYECKUX OCJIOKHEHU N poBe/IeHA
HeoOxoauMmasi  JlabopaTopHass M HMHCTPYMEHTAJIbHAs
ITMAarHOCTHKA JUIS UX MCKJIFOUECHUS

[Tarimenty ¢ MH 1 ycTaHOBIEHHBIMU
TpOoMOOIMOOTNUECKIUMH OCJIOKHEHUIMH Ha3HaueHa
HeoOXoIuMasi aHTUKOAryJITHTHAs Tepanus

[laruenty ¢ IIMH n HC npu Hanuuuum XoTst Obl 0JTHOTO
(dakTopa  pHCKa MPOTPECCHPOBAHHUS  HePpomaTHy
Ha3HAYCHA ONTHMaJbHAs  WHIYKIWOHHAS  HWMMYHOA
CynpeccuBHas Tepanusi (QIKWIHPYIOIIME CpeICcTBa B
COUETAHHH C TJIFOKOKOPTUKOUAAMH, HPUTyKCUMaO™*
WM UHTHOUTOPHI KaJbLIMHEBPUHA) JUTUTEIBHOCTHIO HE
MeHee 6 MecsleB

10,

[Tarenty ¢ [IMH u penmansom HC HazHauen
[MOBTOPHBINA Kypc Tepanuu (¢ yuyeToM 3QGeKTUBHOCTH U
0e30MmacHOCTH), Ha OHE KOTOPOI paHHee Obl1a
TOCTUTHYTa PEMHUCCUS

11,

[Tatmenram ¢ IIMH, pe3ucTteHTHONM K WHULIHMAIBHON
Teparuy, TpOBeNeHa KOPPEKIHs JICYeHUs C BHIOOpPOM
ONTUMAJILHOW CXEMBbl TPEOJOJCHUSI PE3UCTEHTHOCTH
(anKmMpyromme ~— CpeiAcTBa B COYETAHHH O
[ITIOKOKOPTUKOUJAMH, #PUTYKCUMA0™** MM MHTUOUTOPB]
KaJTbIIMHEBPHHA) B KaXJIOM KOHKPETHOM CITydae
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IIpuno:xkenne Al. CocraB palGoyel rpynmbl 10
pa3padoTke " nepecMoTpy

KIMHUYECCKHUX peKOMeHIla]_[I/Iﬁ

barromma Muxann MuxaiinoBud — JI.M.H., mnpodeccop Kabdeapsl
BHYTpeHHUX  Oonesnerd  No2,  3aBenmyromuid  HePpOIOTHYSCKUM
ornenenueM PoctMI'Y, 1. Pocros-Ha-lony. UYnen IlpaBnenus
Acconmanuu - HepoJIOToB, wieH mpaBieHuss Hayunoro oobmiecTBa
Hedposoros Poccum.

bo6koBa Mpuna HukomaesHa (mpeacenarens pabodei Tpymiibl) — I.M.H.,
npodeccop Kadeapbl BHYTPEHHHX, MPOPECCHOHAIBHBIX OOJE3HEH W
peBmaronorun  MHcTUTyTa KIMHMYECKOW MeaunuHel uM. H.B.
Cxmmudocorckoro, [epsoiit MI'MY um. .M. CeuenoBa (CeueHOBCKUI
yHuBepcuteT), MockBa. UneH mnpaBieHUs Accouuanuud HePpoJoros,
npe3uaeHtT Hayunoro o6mectBa Hedponoros Poccun.

boOpoa Jlapuca AuJiekcaHIpoBHa — K.M.H., aCCHCTEHT Kadempsl
BHYTPEHHUX, PO ECCHOHATBHBIX 00JIe3Hel 1 peBmaronorun MHctuTyTa
knmuHnYeckod Menuuuuabl M. H.B. Ckmmdocosckoro, Ilepseii MIMY
uM. U.M. CeuenoBa MunzzapaBa Poccun (CedueHOBCKUI YHUBEpPCHUTET),
MockBa. Unen Acconuanuu Hedposoros, uieH Hayunoro oOmiectBa
Hedposioro Poccun.

Barazun Awnapeit BnagumupoBnd — nA.M.H., 1pod., pyKOBOAWUTEINb
XUPYPIUYECKOTO OTAENCHMsS TPAHCIUIAHTALMM TOYKH, 3aB. Kadeapoin
TPAHCIIAHTOJIOTUM,  HEPPOJIOTMM U  HUCKYCCTBEHHBIX  OpraHOB,
MockoBCcKkui  00JaCTHOM HAyYHO-UCCIEAOBATEIbCKUN  KIMHUYECKUMA
uHCcTUTYT UM. M.®. Brnagumupckoro, Mocksa. I'/1aBHBIM BHEIITATHBIN
cnenpanuct Hedposor Munzapaa PO mno LPO. IlpesuaeHt
Accornpaniun  HeQposoroB. 3acimykeHHbIM Bpau P®d. 3acmyXeHHBIH
nesitens Hayku PO.

Jo6ponpaBoB Bnaaumup AnekcaHapoBUY — JI.M.H., Mmpod., 3am.
JUPEKTOpa HAyYHO-HUCCIIEAOBATENILCKOTO MHCTUTYyTa He(pOJIOruud Mo
Hay4yHOU pabote, mpodeccop Kadeapbl MPONEAEBTUKA BHYTPEHHHUX
Oone3nei c KJINHUKOM, ITepBbrit Cankr-IlerepOyprekuii
rOCYJapCTBEHHbI MEIMIMHCKUNA yHuUBepcurera wuM. akaza. H.IL
[TaBnoBa,  Cankt-IlerepOypr. Unen  mpaBieHuss  Acconuanuu
Hedposoros, ujeH mnpamieHus HayuHoro oOmectBa Hedpoaoron
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10.

Poccun.

3axapoBa Enena BukrtopoBHa — K.M.H., 3aBeyromas HepoIorHaecKum
ornenenreM Kb um. C.II. Borkuna r. MOCKBBI, TOLEHT KadeIpbl
Hedposorun  OITJO MoOCKOBCKOTO roCy1apCTBEHHOTO
MEIUKOCTOMATOJIOrMUECKOro yauBepcuteta uMm. A.W. EBgokmmoBa, goreHT
Kadeapsl HeQPOJOTHH W TeMoauanu3a PocCHACKONH METUITHHCKON aKaJIeMHH
HelpepbIBHOTO npodeccHoHambHOro obpa3oBanus, Mocksa. IIpexncenaresnsb
Poccuiickoro auanu3Horo o01ecTsa.

KampimoBa Enena CepreeBHa (cexpeTapb pabouell Tpymnmbl) — K.M.H.,
JOLIEHT Kadeapsl BHYTPEHHHX, MpodeccHoHanbHbIX OoOJie3HEeW U
peBmaronorun  MHcTuTyTa  KIMHMYECKOW MeaunuHel uM. H.B.
Cximmadocorckoro, Ilepeiii MI'MY um. .M. CeueHoBa MwuHn3apaBa
Poccun (CeuenoBckuii yHuBepcurer), MockBa. Unen Accouuanuu
He(pOJOroB, OTBETCTBEHHBI  cekperapb Hayunoro  obmiectBa
Hedposioro Poccun.

Koznosckass Hatanes JIbBOBHA — 1.M.H., TIpod., pyKOBOJUTENIb IEHTpa
MOMOIIM OEpeMEHHBIM C MATOJOTHEH MOYEeK U MOYEBBIBOASIINX MYyTEH,
I'Kb wm. A.K. EpamumanneBa r. MockBbl, npodeccop kadenpsr
BHYTPCHHUX OOJIE3HEH C KypcaMu KapAWOJIOTHH ¥ (YyHKIMOHAJIHHON
nuarHoctukd wM. akagemuka B.C. MowuceeBa PYJIH, Mocksa. Unen
Acconuanuu Hedpooro.

JIpicenko (Kosnosckast) Jlupus BragumupoBHa (compencenareib
paboueil rpymmbel) — A.M.H.,, Tnpodeccop Kadeapsl BHYTPEHHUX,
npodeccuoHaIbHBIX ~ Oone3He  u  peBmaronorun  MHctutyTa
kanHnYeckoi memunuuel uM. H.B. Cxmudocosckoro, Iepsoiit MIMY
uM. .M. CeuenoBa MunsnpaBa Poccun (CeueHOBCKUI YHUBEPCHUTET),
MockBa. Ynen Accoumanuu Hedposoros, wieH mparieHuss Hayunoro
obmiectBa HepomoroB Poccuu.

CmupHoB Anekceil BraaumupoBud — 1.M.H., Ipod., TUPEKTOP HAyUHO-
KJIIMHAYECKOTO0  MCCIEAO0BATENIbCKOTO  LIEHTPa, JUPEKTOp HAay4dHO-
UCCIIEIOBATEILCKOTO ~ WHCTUTYTa  HeQpoJoruH, 3aB.  Kadeapoi
NPONEeBTUKN BHYTpEeHHMX Oone3Heil ¢ kinuHukoi, Ilepsbrii CaHkT-
[TerepOyprckuii roCyIapCTBEHHBIH MEIUIIMHCKUN YHUBEPCHUTET WM.
akan. M.I1. TlaBnoBa, Cankt- [letepOypr. Unen npaBienusi Accolpanun

Hedposoros, Bule-npesuaeHT Hayunoro oOmectBa Hedponoros

69



Poccun.

11.  YeOorapeBa Harampsi BuxrtopoBHa — na.M.H., npodeccop kadeapbl
BHYTPEHHUX, MpodeccnoHanbHbIX 00e3Hel 1 peBMaTonorun MHCTUTyTa
knnHndeckor Memuuuuabl M. H.B. Ckmmudocosckoro, Ilepseii MI'MY
uM. .M. CeuernoBa Mun3zapaBa Poccun (CeueHOBCKUN YHHBEPCHTET),
MockBa. Unen Acconuanuu HedponoroB, uieH HayuHoro oOmiectBa

Hedponoros Poccun.

Konaukt uarepecoB: ABTOpHI 3asBISIOT 00 OTCYTCTBUU KOH(MIMKTA HHTEPECOB.

70



Ipuiaoxenue A2. Metomos10rusi pa3padoTKu KINHAYECKUX PEKOMEeH Al
IIpu pa3paboTke [aHHBIX pEKOMEHJAMA B KauyeCTBE OCHOBBI HCIOJB30BaJIH
pekoMeHnanuu  «MemOpaHnosHas Hedpomatus» 2016 1., a TaKKe MEXKIyHapOIHBIC
peKoMeHauu 1o 3Toi mpobdieMe. Te3uchl-peKOMEHIAlMM OCHOBAaHbl HAa CHCTEMAaTUYECKOM
o030pe omyOnukoBaHHBIX M0 2021 r. craTeil, BBIMOJHEHHOM wWwieHaMH paboueil rpynmsl. s
OLICHKHM KauyecTBa U CUJIbl PEKOMEHAAINI MCIOIb30BAIM YPOBHH JOCTOBEPHOCTHU J10Ka3aTENIbCTB
1 yOeIuTeIbHOCTH peKoMenaauii (tadm. 1-3).

IleaeBas ayIUTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMIA:

1. Bpau-uedpouor.

2. Bpau-teparieBT.

3. Bpau-TepamneBT y4acTKOBBIH.

4. Bpau o0miei npakTHKH (CEMEHHBIA Bpay).

Taoauua 1.11Ikana oieHkn ypoBHEH nocToBepHOCTH Aokazarenbets (Y 1)1 meTonoB

JUAarHOCTUKH (,I[I/IaFHOCTI/I‘ICCKI/IX BMCIIATCJIb CTB)

Y Pacuundgposka

1 CucremaTudeckue 0030pbI UCCIICIOBAHUH ¢ KOHTPOJIEM PePEPEHCHBIM METOIOM HITH
CHCTEMATHYECKHI 0030p PaHJOMU3UPOBAHHBIX KIIMHUUECKUX UCCIICIOBAHHI C
IMPUMCHCHUCM MCTa-aHaJIM3a

2 OTI[GJ'IBHBIG HCCJICAOBAHUSA C KOHTPOJIEM pe(i)epeHCHLIM MCTOAOM HUJIN OTACIBHBIC
PAHAOMH3UPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHNA U CUCTEMATUUCCKHUE O630pI)I
HCCIIeI0BaHUM 11000r0 I[I/I38.I\/’IHa, 3a UCKIIFOUYCHUCM PAaHAOMU3HUPOBAHHBIX KIIMHUYCCKUX
I/ICCJ'[G)IOBaHI/II\/'I, C IPpUMCHCHHUECM MCTa-aHaJin3a

3 HccnenoBanus 63 MOCIEN0BAaTENIBHOTO KOHTPOIIS pe()epEeHCHBIM METOIOM WIIH
HCCIIeIOBaHMs ¢ pe(hepeHCHBIM METO/I0M, HE SIBIISIOLIMMCS HE3aBUCHUMBIM OT
HCCIIETyEeMOr0 METO/1a MJIM HEPAHIOMU3UPOBAHHBIE CPABHUTENbHBIE HCCIIEI0OBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEOBAHHUS

D

HeCpaBHI/ITCJ'II)HI)IG HCCICO0BAaHNA, OITMCAHNEC KIIMHUYCCKOT'O CiIydas

5 HMmeeTcs nuiibs 000CHOBAHKME MEXaHHU3MAa JEHCTBUS WM MHEHHE 9KCIICPTOB

Ta6auua 2.11Ikana onieHkH ypoBHeH JocTOBEepHOCTH AoKazatenbeTB (Y /1) s metonoB
npoUIaKTUKHY, JIeYeHU 1 peabunutarmu (mpouIaKTHIECKHX, JIeYeOHbIX, peaOHINTAIMOHHBIX

BMEUIATENIbCTB)

YA Pacuiugposka

1 | Cucrematnueckuii 0630p PKU ¢ npuMeHeHneM MeTa-aHainu3a

2 Otnenpabie PKU 1 cuctematnyeckne 0030pbl MCCIIEIOBAHMM II0O0TO TU3aifHa, 3a
uckiouennem PKU, ¢ nmpumMeHeHneM MeTa-aHanmu3a

3 HepaH,Z[OMI/IBI/IPOBaHHLIC CPaBHHUTCIILHLIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHBIe HCCIICO0BAaHNA, OITMCAHNE KIIMHUYCCKOTO CiIy4das UJIh CEPHUU CI1ydacB,
NCCICIOBAaHUA ((Cﬂyqaﬁ-KOHTpOHB))

5 Nwmeetcs nums 000CHOBaHWE MEXaHU3Ma JICUCTBHS BMEIIATEIBCTBA (JIOKJIMHUYECKIE
WCCJICTOBAHMsI) I MHEHHE DKCIIEPTOB
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Taodauna 3. [llkana oneHKu ypoBHeH yoenutenabHOCTH pekomeHaanuil (YYP) s metonos

npoMIAKTUKHY, THATHOCTUKY, JICYEHUS U peaduiuTanuu (MpoduiIakTuIecKuXx,

JUarHoCTHYCCKHX, JIC‘IC6HLIX, pea6I/IHI/ITaHI/IOHHbIX BMGH_IaTeJ'IbCTB)

YYP

Pacummdponka

A

CunbHas pekoMeHaIus (Bce paccMaTpruBaeMble KpUTEPHH dPPEKTUBHOCTH
(MCXO/IBI) SABIISIFOTCS BaYKHBIMH, BCE UCCIIEJOBAHHS UMEIOT BBICOKOE MIIN
YJIOBJIETBOPUTEIHLHOE METOI0JIOTHYECKOE KaueCTBO, UX BBIBOJIBI 1O
MHTEPECYIOIIMM HCXO0/1aM SIBIISIIOTCSL COTIACOBAHHBIMH)

VYcrnoBHast pekoMeHaanus (He BCce paccMaTpuBaeMble KpUTepun 3PPeKTUBHOCTH
(MCXO/IBI) SABISIFOTCS BAYKHBIMH, HE BCE UCCIIEJOBAHMS HMEIOT BBICOKOE MU
YJIOBJIETBOPUTEIHLHOE METOI0JIOTHIECKOE KAYECTBO M/UITH UX BBIBOJIBI IO
MHTEPECYIOIIMM HCXO0/1aM He SIBIISTIOTCS COTJIaCOBAHHBIMH)

Cnalas pexomMeHanus (OTCYTCTBHE JJOKA3aTeNbCTB Ha/IIEKAILEro KauecTBa (Bce
paccMaTtpuBaemMbie KpuTepun d3PPEKTHBHOCTH (MCXO/IbI) SBIISIOTCS HEBAXKHBIMH,
BCE€ UCCIEN0BAHUA UMEIOT HU3KOE METOA0JIOTMYECKOE KaueCTBO U UX BBIBOJBI 110
MHTEPECYIOIIUM UCX0JIaM He SIBJISIFOTCS COIVIACOBAHHBIMU)

IMopsiniok 00HOBJIEHUS KIMHUYECKUX PEKOMEH AN,

Mexanu3m OOHOBJIEHUS KITMHUYECKUX peKOMeHI[aIII/If/'I npeayCcMaTpuBacT UX CUCTCMATUYCCKYIO

AKTyaJIM3alnI0 — HE PEKEC YEM OAWH pa3 B TPU roaa,a Tak>Ke MpH MMOABJICHUH HOBLIX JaHHBIX C

MO3HUILMH JOKa3aTeIbHOM MEIUIIUHBI 10 BOIIpOCaM AMArHOCTUKH, JICHCHUA, HpO(i)I/IJ'IaKTI/IKI/I n

pea6I/IJ'II/ITaI_[I/II/I KOHKPCTHBIX 38.60J'I€B8.HPII>1, HAJIMYUU 000CHOBAHHBIX HOHOHHGHHﬁ/SaMeanHﬁ K

panee yrBepxkaéHHbIM KP, HO He yaie 1 pa3a B 6 Mecses.
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Ipuiaoxenue A3. CipaBoyHble MAaTEPHUAJIbI, BKJIKOYAS
COOTBETCTBUE MOKA3aHUI K MPUMEHEHUIO H
NMPOTUBONOKA3aHNH, CTIOCO0O0B NPUMEHEHHS U 103
JIEKAPCTBEHHBIX NMPeNnapaToB, MHCTPYKIHUH 10 NPUMEHEHUI0
JIEKAPCTBEHHOT' 0 Mpenapara

KimHanyeckue PEKOMEHIaLHH. XpoHHuueckas 00J1e3Hb IIOYEK.

https://rusnephrology.org/wp-content/uploads/2020/12/CKD final.pdf

Knuanueckue PEKOMEHIALIHH. Octpoe MOBPEXKICHUE MMOYEK.

https://rusnephrology.org/wp-content/uploads/2020/12/AKI final.pdf

WHCTpyKlIMM 1O NPUMEHEHHUIO JIEKAPCTBEHHBIX IpenapaTroB — CM.
I'ocynapcTBeHHBIN peectp JIEKapCTBEHHBIX IIpenapaToB

http://grls.rosminzdrav.ru/GRLS.aspx
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Ipuioxkenue b. Anropurmsl AelcTBUI Bpaya

Cxema 1. AJropuT™M NpUHATHS PellieHUs 0 HEOOXOAUMOCTH NMPOBedeHUs] OMONCHH

MOYKHU npu nopo3penun Ha MH

[ MaumneHT c nogo3peHmem Ha MH ]

1

[ OnpepeneHue TuTpos AT K PLA2R ]

Her AT K PLA2R Ha

NoBbILIEHbI?

+HexapakTepHasa ana MH kauHuyeckas KEDTMHE\ HopmanbHas
«BbicTpoe cHumeHne CKO dYHKUMA nouek
+ NoNOXUTENbHBIE Pe3y/IbTaTbl CEPONIOrUUYECKIX

TECTOB, YKa3blBAOWME HA BO3MOXKHbIi
BTOPUUHbIN XapakTep HedponaTum

+ OtcyTcTeue otseta Ha UCT + cHukeHne CKO
+Mepcuctmposanme HC, HecmoTpsa Ha
ncuesHosenue AT k PLA2R J

—
OT 61oNCc1M NOYKM
MokasaHa 6uoncua

MOXHO
MOYKM
BO3/lepXKaThcA

[Tpumeuanusi: AT k PLA2R — antutena x peuentopy ¢ochomumazsr A2; UCT —
UMMyHOCynpeccuBHas Tepanus; MH — memOpanosnas nedpomnarus; HC — nedpornyeckuit

cunapom; CK® — ckopocTh KITyOOUKOBOH (pMIIbTpALIHH.

Cxema 2. AJITOPUTM BHIOOPA AHTHKOATYJISIHTHOI Tepanuu y nanuedToB ¢ MH

NauwmeHT ¢ MMH n HC

AnbbymuH 8
KpoBM < 28
r/n?

Bbicokuii puck BT30

Oa Ecro Her

OueHka pakTopos
pucka AT30

Bbicokuit
puck
AT20?

o Apyrue
LeHKa pucka axropsi
KpOBOTEYEHMIA
pucka

BT30?71

Ja
BbICOKMiH PUCK
KpOBOTEYeHNiA
?

Mosxer

HasHauerne obcymaaTbeA MpodunakTuyeckas
npodunakTUyeckoin HasHaueHue AHTUKOAryNAHTHaA
aHTUKOAryNAHTHOM aueTuncanMumun Tepanua He

Tepanuu (HMT, nokasaHa

0BOW KMCNOTbI2
BapdapuH**)

!B kauecTBe OMONHUTENBHBIX (AKTOPOB PUCKA MOTYT 00CY K AaThes: IIPOTeUHypus > 10

r/cyt, UMT > 35 kr/m2, reHeTuueckas NpeapacloyioKeHHOCTh K TpoMOo3aM, cepiedHas
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HenocrarouHocTh Il mmu IV dynkmmonansHoro kimacca no kinaccudukanuum New York Heart
Association, HelaBHO TEPEHEHHOE OPTOMNEIMUYSCKOS WM OOIIEXUPYPrUIecKOe BMEIATEILCTBO,
JUTTETbHAS IMMOOWIIN3aNus U T.10. [42].

206cyXKIaeTcsl MHAMBUIyanbHO B KakKJIOM KOHKPETHOM ciiydae (MOAPOGHOCTH CM. B
nyHkre 3.1.1).

[Mpumeuanusi: AT k PLA2R — anturena x peuenropy docdonunazer A2; ATI0 —
aprepuanbHble TpoMOoIMbomuyeckue ocnoxuenus; BTOO — BeHo3HbIE TpoMOOIMOOIMYECKHE
ocinoxHenus; [IMH — wanomarnueckas memOpano3Has Hedponatus; UMT — uHmekc macchl

tena; HMI™ — auzkomonekynsapusie renapunbl; HC — HedpoTrdeckuii CHHAPOM.

Cxema 3. AuaroputMm BbIOOpa Tepanum y nanueHtos ¢ IIMH B 3aBucmmMocTH OT

CTeNeHH PUCKA MPOrPecCHPOBAHNS

[ OueHKa pucKa NporpeccupoBaHus ]

MMH

Het

Puck
cpeaHuin
?

Het

Puck
BbICOKUIA
?

*HedponpoTtekTusHan
Tepanusa, HabnoaeHue

*HedponpoTtekTuBHan
Tepanus, HabaoaeHne

*#PUTYKCUMaAB**

PUCK OuYeHb BbICOKUIA
*MKH

*#PUTYKCUMAG**

LOA + TK
*UKH + #puTykcumab*

*U®A +TK

[Tpumeuanue: I'K — rmokokoptukonisr; UKH — unru6urops! kansuunespuna; [IMH —

uaronaTuieckas MeMopanosnas Heppomnartust; LHOA — #uuxknodochamua™*.
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Ipuioxenue B. Uudopmanus 1/ nauueHTa

Y Bac gumarHoctupoBaHa MemOpaHo3Has Hedpomarus (MH). BaumarensHo
O3HAKOMBTECh C TMPHUBEACHHON HIbke uHGpopManuelr o0 »TOM 3a0o0jieBaHUU U MpU
HE0O0X0IMMOCTH OOCYIMTE HEMOHSATHBIE BOIIPOCHI € JICUAIlUM BpadoM. TIIaTesibHOE ciel0BaHne
pPEKOMEHIalusIM Bpaya TO3BOJIMT YIy4dIIUTh Barne camouyBCTBHE M CHH3UTH PHUCK TSDKEIBIX
OCJIOKHEHUH.

Kparkas undgopmanus o 3a00/1eBaHUHA

Membpano3Has Hepomnatust mpencTaBiIsier co00il ayTOMMMYHHOE 3a00JIEBaHUE IOYEK,
Opd KOTOPOM pa3BHBAETCS MMMYHOJIOTHYECKH OIOCPEIOBAHHOE MOBPEXICHHE Oa3albHON
MeMOpaHbl KIIyOO4YKa — OCHOBHOM CTPYKTYPBI, BHIIONHSIONICH B Mmoukax GyHKIuio ¢puibTpa. B
pe3ylbTaTe cojaepiKamecs B KpOBU O€NKM TomagaloT B Mody (mporeunypusi). [lpu motepe
OOJBIIOTO KOJMYECTBA Oelika (OPMUPYETCS COCTOSHHUE, ONpenesieMoe Kak «He(ppoTHuecKuid
CHHIIPOM.

Boigenstor mnepBUUHYIO (MIUOMATUYECKYI0) W BTOPHUHYIO (OPMBI MEMOpPaHO3HOM
Hedponatuu. Y OOJBIIMHCTBA TMAIMEHTOB C TEPBUYHOM MeMOpaHO3HON Hedpomnartuen
o0Opa3yroTcsi aHTUTeNna K pernentopy ¢ocdonumassl A2, KOTOPhIE MOBPEKTAIOT «IIOYCTHBIN
¢wieTp. Bropuunas wmemOpaHo3Has HedpomaTHs  pa3BUBAECTCA  BCIEACTBUE  JPYTUX
3a00J1€BaHNI/COCTOSIHAM, B TOM UYHCIIE:

® ayTOMMMYHHBIX OOJIe3Hel (TaKuX KaKk CUCTEeMHas KpacHasi BOTYAaHKa, );

® 3JI0KaYeCTBEHHBIX HOBOOOPA30BaHMIA;

e uH(pexnuii (Hanpumep, BbI3BaHHBIX BUpycamu renatuta B umu C);

e [apa3uTapHbIX MHBA3UH (HapuUMep, pU MAISPUH);

® TIPUMEHEHHS HEKOTOPHIX JIEKAPCTBEHHBIX CPEJICTB.

Kinnuko-i1adopaTopHbie NposiBJICHUS

MemOpaHno3Has HedpomaTusi, Kak MPaBUIIO0, Pa3BUBACTCS MOCTENEHHO, ITPU 3TOM Y YacTH
MAIMEHTOB KIMHUYECKUE TMPOSBICHUS 3a00J€BaHUS OTCYTCTBYIOT B TEUYCHHE JUTHUTEIHHOTO
BPEMEHH, W TPHU3HAKUA TOPAKECHHS MOYEK OOHAPYKMBAIOT CIyd4alHO MPU OOCIETOBAaHUH IO
NOBOAY JApyroro 3a0ofeBaHMs. XapaKTepHbIE KIMHUYECKHE CHUMITOMBI MeMOpaHO3HOM
He(poInaTuu BKIIOYAIOT:

® OTEKH pa3IMYHON CTETEHU BHIPAKEHHOCTH (OT HEOOJBIINX OTEKOB CTON M TOJICHEH

70 OTeKa TOJIKOKHO-XHPOBOW KIETUYATKH W CKOIUICHHUS KHIKOCTH B OPIONIHON W
TUIEBPAITEHBIX TTOJIOCTSX );

L4 an6aBI<y MacCChI T€J1a,
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® YMEHBIIEHNE KOJMYECTBA BBIIEISIEMON MOUH, MOSIBJICHUE MEHSIIENHCS MOYH («IIeHa»
COXpaHsETCs B TEUCHHUE AJTUTEIBHOIO BPEMEHH);
®  YTOMJISIEMOCTb;
e YHOI/IAa IOBBIIIEHHE apTepHanbHOro aasieHus (AJ]) B couetaHuu c xanodbamMu Ha
rOJIOBHBIE 00JIN, TOJIOBOKPYKEHHUS, IIyM B yIIax.
IIpu naGopatopHOM 00CI€OBaHUM NALMEHTOB ¢ MEMOPaHO3HOW HedponaTHell BBIABISAIOT
CJIEYIOIINE TUITNYHbBIE U3MEHEHMUS:

® [IPOTEHHYPUIO (Hanuuue Oeska B MOYe);

e CHIDKEHHE ypOBHEM o01iero 6eika u anb0yMruHa B OMOXMMHYECKOM aHATIN3€e KPOBH;

® TIOBBIIICHUE YPOBHEH JIMMUAOB B KPOBH (OOILIET0 XOJECTEPHHA, TPUTIUIEPUIOB,

JIUMONPOTENHOB HU3KOH MJIOTHOCTH, JTUIIOIPOTENHOB OUY€Hb HU3KOU TIOTHOCTH).

JAuarnos

Jlnarno3 MeMOpaHO3HOM He(hponaTuM yCTaHABIMBAIOT HA OCHOBAHUU MOP(OIOTUIECKOTO
UCCJIE/JOBAaHMsI TKAHH MOYKH, MOJIyYEHHON ¢ TIOMOLIbIO OMOIICUH, W/UIH BBISIBJICHUS TOBBILICHHBIX
TUTPOB aHTHUTEN K peuentopy ¢ocdonunassl A2 B kpoBu. [Ipu OTCYTCTBUM BO3MOXKHOCTH
UCCJIEIOBAaTh AHTHUTENA K pernentopy ¢ocdonunazsl A2 WM NPH HOITYYESHHH OTPHIATEIHHOTO
pe3ynbTaTa IpOBOAUTCA OOCIEIOBAHUE, HAIIPABICHHOE HAa MCKIIOYEHHE BTOPUYHOIO Xapakrepa
MeMOpaHO3HOW  Hedpomaruu, B TOM YHCI€ CHUCTEMHbIX 3a0oyieBaHMM, MHQEKIMH,
3JI0Ka4E€CTBEHHBIX HOBOOOPA30BaHUIA.

Jleuenne

MemOpaHo3Hast HepponaTus — XPOHMUYECKOe 3a00JIeBaHUE, KOTOPOE IOJIHOCTBIO HE
U3JIeYUBAETCs, a MPOTEKAeT C MepuojaMu peMuccuii u obocrpenuil. Llenpto neyenus sBisercs
JOCTMDKEHUE CTOMKOW (B HWpaeane MOXXKHW3HEHHOW) pemuccuu. OO0beM Tepanuu OmpesenseTcs
dopmoil  (mepBUuYHAs UM BTOpPUYHAs) MEMOpaHO3HOM  HeppomaTUd U  PUCKOM
IPOrPEeCCUPOBaHUS TOUYEYHON HETOCTATOYHOCTH.

[TanenTam ¢ nepBUYHON MeMOpaHO3HON HedpomaTueil U yMepeHHOM morepeil Genka ¢
MOYOH (IpOTEenHYpHs MeHee 4 TPaMMOB B CYTKH) B COYETAaHUM CO CTaOMIIbHOM (QyHKIMEH nmouek
MOJKET ObITh Ha3HAUEHA MOJIIEP/KUBAIOIIAS Tepanusl, KOTOPasi BKIIOYAET:

o JUETY C OTPaHUYEHHUEM COJIU;

o npenaparsl, — OJOKHpYIOIIME  aKTUBHOCTb  PEHMH-aHTHMOTEH3WH-aJIbJIOCTEPOHOBOM
CHUCTEMBl:  WHTMOMTOPHI  aHTHMOTEH3MHIIpeBpaliaroniero  (epmeHnra,  OJI0KaTOPHI
penentopoB aHruotensuHa Il, xortopble cHuxkas mnporeuHypuro U AJl, TOpMO3AT
IpOrpeccupoBaHmsl He()POCKIEPO3a;

o JIEKapCTBEHHBIE CPEACTBA, CHUKAIOIINE YPOBEHD XOJIECTEPUHA B KPOBU: CTATHHBI;

° MOYCTOHHBIC (HpI/I BBIPAKCHHBIX OTeKaX).
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Ecnu B TeueHuwe nepuoaa HaONIOACHMS, MPOAOIDKUTEIBHOCTh KOTOPOTO ONpeAesseTcs
BpauOM-He(PpOJIOroM, OTKIOHEHHs KIMHUKO-Ta00paTOPHBIX MOKa3aTeNleil He pa3peraoTcsl Wil
HApacTalT, MOXET 00CYXIaTbCcs HAdalo MMMYHOCYNPECCHBHOH Tepanuu. s momaBieHHs
UMMYHHOH CHCTE€Mbl NPUMEHSIOT IJIIOKOKOPTUKOMJBl M IIMTOCTaTUKU W/MIM Ipenapatsl
MOHOKJIOHAJIbHBIX aHTUTed. CXeMy JIedeHUs NalMeHTa ONpeAessieT Bpau-HeppoJIor ¢ y4eToM
COOTHOIIICHUS TMOJIB3bI M PUCKA B KaXKJIOM KOHKPETHOM CIIydae U B COOTBETCTBUH C MPHUHATHIMU
KJIMHUYECKUMH PEKOMEH/IAIIUSIMH.
ITpu BTOpHMYHON MeMOpaHO3HOI HedponaTuu Tepanus OCHOBHOIO 3a00J€BaHUs MHOTAA
CHOCOOCTBYET HACTYIUIEHUIO PEMUCCUM IOYEUHOTO IIpoIiecca.
Ecnmu na QoHe mpoBOAMMON Tepamuu yXyAIIMIOCH CAMOYYBCTBHE MIIM TOSBUIHMCH
NpU3HAKH TOOOYHBIX 3((}EKToB, cieayeT oOpaTUThCS K Bpady Uil YCTAHOBJICHUS MPUYMHBI
YXyIUIEHUs ¥ IPH HE0OXO0AUMOCTH KOPPEKLIUU TePaItH.
Oci10:xHEeHNA
VY manueHToB ¢ MeMOpaHO3HON HedpomnaTtuei, 0coOeHHO TPU HATHMYHUH HEYPOTUIECKOTO
cuHapoMa (OTEKH, TOBBIIICHHE Oenka B Moue Oojiee 3,5 r/i1) MOBBIIIEH PUCK TPOMOO3OB |
TpomMO0osMOommii. Hanbosnee yacTsiMu BapuaHTaMU SIBJISIFOTCS:
e TpoM0O3 IIyOOKMX BEH HWKHMX W/MJIM BEpXHUX KOHEYHOCTEH (TIPOSBIIAETCS OTEKOM
W/WITM MECTHOW O0JIC3HEHHOCTHIO MOPaKEHHON KOHEYHOCTH);

e TpoMOOAMOONMS  JIeroyHOW  apTepud  (IpOsiBIEHMS  Hecneuu(UYHbl, MOTYT
HaOTI0/IaThCsl BHE3AIMHO BO3HUKINAS OBIIIKA/3aTPYTHEHHOE JIbIXaHKe, 00JIb B IPyIHON
KJIETKE, 0OMOPOK/TIPEA0OMOPOYHOE COCTOSTHIE, KPOBOXapKaHbe [KPOBL B MOKpOTE]);

e TpoM0O3 TOYEYHOW BEHBI (XapakTepusyercsd O0lbi0 B OOKOBOW WM IMOSCHUYHOU

00J1acTH, MHOT/IA MTOSIBIICHUEM ITPUMECH KPOBH B MOYE).

[Ipy mosiBIEHWH TPOTPECCUPYIOIIETO 3aTPyIHEHHs JbIXaHWS B COUYETaHHUH C OOJBIO B
IPYJIHOI KJIETKE W/MIM KPOBOXapKaHbeM, OOJIM B MOSCHUYHON 007acTH Wi OOKY B COYETAHHHU C
«KpacHOW» MO4YOH, OJHOCTOPOHHETO0 OTeKa M OOJIE3HEHHOCTH KOHEYHOCTH  CIIEAYeT
HE3aMeTUTEIBHO OOPAaTHTHCS K Bpady.

[Ipn memOpaHo3HOW Hedpomatuu ¢ HEGPOTUYECKUM CHUHIPOMOM Y MAIMEHTOB TaKXKe
MOBBIIIIEH PUCK MH(EKIHMOHHBIX OCIOKHEHUH, B CBSI3U C 4YeM Clle[yeT M30eratb KOHTAaKTOB C
NalMeHTaMM, CTPaJAlONIMMU OCTPHIMHU PECHHPATOPHBIMH 3a00JI€BaHUSIMHU, U CBOEBPEMEHHO
oOparaThCsl K Bpauy MpH MPpU3HAKaX JTI000r0 HHPEKITMOHHOTO 3a00JIeBaHUS.

IIpoduiakruka u NporHo3

Mepsl 1o npoHIAKTUKE MNEPBUYHONH MeMOpaHO3HOM HeppOmaTuud OTCYTCTBYIOT.
[IpodpmiakTuka BTOPUYHOH MeMOpPaHO3HOM He(pOMaTHH 3aKIOYAETCS B CBOEBPEMEHHOM

BBISIBJICHHE U JieueHHe 3a00jeBaHMil, KOTOpble MOTYT CTaThb NpUYMHOW ee pa3Butud. llpu
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YCTAaHOBJICHHOM JHarHo3e MeMOpaHO3HOH HedpomaTuu HEOOXOIUMO PEryJsipHOE HAOIIOACHUE
Bpauda-Hedposora ¢ KOHTPOJEM aHaJIM30B KPOBU, MOYH, MPOBEACHHWEM NpPH HEOOXOTUMOCTU
BU3YaIM3UPYIONIUX KCCIEAOBAaHUN JUIsl OLIGHKH AaKTHUBHOCTU 3aboseBanus, 3(dexTuBHOCTH
MPOBOJIUMOM TE€paIMU U CBOCBPEMEHHOT'O BBISIBJICHHS OCJIOKHCHUH.

[Iporno3 memOpaHO3HOW HEPpPOMATUU HHIUBUAyaAJICH. Y OJIHUX MAIMEHTOB MOXET
HAaCTYyIIUTb CaMOIIPpOU3BOJIbHAsA PEMHUCCUA, Y APYTrux HaGJ'IIO,[[aCTCSI YMCpPCHHAA AKTHUBHOCTH
3a00JieBaHUs, HE TPEOYIOIIasi MPOBEICHUS HMMYHOCYIIPECCUBHOM Tepanuu. Y 4acTH MalMeHTOB
MeMOpaHO3Hasi HepOomaTusi MPOTrPeCcCUPyeT, MPUBOJS K Pa3BUTHIO TCPMHHAIBHON MOYCUHOU
HEIOCTaTOYHOCTH; B TAKHX CJIy4asX MPOBOJUTCS 3aMECTHTENbHAs TOYCYHAs Tepamnus (Iuaius3

WJIU TPAHCIUIAHTALMS TOYKH)

79



Hpuaoxkenue I'1-I'N. llIkajabl oneHKH, BOMPOCHUKHU U IPyrUe OlleHOYHbIE
HHCTPYMEHTBI COCTOSIHUA MALMEHTA, IPUBEACHHbIC B KIMHNYECKHUX

PEKOMEHIAIIUAX

Ha3zBanue Ha pycckom s3bike: Illkana mnpuHATHA pelmleHMs O Ha3HAYeHUHU
NPOPUIAKTHYECKOH AHTHKOATYJIAHTHOW Tepamuu Yy NALNHEHTOB ¢ MeMOpaHO3HOIl
HeponaTuei

OpurnnansHoe Ha3Banue: Prophylactic Anticoagulation in Patients with Membranous
Nephropathy: A Decision Analysis

Hcrounnk  (oduuumanpHpli  caiiT  pa3pabOTYMKoB, NyOnMKanus C  BaJHMJaIUei):
http://www.med.unc.edu/gntools/index.html

Tun (moauepKHyTh):

- IIKaja OICHKH

- HMHJEKC

- BOIIPOCHHK

- apyroe (yTOYHHTD):
Haznauenwue: Ouenka pucka kpoporedenuii nanueHTos ¢ [IMH npu nHaznadenun Bapdapuna
Conepsxanue (11abJy10H):

HeoOxoaumo ykasath cienyromnye XxapakTepUCTHUKY MallieHTa:

Bo3spact (B rogax): YkakuTe 4iCIIO JIET MAllMeHTa B roj1ax

ITon my»cKoi nnu xeHCKui: OTMEThTE COOTBETCTBYIOIIUM ITYHKT

Paca adpoamepukanckas wim HeapoameprukaHcKas: OTMEThTE COOTBETCTBYIONIUI ITyHKT
KpeaTununu B CbIBOPOTKE KPOBHU (MI/[1): YKaKUTE 3HAUCHUE

A30OT MOYEBHHBI B KPOBHU (MI//101): YKa)KUTE 3HAUCHUE

AnpOyMUH B CBIBOPOTKE KPOBH (I/AJ1): YKaKHUTE 3HAYCHHE

['emorno6bun (r/mn): YKkaxuTe 3HaYeHNE

Hanuuue mo6bix kpoBoTeueHuit B aHamuesze? Jla miam Her (OTmerbTe COOTBETCTBYIOIIMN
MyHKT)

Hanuuue aprepuanshoii runeprenzun? Jla unu Her (OTMeTbTe COOTBETCTBYIOLIHIM ITyHKT)
[Tomyyaer nu marmuent auanu3Hyro Ttepanuioo? Jla wiu Her (OTMeThTe COOTBETCTBYIOIIMIA
MyHKT)

VYkaxxuTe mpreMIeMoe COOTHOILIEHUE TOJIb3bl U pucka (4yucio npeforspamieHHbix BTOO0 nHa 1
pa3BuBIIeecs 3HaunMMoe KpoBoTeueHnue): 2:1, 5:1, 10:1 OTMeTbTe COOTBETCTBYIOMIMMA MTyHKT

Haxxmute Ha KHOIIKY «Paccuntath pHUCK KpOBOTe‘leHI/Iﬁ U MOJIB3Y aHTHUKOATyJISIIUN»


http://www.med.unc.edu/gntools/index.html

Prophylactic Anticoagulation in Patients with Membranous Nephropathy:

A Decision Analysis

Please enter below the corresponding characteristics of your patient
Age(inYears) ]

Sex O Male © Female

Race O African American O Non-African American
Serum Creatinine (inmg/l):| |
SerumBUN (inmg/dl):| |

Serum Albumin (ing/l):| |

Hemoglobin Level (ing/dl)?[ ]

Any History of Hemorrhage? O Yes O No
Diagnosis of Hypertension? O Yes O No

Is your Patient on Dialysis? C Yes C No

What benefit to risk ratio do you consider acceptable

(number of VTE prevented for 1 major hemorrhage incurred)?
®2:1 ©510101

| Calculate the Risk of Bleeding and Benefit of Anticoagulation |

Kntou (unTepnperanus): B pesynbrare OyAer paccuuTaHa BEpOSITHOCTh (B MPOLIEHTAX) MOJIb3bI
0T Tpo(UIAKTHUECKOTO Ha3Ha4deHWs BapdapuHa, Hpu dToM Ha 2/5/10*% mpenoTBpamieHHBIX
BTDO0 Oyaer npuxoautses 1 ciayyail 3HaUMMOTO KPOBOTEUECHHUS.

* B 3aBUCMMOCTH OT BHIOPAHHOTO NMPUEMIIEMOTO COOTHOLIEHMS MONIb3bI U pucka: 2:1, 5:1, 10:1
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