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1. METOAOJIOT'UA
1.1.MeToauKa OLIEHKH CHJIBI PEKOMEHAAalNii M YPOBHS UX NPeACKa3aTeJIbHOCTH,
HCTIO0JIb30BAHHAS MPHU COCTABJIEHUH AAHHBIX KINHHUYECKUX PeKOMeHAauu i

e Jlns pekoMeHJaluil cuia yKa3aHa Kak ypoBeHb 1, 2 win «HeT cterneHu» (Tabin.l), kauecTBo
JOKa3aTelbHOM 0a3bl 0003HaueHO Kak A, B, C (1ab61.2).

Tabnumal. OueHka cUIbl peKOMEH AU
(coctaBiieHa B COOTBETCTBUHU € KIIMHMUEeCKUMU pexkomeHaanusamMu KDIGO)

Yposenn Onenka pexoMeHaanui
Co cTopoHnbI Co cToponbl Bpaua JanbHeiiee
NalHeHTOB HANIpaBJICHHE
HCII0JIb30BAHUSA
Yposens 1 ITogasnsaromee ITogaBnsromemy Pexomennanus moxer
«IKCnepThl OOJIBLITMHCTBO OOJIBLIIMHCTBY CBOMX OBbITH MIPUHSATA B
PEKOMEHAYIOT» | MallMEeHTOB, MAIMEeHTOB Bpay OyeT | KauecTBe CTaHIapTa
OKa3aBILUXCS B PEKOMEH10BATh JecTBUS
o 00HOM CUTYyaluH, CJIE10BaTh UIMEHHO MEIULIMHCKOTO
IpeanowIn Obl 3TUM IIyTEM IIEpCOHaa B
CJIE10BaTh OOJIBIITMHCTBE
PEKOMEHIyEMBIM KIIMHUYECKUX CUTyalnui
IIyTEM, U JINIIb
HeOoJIbIIIas YacTh U3
HUX OTBEpria ObI 3TOT
yTh
Yposensn 2 Bonbnias yacte Jns pa3HbIX Pexomenmanun,
«IKCnepThl MAIMEHTOB, MAIMEHTOB CIENYET BEPOSITHO, TOTPEOYIOT
N0JIararT» OKa3aBILIUXCS B noa0MUpaTh pa3inyHble | 00CYKICHUS C y4aCTHEM
o J00HOM CUTYyaluHu, BapUaHTHI BCEX 3aUHTEPECOBAHHBIX
BBICKA3aJIUCh OBl 32 TO, | PEKOMEHAaLuii, CTOPOH 10 IPUHATHS UX
4TOOBI CJIe10BATh MOAXOJAIINE UMEHHO | B KQUeCTBE
PEKOMEHIyEMBIM uM. Kaxnomy KJIIMHUYECKOTO
IIyTEM, OJTHAKO MaIMeHTy Heo0XoAuMa | cTaHaapra
3HAYUTENIbHAS 4acTh MIOMOIIIb B BBIOOpE U
OTBepIJIa ObI 3TOT MyTh | HPUHATHH PELICHHUS,
KoTopoe Oyner
COOTBETCTBOBATb
LIEHHOCTSAM U
IIPEANIOYTEHUM
JAHHOT'O NAIIMEHTa
«Her JlaHHBINM YPOBEHBb IPUMEHSAETCS B TEX CllydasiX, KOrja B OCHOBY
rpaganumn» PEKOMEHIALINN YKJIaIbIBACTCA 3/IpaBblii CMBICI UCCIIEOBATENA-3KCIIEPTa
(HI) WM TOT/1a, KOT/1a 00CyXk/1aeMast TeMa He JI0IYCKaeT aJJleKBaTHOTO

MNPUMCHCHUA CUCTCMbI JOKA3aTCIILCTB, UCIIOJIB3YCMbIX B KJIMHUYECKOM

MIPAKTHUKE.




Ta6muma 2.01neHKa kKauecTBa J0Ka3aTeaIbHOM 0a3bl
(cocTaBiieHa B COOTBETCTBUHU ¢ KIIMHMUEeCKUMU pexkomeHaausamMu KDIGO)

KauecTBO 10Ka3aTEILHOM 02351

3HaueHHne

A — BBICOKOE

B- cpeanee

C — HU3KO0€

D — Ouens Hu3KOE

DKCIepThl YBEPEHBI, YTO OXHUAAaeMbIil A (deKkT OIU30K K
paccUUTHIBAEMOMY

DKcIepThl MOJaraloT, 4To OKuaaeMblid 3¢ddekt Oau30K K
paccuutbiBaeMoMy 3()(EeKTy, HO MOXKET U CYIIECTBEHHO
OTIIUYATHCSA

OsxunaeMsblii 3¢(HeKT MOXKET CYIIECTBEHHO OTIMYAThCS OT
paccunTbiBaeMoro 3¢ dexra

OsxwunaemMeiii 3pPexT oueHb HEONpeneTICHHBIH U MOMKET
OBITh BEChMa JIAJIEK OT PACCYMTHIBAEMOTO

1.2.MeTtoabl, ncnosib3yembie 1Jis1 GopMyTHPOBKH pekoMenaanmii: KonceHcyc akcnepToB




2. OIIPEAEJIEHMUE, JIIMAEMUOJIOI Ul
(Ta6muma 3).

Onpeoenenue

DokaJIbHO-cerMeHTapHbIil ri1oMepyJiockiaepo3 (OCI'C) — dopma rinomepynonaTiuu, JUIs
KOTOPOW XapaKTEPHO CKIEPO3UPOBAHUE OTACIBHBIX CETMEHTOB (CErMEHTapHbIC U3MEHEHUS) B
qacTu KIIyO0Oo4ykoB ((hoKanbHbIE W3MEHEHHs); OCTajJbHbIC KIyOOUKHM B Hauyane OOJe3HH
MHTAKTHBI.

Ortotr Mopdomornueckuii THN W3MEHEHWH TPYAHO OTIMYMM OT OOJIE3HM MHHHUMANbHBIX HW3MEHEHUI
(BMM). ITonararoT, 4T0 3TO Pa3HOM TAKECTU BAPUAHTHI UIIU Pa3HbIE CTAUU OAHOTO U TOTO XKe
3a0oseBaHus1, 00bEMHIEMbIE TS PMUHOM «UAHMONATUYECKHA HEPPOTUUECKUI CHHAPOMY.

Inuodemuonozun

* Habmonaetrcs 'y 15% B3pocibIx O0IbHBIX XpOHUYECKUM TIoMepynoHeputom (XI'H)

* OCIC - camas yacras nmpuunHa Hepporrueckoro cunapoma (HC) y B3pocnbix (20-25%)
u crepouzapesucrentHoro HC y nereit (6onee 50%).

* B crpykrype nauonatuueckoro HC ®CI'C 3anumaer no 35%y B3pocubix, 10 20%- y
neren

* Kaxk nporpeccupyromas Gopma mnopaxenus nodek, @CI'C sBisercs Hambonee yacToi
OPUYMHON  TepMHMHANbHOM  moueuyHoil  Hemoctarounoctu  (TIIH),  Tpebyromeit
3aMECTUTEJIBHON ITIOYEUHOU TEpAIuU

*  Cpenu B3pocibix 6onpHBIX PCI'C npeobnanatot Mmyx4auHs ( 60%).

¢ OCI'C peuuauBupyeT B TpaHCIUIAHTUPOBAaHHOM mouke y 30—-50% OOJBHBIX.

3. OTHOJIOI'us, KIACCUDPUKALIUAL.

PaznugaroT mepBuuHyto (MauonaTuieckyto) u Bropuunyio popmel OCI'C (Tabmn.4).

Tabnuua 4.

Knaccugpurayus

* IlepBuunbiii (manonatudeckuiit) ®CI'C — npuurHbI HEU3BECTHBI

*  Bropununsii @CI'C
1. I'enern4yecku 00ycC/I0BJICHHBIN
1.1.Cemeiinble MyTAIMU
(ACTN4, NPHS1, NPHS2, CD2AP, TRPC6, WT-1,
LIMP?2, INF2, MUTOXOHJpHAIIbHBIEC TUTOTIATHH)
1.2.Cnopannyeckue MyTauuu
(NPHS I-neghpun, NPHS2-nonouun, ACTN4, CD2AP w nip.)




2. AccouMupoOBaHHBIH C BUPYyCaAMH
(HIV, napsoBupyc B19, nuromeranosupycsl, Bupyc Onureit-bapp,
Bupyc Kokcaku u ap.)

3. HUHayuupoBaHHbBIE JIEKAPCTBAMH
(repouH, nHTEPHEPOH-0L, ATPUAMHULINH, TOKCOPYOUIIUH, JIUTUH,
aHaboIMYECKUe CTEPOUIbI, TAMUIPOHAT U Jp.)

4. AnantuBHbBIE CTPYKTYPHO-QYHKIIMOHAIbHbIC H3MEHEHNS,
BbI3BAHHBbIC THNIePTPOPHell KIy0ouKoB MK runepuibTpanuen

4.1. npu yMeHbIIEHUN MACCHI MOYEYHOH TKAaHU

(onmuromeranepoHusi, OJHOCTOPOHHSS areHe3Ws, JAWUCIUIA3Us I[IOYEYHOM TKaHW,
KOPTUKAIBbHBIM  HEKpo3, pediiokc-HeppornaTusi, HEPPIKTOMUSA, XPOHHUYECKAs
TpaHCIUIAHTAlMOHHAs HepomaTusi, HU3KUH BeC NPU POXKICHUHU, TMO3IHSIS CTaaus
mo0oro 3a00JIeBaHUS MTOYEK CO CHIDKEHUEM MacChl ICUCTBYIONINX HE)POHOB | JIp.)
4.2. 1pu M3HAYATBHO HOPMAJIBLHOM 4HcjIe He(pOoOHOB

(apTepuanpHas TUIEPTEH3Ms, CaXapHbIM 1uabeT, OXKUpPEHHE, BPOXKICHHBIC «CHHHE
MIOPOKH CEP/IIa, CEPIIOBUIHO-KICTOUHAS AaHEMUS])

5. 3nokayecTBeHHbIe HOBOOOpa3oBaHus (iumdpoma u ap.)

6. Hecnenuduveckne ®CI'C-nogodHbie M3MeHeHNs], BHI3BAHHbIE
CMOPUIMBAHNEM NO0YeK NPHU IJIOMePYJISIPHBIX 3200/1eBAHUSAX
(ouaroBerii nponudeparuBublii ['H, HacneacTBeHHbI HePpUT (CHHAPOM ANbIOpTa),
MeMOpaHO3Hasi HeponaTsi, TPOMOOTHYECKUE MUKPOAHTHOIIATHH).

4. MEXAHU3MA PA3BUTUA

IIpu ®CI'C BbIABIAETCA NOpPAXKEHHE MOAOLUTOB PA3IMYHON 3THOJIOTMM, B CBSI3U C YEM ITO
3a00JIeBaHUE OTHOCAT K TPYIIIE «IOAOUTONATHI.

Tabnuua 5

Mexanuszm pazeumusn

OcHoBHYI0 poJib B pa3BuTHH @CI'C 0TBOASAT MOBPEKIEHUIO OJOUUTOB BCJIEACTBHE
MOJIEKYJISIPHOTO0 T'eHEeTHYeCKOro Aedekra, BO3AeiicTBUS WUPKYJIUPYOIIUX (PAKTOPOB
NPOHMIAeMOCTH MJIM BHEIIHUX MOBPEKIAININX aTCeHTOB

= CrTpyKTypHBIE HApyLIEHUs IMOJOLUTOB, AEC30praHM3alMs HUX AKTHUHOBOIO IUTOCKEIETA,
CTJI&KUBAaHHE HOXKEK,  CIOUSHHE (UIBTPALUMOHHBIX WIENeH MNPUBOAAT K Pa3BUTHIO
nporeunypun  (I1Y). Ilpu  gnurenbHOM W/ BBIPQXKEHHOM  BO3JCHCTBHH
MOBPEXJIAIOIIEro (hakTopa aKTHBHPYIOTCS MEXaHU3MBI aIlonTo3a, MOJOLMTHI MOTuOaloT,
TEPSIOT CBSA3b C TIIOMepyJsipHON O6a3anpHON MemOpanoit ('BM), cnynmBaroTcs B MoueBoe
MPOCTPAHCTBO, Oroyisii B A3TUX Mecrtax ydyactku ['BM. MMes BbICOKME aare3uBHBIE
cBoiicTBa, orojeHHas ['BM ¢opmupyer cunexum c kamcynoir boymena. B mectax
«cpamuBanus» ¢ 'bM u B me3anruyme obpasyrotrcs oyaru pubposza. B 3oHax ¢oxanbHo-
CeTMEHTAPHOTO CKJIepo3a (MIBTPAllMsl MEHSET CBOE HANpaBJICHHE B CTOPOHY
MHTEPCTULIMS, OKpyXkammero kiybouek. B wurore obpasyercs  rioOaiibHBIN
TJIOMEPYJIOCKIepO3 M HHTepCTHLUANbHBIA (GuoOpo3. Kpome TOro, mogouuTsl B Xoje

7



NOBPEXJCHUS  TMojBepratoTcs  TpaHcauddepeHumanuu, mOpuoOpETaOT  CBOICTBa
¢ubpobIacTOB M yYaCTBYIOT B CHHTE3€ HKCTPALCIUTIOJIIPHOTO MAaTpPUKCA, YCKOPSSA
¢dbopmupoBanue odaros Gpudpo3sa.

B kadecTtBe (aKTOpPOB MPOHUIIAEMOCTH PACCMATPUBAIOT KaPAUOTPOIMHOIOIOOHBIN
uuTokuH 1 (M3 cemeiicTBa WHTEpiEeHKHUHA-6), paCTBOPUMBIM peLenTop K YpPOKHHA3e,
remoniekcuH u 1p. [Ippy ®CI'C u BMMUM aKkTHBHOCTD LMPKYJIUPYIOMUX (PAKTOPOB
MPOHMIIAEMOCTH 3aBUCHUT OT OajlaHca MEeXIy MpOAyKIMeH 3THX (aKTOpoB (B pe3yibTare
T-kneToYHOM AUCPEryssiuu) U MOoTepeil ¢ MOYOH MX WHTHOUTOPOB (TIPENNOIOKUTEIHHO
JUIONPOTEUOB BBICOKON IUIOTHOCTH). MHUIlEHbIO (DAaKTOPOB MPOHHIIAEMOCTH MOTYT
SBIIAIOTCS  OCNKM IIENeBUAHON Auadparmel moaoiuTos (mogouuH, Hehpur, CD2AP u
Ip.), YYacTBYIOIIME B MOAJAEPKAHUU CTPYKTYpbl U CEJIEKTUBHOCTH TIJIOMEPYJISIPHOTO
¢buibTpa.

IIpu Bupyc-unayuuposanHomM @OCI'C pomyckaroT HOpsMOE MOBpEKIAloLIee IeicTBHE
BUpyca Ha TMOJAOLMTHI WJIM Yepe3 OCBOOOXKIECHHE BOCHAJIUTEIbHBIX IIUTOKHHOB,
B3aMMOJEHCTBYIOINX C TOJAOLUUTAPHBIMU PELENTOPAMH.

B noBpexaenun nogountos npu BropudHoM PCI'C, CBA3aHHOM C YMEHBIIEHHEM MacChl
noyek, pediokc-HegponaTueit, OKUPEHHEM, BaKHYIO POJIb MUTPAIOT TeMOJUHAMUYECKHE
MEXaHU3Mbl — aJlaliTUBHAs BHYTPHUKIyOOUKOBas THUIEPTEH3Us U TUNEpPUIbTpALHS C
yBEJIIMYEHHEM 00beMa KIIyOOUKOB, BEAYIIME K MOBBHIIICHUIO MEXaHUYECKON Harpy3ku Ha
noxoruTel. ['unepnponykuus anruoteHsuHa Il u  ycunenue cunresa TGF-f Bb3bIBatOT
aKTHBAIIMIO ATIOIITO3a, PEOPraHU3ALUIO IIUTOCKENeTa U AeIu( epeHIIaLINI0 TTOJOLUTOB.

KIIMHUYECKAS KAPTUHA
(Tabmnuua 6).

Knunuueckasa xapmuna

HC pazBuBaetcs 6omnee ueM y 70% OGonbHbIX, nepcuctupytomntyto [TY 6e3 HC umeror
<30% manueHToB

VY GonprmmHcTBa 60abHBIX HC 1 ITY coderaioTcsi ¢ MUKporeMaTypHei,

MakporeMaTypus peakKa

Bosnee uem y 50% OonpHBIX HabmOAaeTCs apTepuanbHas runeprersus (Al)

VY 25-50% OonbHBIX yke B aeOroTe 3a0oneBanus ormeuaetcst [TH

[Tpu renernueckux Bapuantax @CI'C B Havane nposiBIeHUH 00JI€3HU MPOTEUHYPHSI YaCTO
HOCUT CyOHEe()POTHUECKUI XapaKTep.

Pa3zButue BTOPUYHON CTEPOUIPE3UCTEHTHOCTU Y JIeTei B OOJBIIMHCTBE CIIy4aeB MOXKET
OBITH CBSA3aHO ¢ TpaHChOopManueit MUHUMaNbHBIX n3MeHeHuit B @CI'C

[Tpu psine Bropuunbix Gopm PCI'C oTMEUalOT KIMHUYECKHE U JIAOOPAaTOpHbIE MPU3HAKU
3a00JIeBaHMUs, BBI3BABILIETO MOPAKECHUE TIOYEK

S. MIPUHIOUIIBI IMATHOCTHUKHA

5.1./Inarno3 @CI'C ocHOBbIBaeTCS Ha JAHHBIX MOP(OJIOTHYECKOr0 HCCICAOBAHUSA (HI)
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buorncuto moukm mpoBomsT ¢ aAuQdepeHINANTbHO-IHATHOCTHYECKOW I[ENbI0 © IS OIEHKH
MOP(OIOTHIECKUX KPUTEPHUEB MIPOTHO3A.

Y nmereéi mo 12 mer OWONCHSA TPOBOAWTCS, KaK MPABWIO, TOJBKO TPH MOATBEPKIACHHUU
CTEPOUAPE3UCTEHTHOCTH.

Tabauua 7.

Mopgonozcuueckue kpumepuu @CI'C

Obuwue npuznaxu:

Ha cBeToonTHyeckoM YpoBHe - B Hayaje 3a00J€BaHMS M3MEHEHUS KBATU(UIMPYIOTCS
KaK MHMHHMMAJIbHBIE, B IIOCJEAYIOLIEM BBIABISAIOTCS 30HBI CKJIEpO3a U THAJIMHO3a B
HEKOTOPBIX CErMEHTaxX OTAEIbHBIX KiIyOoukoB (HE>60% KIyOOUKOB B mpemapare),
yMepeHHas KIeTO4YHas mnpoiudepanus, aare3uss MeTeab KIyOOYKOB K Kamcyje ¢
oOpazoBanueM cuHexuil. DokalbHBIE W3MEHEHHMS HAYMHAIOTCS JIMOO MPEBAIMPYIOT Ha
KOPTUKO-MEAYJUIIPHOM YPOBHE, 3aT€M BOBJIEKAIOTCS KIYOOUYKH MOBEPXHOCTHBIX OTIEIOB
KOPKOBOTO BelllecTBa. BrIsABIsAeTCA pa3HOl cTeNeHH HHTEPCTULMANIBHBINA (UOPO3.

IIpu uMMyHOQUIyOpeCHeHTHOM HCCJIeJOBAHUH - B CKIEPO3UPOBAHHBIX CETMEHTaX
ceeuenue IgM u C3, mpu Bropuunbix popmax @CI'C BO3MOXKHO BBISIBICHHE U JPYTHX
MMMYHOTJIOOYJIMHOB; B HEM3MEHEHHBIX KIIyOOUKaxX — CBEYCHHE OTCYTCTBYET.

IIpn 3J1eKTPOHHOII  MHKPOCKONMM - THUIEpPTpodus U BaKyoIM3alus MOJOLUTOB,
CIIMSIHUE HOXKOBBIX OTPOCTKOB, IIEHHCTOIO BHUJA MAaTepuana B IPOCBETE KalUIUIAPOB,
NEHUCThIE KJIETKM B ME3aHTMM, BWUIE3HAas TpaHCpopMalus TMOAOLUTOB, OTCIOWKa
MOJOUUTOB, orojieHue ydactkoB BMK, cunexum c¢ kamcymnoi, >kupoBas U OenkoBas
IUCTPOUS SMUTENTUS KaHAJIBIICB

Mopdponozuueckue eapuanmor @PCI'C:

B 3aBucuMocTH OT JIOKaIM3allMd 30H TOBPEXKACHUS B KIyOOYKax BBIICIAIOT
THCTOJIOTHUECKUE BAPUAHTHI OOJE3HM, PA3IMYAIONIMECs MO0 KIMHUYECKUM IPOSBICHUSIM,
4aCTOTE U CKOpPOCTH nporpeccuposanus B XIITH:

1. Bepxymeunslii BapuaHr (tip-lesion)
Cocrasmser 17 % Bcex popm @CI'C.
Yame BcTpeyaeTcs y mpeacTaBuTeneit 6enoii pacel, pexe y appoamepukanies (15%).
XapakTepu3yeTcs IpOJIANICOM CKJIEPO3UPOBAHHOM [IOJBKM B HAYaJbHBIA OTIEN
NPOKCUMAJIBHOTO KaHaibla. [loBpexaeHue TyOyJOMHTEPCTULMAIBHOM 30HBI U
COCYZI0B, IO cpaBHEHMIO ¢ Ipyrumu BapuaHTaMudCI'C, MeHee BbIpakeHo.
Knunnueckue npossiaenus: y 80% - BelpaxkenHas I1Y ¢ Tsoxensim HC, pexe, ueM npu
npyrux Bapuantax @CI'C, pazsuBaerca AI' u IIH, mydmmii oTBET Ha CTEPOMIHYIO
Tepamnuto, nosunsle pemuccuu HC pasuBarores y 50% O0NbHBIX.
[Iporuo3 BnosiHe 6JAarONPUATHBIN - S-JIETHSS MOYeYHAsE BBDKUBAEMOCTH -76%.

2. IlepuxuiasipHbIi BAPHAHT
Cocrasmsier 26 % Bcex Gpopm OCI'C.
Yarmie BcTpeyaercs y npeacTaBuTeneii 0emnoit pacol.
XapakTepu3yeTcsl pacloI0KEHUEM CKJIepOo3a U THaliHO3a B 00J1aCTH BOPOT KIIyOOuKa,
YacTO BBIABISICTCS TIOMepyloMmeranus. PaccmaTpuBaeTcs Kak BTopuuHas (opma
@®CI'C u pazBuBaercsi mpu 3a00JIEBaHUX, COMPOBOXKIAIOIINXCS YMEHBIIIEHHEM MacChl
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JEUCTBYIOMUX HEPPOHOB, BHYTPUKIYOOUKOBOW TUIIEPTEH3UEH, IPU OKUPEHUH.
Knuanueckue npossnenus: HC BcTpedaercs pexe — B 55% ciydaes, y 80% O0nbHBIX
BosiBiiieTcst Al'. Peaxo nocturarorcs nonnbie (10%) u yactuunsie (10%) pemuccun,
TEM HE MeHee, NPOTHO3 BIOJHE OJArONPHATHBIA: IOYE€YHAs BBDKMBAEMOCTH
cocraBiseT k 3 rogam 75%.

3. Kounadupyouuii BapuaHT (KoJ1a0upyromas HeponaTus)
Cocrasmser 11 % Bcex popm @CI'C.
Bcerpeuaercs npenmyiiectseHHO (91%) y npencraButeneil Y4epHOU pachl.
Xapakrepusyercs nposnudepanueil MoJOUUTOB ¢ 00pa3oBaHHWEM  KIETOYHBIX
MOJYJIYHUH, KOJJIAIICOM KamWULIPHBIX TETeNb BCEro KiyOouka, ¢ oOpa3zoBaHHEM
CBOOOJHOTO  IOJKAINCYJIBHOTO TPOCTPAHCTBA, OBICTPHIM  Pa3BUTHEM  CKJIIEpO3a.
XapakTepHbI BIpAKCHHbBIE TyOyIOMHTEPCTIHATBHBIC H3MEHEHUS.
PazBuBaercs BcneacTBue neaud@epeHIUpOBKH MOJOUUTOB ¢ MOTEPEd UMH MapKepoB
3pEeJIbIX MOAOLUTOB, SKCIIPECCUU MAPKEPOB MPOTU(EPaIIH U UTOIIOB MaKpO(aros.
[TonoOHble m3MeHeHus: Habmomatorcss npu BUY-accommmpoBanHoil Hedponaruwu,
IJIOMEpYJIONaThy, BbI3BAaHHOM NaMHIpOHATOM, HedpomaTtuu Yy IepOMHOBBIX
HapKOMAaHOB.
Knuanueckue nposiBinenus: Boicokast [1Y, tsoxensiit HC, [THyxe B Havane 6oie3HHu U
obicTpo ( B cpemHeM uepe3 15 mecsueB) mporpeccupyer mao TXITH. Oteer Ha
KOPTUKOCTEpOUAbI Habmoaaercs y 25% O0NbHBIX.
[Tporuo3 HeOMAroMpUATHBIN: IO CpaBHEHUIO ¢ IpyruMu Bapuantamu OCI'C, noyeunas
BbDKMBaeMOCTh Hauxyamas — 33% k 3 ronam.

4. KneTro4yHblil BApHAHT
Asnsiercs cambiM penkuM (3%) u HauMeHnee u3yudeHHbIM BapuanTom OCI'C.
Hwmeet MHOTO 00111€T0 C KOJTabupytouiei Hepponarueii.
XapakTepu3yercsi pacIIUpeHUeM ME3aHTus, Npojudepanueldl MOAOIUTOB, a TaKXKe
nposnudepanueil SHAOTENUS CO CTAa30M JICHKOLMTOB B TPOCBETE KamwULIpa,
KOJJIAIICOM KaIMJUIPHBIX ETENb.
PenkocTs KIETOYHOrOo BapHaHTa, BO3MOXKHO, CBSI3aHAa C OTCYTCTBMEM BapHaHTa Kak
TaKOBOT'0, [IOTOMY 4YTO BBILIEYKa3aHHbIE U3MEHEHHUS] MOTYT BCTPEYaThCs MPHU JIPYrHX
Bapuantax ®CI'C, Harpumep, Npu BEPXYIIEYHOM BapHaHTE.
Ilo orBery Ha nedenue, ckopoctu paszButuss TXIIH 3aHuMmaer mpomekyToO4HOE
MOJIOKEHNE MEeXIY tip-lesion u koimabupytouieil HepponaTueii.

5. Hecnenuduyeckunii BApHAHT (MHOI1a HA3bIBAEMbIN KJIACCUUECKHI)
Mopdornoruueckue U3MeHEHHUs KiIyOOuka TPyIHO OTHECTH K KaKOMY-JTHOO Ipyromy
BapHaHTY, I09TOMY OH BCTpeuaeTcs yauie Bcero (42%).

TyOynounrepcTunanbHble TOBPEKIACHHUS, KaK MPABUIIO, HE BBIPAYKEHBI.

KnuHnyeckue NposiBIEHUS 3aHUMAIOT MPOMEXKYTOUHYIO MO3ULUI0 MEXIY IPYTUMHU
Bapuantamu OCI'C: HC pasBuBaercs y 67% OonbHbiX, AI' — y 80% , momHble
pemuccun focturatorcs y 13% OonbHBIX.

ITporuo3 BHosiHe OJaronpUsATHBIN: 3-IETHAS MOYeUHas! BBDKHUBAEMOCTb — 65%.

*  CerMeHTapHbIE CKIEPOTHUECKHUE M3MEHEHHS B KIyOOUKaX TAKXKE MOTYT BBISABISATHCS
npu nponudepatuBHbIX Gopmax ['H u npyrux riomepynonaTusx.

5.2. Knuanueckas imarsoctuka uauonarndeckoro ®CI'C gomxna 6a3upoBaTbesi Ha
HCKJII0OYeHUH BTOPUYHBIX IPUYHH 3200/1¢BaAHUS. (HI)

OCI'C npencrasisier coO0¥ 1eNTy 0 TPYIITY TAaTOJOTHYECKUX COCTOSHUM, 00beTUHEHHBIX HE
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KOHKPETHBIM A3THOJIOTUYECKUM (DaKTOpOM, a XapaKTepOM THCTOJIOTHYECKHX H3MEHEHHUH.
CerMeHTapHble CKJIEPOTHUECKHME HW3MEHEHHMS B KIyOOYKax MOTYT OBbITb BBI3BaHbI
pa3MyHBIMU (PAKTOPAaMH M BCTPEYATHCS NPU PA3IUYHBIX COCTOSHHSIX, B TOM YHUCIE, IPH
y)Ke€ uMeromeics naronoruun mnouek (moiyinyHHom I'H, IgA-nedpomatum, cunapome
Anbniopra, 6oneznu ®abpu u ap.), 4TO OTpaxkaeT KOHEYHYIO TOUKY B THCTONATOIOIMYECKON
HBOJIIOIIMM COBEPLICHHO PA3JIMYHBIX OMOJOTHMYECKUX IporeccoB. [103ToMy oueHb BaxKHO
UCKI0YUTh BTopruHOCTh PCI'C.

5.3. He ncno/ib30BaTh reHeTn4eckoe 00ciiel0BaHue B PyTHHHOM NPaKTHKe (HI')

Her yOenutenpHOW  JoKa3aTenbHOM  0a3bl Ul 11€J€COOOPAa3HOCTH  MPOBEACHUS
reHETUYECKOro TecTupoBanus B3pociblx ¢ @CI'C, naxe B cirydasx CTEpOUIPE3UCTEHTHOCTH.
ITIpu orcyrctBum cemeiinoro aHamuesa ®CI'C  myrtanmu B reHax Heppuna (NPHSI),
nogouuna (NPHS2), ACTN4, CD2AP w TRPC-6 obnapyxeHsl Toibko y 0-3% B3pocibix
6onbHBIX ¢ CI'C. OyeBHIHO, YTO Y JIETEH OHA 3HAUMTENHHO BhIIIE. BapnabeabHOCTh ATHX
MyTalMii B OTHOIIEHMH MX KJIMHUYECKOTO (EHOTHNAa U TPOTUBONOKA3aHUU K
MMMYHOCYTIPECCUBHOM TE€pany OCTAETCS TOKA HEBBIICHEHHOM.

VY nereil MOJIEKYJISIPHO-TEHETUYECKOE HCCIIE0BaHUE MOKa3aHo mpu paHHeM aediotre HC u
HAJINYUU CHOCOB C aHAJIOTHYHBIMU MPOSIBICHUSIMH.

6. JUODOEPEHIUAJIBHAA IMAT'HOCTUKA

Juddepenumansayto nuarHoctuky uamonarnyeckoro DOCI'C mpoBomaT ¢ JIpyrumu
dopmamu I'H u Bropuansim @CI'C, ns yero HeoOXoAuMMa KOMITJIEKCHAs OIICHKA KITMHUKO-

71a00paTOPHBIX JAHHBIX, MOP(HOIOTHIECKOE UCCIICOBAHNE TKAHU ITOUKH. (HI')
7. JJEHEHHUE
7.1.Penkocts cnoHTaHHbIX pemuccnii npu uauonarndyeckoM P®CI'C obocHoBBIBaeT
HEe00X0AUMOCTb JOCTHKEHUSI MeIMKAMEHTO3HOM PeMHUCCHM. (HC)
* Cnonrannsle pemuccuu 1Y npu nnnonatnueckom @ CI'C Bo3HMKaIOT Mb y 5-6 %
OOJHHBIX.

* CnoHTaHHBIE PEMUCCUU BO3MOKHBI Y IIAIIUEHTOB:
- ¢ «tip-lesion» ®CI'C
- C COXpaHHOH (QyHKIMEH MoYeK Ha MOMEHT YCTaHOBJICHHUS IMarHo3a
- ¢ HeBbICOKOH ITY
* YV 6onpabx @CI'C ¢ HC mianc pa3BUTHS CHOHTaHHBIX PEMHCCUH IOCTOBEPHO HUXKE,
yeM y 60mbHbIX 6e3 HC.
* B OO0JIBIIMHCTBE CIIy4YaeB CIIOHTAaHHBIE PEMHUCCUN KpaliHE HECTaOMIIbHBI

7.2. Jleuenue 600abHbIX uanonaTudeckum O®CI'C 6e3 HC (Tabn.8, puc.l).

Tabauua 8.

Jleuenue oonvnuvix 6e3 HC

7.2.1. Boababim D®CI'C 06e3 HC ¢ IIY> 0,5 r B Ccyrku, NOKa3aHO Ha3HA4YeHHe
uHruonTopop All® (n-All®P) niam 06J10KATOPOB penenTopoB aHruoreHsmua Il
(BPPA) kak ¢ aHTHNIPOTEMHYPHYECKOH LeJIbI0, TAK M IJIsl 3aMelJICHUs] Pa3BUTHSA
¢pudpo3a B moukax. (HI')

7.2.2. TlanmeHTHI JOJLKHBI HAXOAUTHCSH IO/ pery/sipHbIM HalJ0ieHueM He(poJiora s
KOHTpoJis1 ypoBHa IIY, AI', kpeaTHHHHA ¢ HEJIbK) CBOEBPEMEHHOI0 BbISIBJICHHUS
MOKA3aHUM VI HMMYHOCYIIPECCHBHOM TEPaNMu. (HI)
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7.2.3. Hanmentam ¢ AI' moka3aHo cBoOeBpeMeHHOe JIeYeHHE AHTUTHMIECPTEH3MBHBIMH
npenaparaM. C no3unuii Hegpo- 1 KAPAMONPOTEKIUH NPeANoYTUTEeNbHbI H-AIID
i BPA. (HI)
7.2.4. Y nanmenToB ¢ ®CI'C m aucaunugeMueil NPOBOAMTCS KOPPeKIHUs HapyIeHHi
JIMIIMIHOTO O00MEHa COIVIACHO COOTBETCTBYIOIIMM PEKOMEHAANUsIM 1JIsi 00JIBbHBIX

XBII (HI)
7.3. Jleuenue 60abHbIX nepBuuHbIM OCI'C ¢ HC. (Tabmn.9 , puc.1, puc.2).
Tabmuma 9.

Jleuenue npenapamamu, oa10xkupyrougumu PAAC

7.3.1.boababiM @CI'C ¢ HC noka3zaHo Ha3HaYeHHe NPeNnaparToB, 0JJOKHPYIOIIHX

PAAC-n-All®, BPA. (HI)
N-AII® nnu BPA naznauarot BceM 60sbHBIM ¢ HC mipu 0TCyTCTBHM POTUBOIIOKA3aHUI
K UX IPUMEHEHMUIO.

HmmyHnocynpeccusnas mepanus

7.3.2. lanumnanbHas tepanus uauonatudeckoro ®CI'C y B3pocabix: (puc.1)

7.3.2.1.Pexomennyercst npumeHenne KC u ummynogenpeccantos npu ®CI'C ¢
KJInHn4eckumu npusnakamu HC. (1C)

HNMMyHOCYIIpECCUBHYIO TEPAIUIO CIEAYET HAYMHATh, KOT1a B pe3yJIbTaTe

MaKCHUMaJbHOH KOHCEpPBAaTHBHOM Tepanuu He yraetcs cHU3UTh [1Y< 3r/cyT.

Henp Tepanuu — 1OCTHKEHUE MONHON MM yacTUuHOU peMuccuu I1Y, coxpanenne CK®
(Tabmn.10)

7.3.2.2. llpennusonon (I13) npeanaraercsi Ha3HAYATH B3POCJIbIM 00JbHBIM €KeJHEBHO B
OJIMH MpueM B 103e 1 Mrk/kr (MakcumMaabHo 80 Mr/cyT) MM B aJIbTEPHUPYIOLEM
peskuMe OJMH IpHeM 4Yepe3 JeHb B /103e 2 MIK/KI (MakcuMaabHO 120 Mr/cyT). (2C)

7.3.2.3. B kauecTBe MHMIIHAJIBLHON Tepalnuu Npeiaraercss Ha3Ha4aTh Boicokue 10361 KC
KaK MHHMMYM B TedyeHue 4 Heesib; npoaoJkaTh KC B BBICOKHX 103aX IPH
YOBJIETBOPHUTEJIBHOM MX NEPEHOCMMOCTH MAKCUMAJIBHO 10 16 Hexe b WiIn 10
NOCTHKEHHS MOJTHOM peMHUCCHH, eC/IM OHAa pa3oBbeTcs paHeel6 Hexeab (2D)

IIporoxoa jeuenus II3:

 [I3 mnpurmMarhe exenHeBHO | wmr/kr/cyt (MmakcumanbHo 80 Mr/cyr) uimu B
QIBTEPHUPYIOIIEM pexkume 2 Mr/Kr/cyT (MakcumanbHo 120 Mmr/cyT) MuHUMyM 4
Hegenu (1 mecsn) makcumyM 16 Henenb (4 mecsina). Bo3mokeH BapuaHT JiedeHUs,
KOTJa B Havaje mpoBoauTcs «iynbey» [13 (Tpu BBemenus mo 15 mr/kr , HO He Oonee
1000 Mr Ha BBeneHHE), a Jajiee OMUcaHHas BbIlme cxema jedeHus [13 1 mr/kr/cyr
WIN 2 MI/KT/CYT B QJIbTEPHUPYIOIIEM PEXKHME.

* Ilocne sroro no3y II3 mocrenenHo (mo 2,5 mr B Hemento) ymensinaroT n1o 0,6
MI/KT/CyT (IpuMepHO 6 MecsIeB) W COXpaHsloT B TedeHue 1 Mecsua. [lpu
noctikeHun  go3el 113 20-30 mr/cyr Bo wu30exkaHue TMOAaBICHUA (QYHKLIUU
HaAMOYEUHUKOB PEKOMEHYETCsl albTepHUpyrouii pexxuM npuema I13. IlepeBon Ha
QIBTEPHUPYIOMIMN PEKUM BO3MOXKEH U paHee, 0COOCHHO y MOKUIIBIX NAIIMEHTOB.

12




* B nmnocnenytromem cHwkarte no3y I3 kaxaele 2 Hemenm mno 2,5 Mr o
nojguepxkuBatonieidr — 10-15 mr/cyr. B ciyuasx mHONHON M HENMOJHON peMHCCUU
NOJIEPKUBAIONIAsT TEPANs MPOOKACTCS OKOJIO 24 MecsIeB, pU HEOOXO0IUMOCTH
OHa MOXET OBbITh MPOAJICHA 10 5 JIeT

* Ilpu aGcomoTHOI HEI(P(HEKTUBHOCTH TAKOH CXeMbI B T€UCHHE TIEPBOTO rojia JCUCHHS
cienyeT 0OCyIUTh IpYTHe BapUaHThI TEPaIHH.

7.3.2.4. 103y KC npeasiaraercsi CHH:KaTh NOCTENIEHHO B TeUeHUe 6 MecsileB MmocJie
AOCTHKEHHS MOJHON peMHCCUH (2D)

7.3.2.5. Y nauMeHTOB ¢ OTHOCHTEJIbHBIMHU NPOTHBONOKA3AHUSIM WJIM HENePeHOCHMOCTBIO
BbICOKMX 103 KC mpensaraercs B kayecTBe Npenaparos NepBoi JUHUHA
HCII0JIL30BAaTh MHIHOMTOPHI KaabuuHeiipuna (KHHU). (2D)

Tepanus muknocnopunom (Llc) obecneunBaer pemuccuto @CI'C y 3HAUUTENTHHON YaCTH
nanueHToB (B cpenneM 40-50% y B3pocibix u A0 60-70% y nereii). BonbIIMHCTBO ATUX
MAIUEHTOB CTEPOUA-PE3UCTEHTHBI, Yy CTEPOHI-UyBCTBUTEIBHBIX OOJNBHBIX OTBET Ha
tepanuto Llc myue.

IIpoTokoa jJeuenns LIC.

Ic na3nayaercs npu nepcucrtupoBanuu [1Y >3r/cyt, Hecmorps Ha Tepanuto 13 (mo 16
He/lenb), a TaKkKe B CIydyasX, KOIJa B3pOCIbIC NAMEHTHl HE JOCTUTIIM XOTs OBl
JacTUYHOU pemuccuu (cM.1a01.9) mocie 8 Henenb exeaHeBHOro mpuema [13.

Lc Takxe HazHadaT O00MbHBIM cTepoua-3aBUCUMBIM OCI'C (cM. Tab11.9), a Takxke

IpY HAJIMYMU TPOTUBOIIOKA3aHUI UITH BBIPAXKEHHBIX MOO0YHBIX 3¢ dexrax KC-

Tepanuy (HEKOHTPOJIHUPYEMBIN 1UabeT, ICUXUYECKue 3a00eBaHMs, TSHKEIBII
0CTEOIIOPO3, A3BEHHAs1 OOJIE3HD KETYIKa WU 12-TUIEPCTHOM KUIIIKH, 0)KUPEHUE H T.J.).
Tepamuto IIC cnemyer nmpoBOAWUTH ¢ KOppeKIMed Ha Bo3pacT M (pyHKIuio noyek. Llc
CleflyeT MPUMEHSTh C OCTOPOXHOCTBIO y mamuenToB ¢ CK® <60 mm/mun/1,73mn ¢
TyOyJOMHTEPCTUIIMATIBHBIMA M3MEHEHUSMH B TKaHM TOYKH, HE HCIOJb30BaTh INPHU
CK®< 30 mu1/mun/1,73M° 1 IpH BBIPAKEHHEIX TyOyTOMHTEPCTHIHANBHBIX N3MEHEHHSX B
TkaHu 1ouku. Ilpu pemeHun Bompoca o HasHaueHuu  Llc ana ouenku CKO
1esecoodpa3Ho npoBeieHue npoosl Pedepra, a He UCIOIB30BAHNE PACUETHBIX (HOPMYII.
Tepanuto LIC cneayer HaYMHATH C HU3KUX 103 (2MI/KT/CYT B 1Ba mpuema ¢ 12 4acoBbIM
MEPEepPhIBOM) C TIOCTENEHHBIM €€ YBEIWYCHHEM B cpeaHeM 10 3,5-4 MI/Kr/cyT moj
TIIATENbHBIM (papMakoKuHeTHUecKuM KoHTposeM. Jlo3a Lic He nomkHa mpeBbIaTh 5
MI/Kr/cyT. JIisi JOCTHKEHHUST MaKCUMAaJIbHOTO 3(dexTa Tpedyercs JUIMTEeNbHOE JeueHHe
(>6-12 mecsime), npu Tepanuu L{c<6 MmecsiieB Hanboiee 4acTo Pa3BUBAIOTCS PEIHIUBEI
HC.

B nepBelii Mecsl seueHuss ypoBeHb Llc B KpoBM KOHTpoiupyroT 1 pa3 B Hexento,
noxdupas 103y J0 ONTUMAILHOTO 3HAYCHHUS MO HyNeBoi Touke CoB mpenenax125-175
ur/mi (C,<500 Hr/™mm).

Kontpoib 3a ypoBHeM npenapata B kKpoBu (Cp) BO 2 MecsI] JIeU€HHUs OCYIIECTBISIOT |
pa3 B 2 Hegenu, ¢ 3 o 6 mecsn - 1 pa3 B Mecsll, ganee - 1pa3 B 2 mecsiia.

B nHM koHTpons KoHLEHTpauuu LIc B KpOBM MOHUTOPUPYIOT TakKKe€ CIEAYIOLIUE
MoKa3aTeju: YpoBEeHb KpeaTHHHMHA, albOyMHUHA, OMIupyOuHa, TIIIOKO3bI, TpaHCaMHUHa3,
NEKTPOJINTOB B KpoBU. OnieHnBaroT 1uHaMuky I1V.

Ho3y Ilc B xpoBu ymeHbiaioT npu yBeaumueHHH Co>250 HI/MI WM NPU HapacTaHUH
KpeaTuHuHa KpoBH Ooznee yeM Ha 30% OT HCXOIHOTO YpPOBHSA, JHUOO YBEITHMUCHHUH
CBIBOPOTOYHOT'O YPOBHSI TpaHCaMUHa3 M OMIIMpPyOUHa.

[Tocne pocTwkeHus MoAHON pemuccun 103y Llc cHmxkator nocreneHHo no 0,5 Mr/kr/cyt
10 MUHUMaIbHO 3¢ dexktuBHOM 10361  (1,5-2 MI/KI/CYT) W TPOBOJAT TaKylo
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MOAJEPKUBAIOLYI0 TEPAIUIO B TeueHue 1-2 ner.

* Ecau npu npumenenuu Llc B TedeHne 6 MecsIeB OTBETa HAa TEPAINUIO HE HAOIIONACTCS
(MUHUMAJIBHBIM OTBETOM cieayeT cuuTaTh cHikeHue IIY Ha 50% mo cpaBHEHHIO C
MCXOJHBIM YPOBHEM) WJIM Pa3BHBAIOTCS 3HAUMMBbIC HexenaTelbHble 3()(EKThI, T0IKEeH
paccmarpuBathcs BOIpoc o 3aMeHe Llc npyrum npenaparom.

* [lauueHTHl, JOCTUTLIMNE PEMUCCHH, CO CTAOMIBHOW (YHKLIMEH IOYeK, MOIydaroliie
nogaepxkuBatontyro o3y  LIC<2  Mr/kr/cyT WMeIOT HU3KHH pPUCK  Pa3BUTHA
HE(PPOTOKCUYHOCTU. Y MAaIMEeHTOB, TpeOyromux Oosiee Bbicokux a03 Llc, mocie 24
MmecsneB JiedeHus Llc HeoOXOoaMMO MpoOBeJCHHE MOBTOPHON MYyHKIIMOHHON OHOICHH
MOYEK JIJIsl OL[CHKH MPU3HAKOB XPOHUYECKOH HUKIOCIOPUHOBOM HEPPOTOKCUUHOCTH.

* IIpumenenue Llc BO3BMOXHO Kak B BUJI€ MOHOTEpANUHU (IIPYU HAJIUYNUU IPOTUBONOKA3aHUI
K KOPTUKOCTEpOuAaM), Tak u B couetanuu ¢ I13. I13 naznavaercs B no3e 0,15 mMr/kr/cyT B
TedyeHue 4-6 MecsIeB, 3aTeM IMOCTEIIEHHO CHIDKAeTCs 10 5-7,5 MI/CYT U COXpaHseTCs 10
koHIa jJeuenus Lc.

7.3.3. Jleuenue penuausoB PCI'C:

7.3.3.1. Jleuenne peumauBa HC (1a6:1.10) y OGompubix ®CI'C mpemyaraercsi mMpoBOAWUTH B
COOTBETCTBUHU C PEKOMEHIAaUMsAMU i penuausupyromeir bMU y B3pocinbix - npu
PeNKUX peluIuBax NOBTOPUTH Kypc Tepanuu [13 umm nposectu neuenne KHU.  (2D)

7.3.4. Jleuenue crepoua-pesucreHTHoro ®CI'C:

7.3.4.1. lnsa neuenus crepouapesucretHoro @CI'C (Tabn.10) mpennaraercs ucnoib3oBath Lic B
no3e 3-5 MI/Kr/cyT B /iBa IpUeMa Kak MUHUMYM B TeueHHe 4-6 MecsIeB. (2B)

7.3.4.2. ITpu 1OoCTHKEHNHM YACTUYHOM MM MOJIHONW PEMHUCCHUHN IIPEIAraeTcs MPOI0JIKUTh
neuenue L{c kak MUHUMYM B TeueHHe 12 Mecs1eB, C MOCIeAYIOMNUM MOCTETIEHHBIM

CHUKEHUEM JO3BI. (2D)
7.3.4.3. YV nauuenTtos c crepouapesnuctenTeiM @CI'C n HenepenocumocTso Llc npennaraercs

JeueHre MUKoQeHonaTaMmoheTHIoM (2C)
7.4. Jleuenue ®CI'Cy nereii. (puc.2)

7.4.1. Broisenenne @CI'C y neteil B OONBIIMHCTBE CIIy4aeB MPOMCXOIHUT MOCJE MPOBEACHUS
HeppoOUonCHy, HAa3HAYEHHOW B pe3ysibTaTe KOHCTATallud CTEPOMAPE3UCTEHTHOCTH.
JletsiMm panHero Bospacrta, ¢ cyOHeporuyeckor I1Y m mpu Hammuuum cubcoB ¢ HC
JKEJIaTeIbHO MPOBENECHNE MOJIEKYJIIPHO-T€HETUYECKOTO UCCIIEOBAHMSI, TIOJI0KUTEIBHBIN
pe3yabTaT KOTOPOTo ¢ OONBIION /J0JIel BEPOSITHOCTH MpeACKa3biBaeT HEAPPEKTUBHOCTD
UMMYHOCYNpecCuBHOM Tepanuu. CleayeT UCKIIOUUTh CUHAPOMAJIBHBIE COCTOSHUS, Ha
¢one xotopbix Moxer pa3Buthcst PCI'C (cunapom Ilumke, cunapom [lupcona,
cunapom llapko-Mapu-TyT u ap.) (2D)

7.4.2. Ilpu oTCcyTCTBHM JaHHBIX 3a BTOPUYHBIN WK reHernyeckuil xapakrep @CI'C nokaszano
neuenne KHU — Ilc B noze 3-6 mr/kr B ABa mpuema ¢ 12 4acoBBIM MHTEPBAJIOM IO
KOHTpoJsieM KoHieHTpanuu B kpoBu (Cp-70-100 ar/mi, C,-500-1000 Hr/mit), KpeaTuHUHA,
KaJIusl ¥ apTEPUATILHOTO JABJICHMSL.

7.4.3. Jleuenue llc xxenarensHo couerats ¢ [13 B no3e 0,5-1 mr/kr yepe3 aenb. [Ipu mo60UHBIX
KOCMETHYeCKUX H(deKxTax BO3MOXKHa 3aMeHa llc Ha TakpoiIMMyC, OJHAKO OIIBIT
IIPUMEHEHHUS [TOCIIETHETO HEIOCTATOUEH.

7.4.4. Tlpu orcyrctBum pemuccuu Ha (oue neueHus: Llc B Teuenue 3-6 MecseB BO3MOXKHO
npUMeHeHHe 3-6 MyTbCOBBIX BBEACHUN METUIINPEIHU30JI0HA B 103¢ 20 MI/KT.

7.4.5. Ilpu noctwxeHun noaHoW unu yactuuHod pemuccun HC Ha mpoTsxeHun 6 MecsieB
npuMeHeHus L{c noka3zaHo npoJyieHre TEPANNH €11e HE MEHEE UeM Ha 6 MECSIIEB.

7.4.6. Ilpu peunguse HC BO3MOXKHO MOBTOPHOE NMPUMEHEHUE IYJIbCOB METHIIIIPEIHU30JIOHA U
WJIU TIPOJOJDKUTE jedeHue Llc.

7.4.7. Tlpu pedpakrepHocTu K jgedeHuto Llc BO3SMOXHO TOCTIKEHUE PEMUCCHU TPUMEHEHHUEM

14




MUKO(eHonaTamopeTuia.

7.4.8. Ilpumenenue ankunupyromux areHToB npu @CI'C y nereil He peKOMEHIyEeTCsl.

7.4.9. V nereii ¢ ®CI'C u cyGHeppoTHUIECKON TPOTEUHYPHUEH, a TaKkkKe MPU pedpaKkTepHOCTH K
MMMYHOCYTIPECCUBHOI Tepanuu MoKa3aHo JuiMTenbHoe npuMmenenne nAIl® u/mnm BPA
it cHokenus 11V u 3amenmenus nporpeccuposanus XbII

Tabauua 10.

[Tonnas pemuccus

Cuwmxenue I1Y no yposus <0,2r/cyr(umn <20mr/mons(<0,2r/r)
KpeaTHHUHA) U aTbOyMUH CHIBOPOTKH >35 1/11

YactuuHast peMuccus

Cumxenne I1Y no ypoas <0,2-20 r/cyr(mmum <20-200Mr/mMonb
(<0,2-20r/r) xpearununa) u crabuipHas CK® (u3meHeHue
KpeaTHHHHA<25%)

WIn

Cumxenne I1Y no yposus <0,2-3,5 r/cyt u cHmwkenne>50% ot
MCXOHOTO ypoBHs, cTabmibHass CKD

Pemnaus

VYeennuenune IIY>3,5 rv/cyr wmm  (>350mr/mons(>3,51/r)
KpeaTuHUHA) U ajJbOyMHMH CBIBOPOTKHM >35 I/l mocie Toro, Kak
ObUIa JTIOCTUTHYTA MTOJIHAS] PEMHCCHUS

Crepoua-pe3rucTeHTHOCTh

[Mepcuctupyromas I1Y, necmotpst Ha nedenue I13 1mr/kr/cyr
WK 2MI" MI/KT Yepe3 JeHb, IPOBOAMMOE > 4 MecsIeB

CTGpOI/II[-‘-IYBCTBI/ITe.HLHOCTI:

2 penuanBa BO BpeMsl Kypca CTEpOUIHON TE€parnuy WK B IEPUOLT
2 HeJeNb 10CJIE 3aBEPIICHUS] Kypca CTEpOUIHON TEpANIUU
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Pucynok 1. Anropurm jedenusi uauonarndeckoro @CI'C y B3pociibIx.

Kovncepeatupnas Tepanus,

WrHrnburop AN® £ BPA £ anyperuk + crarvibl

Yxyawenue (yHKUMM NOYEK UNK NePCUCTUPOBAHUE HEePOTUHECKOTO CUHAPOMa, Crepona-TokeuiHoCTL
HECMOTPA Ha MAKCUMAlIbHYI0 KOHCEPBATUBHYIO TEPanuio Wnk NPOTUBONOKA3aHUA
K HasHauyeHio cTepormos
KopTukocTepouabl B NonHomn gose.
MpeaHM3onon 1 Mrikr/cyT B Teuerme 816 Heaens Unknocnopun
C nocTeneHHLIM CHKEHHeM A03bI HauanbHan nosa 2 mrikricyt
T (makc. noaa 5 mrikr/cyr),
paanenenHan Ha 2 npuema
Pemuccua | CTepona=peancTeHTHOCTL UMK TOKCUYHOCTE
y
I Croitkan pemuccus I I Crepoug-3aBucuMocTs I TNPOROMKATE HU3KKE /103bI CTEPOUAOS.
[o6asute yuKnocnopuH v
- " - OTcyTcTame pemmccHm nocne 6 mec,
OTMEHUTE CTEpOMAY, AME TS + NeYeHIs B HETOKCUYHOM A03e.
EXemecsunbit WiKRochopun o F— »| AnbTepaTvshbie BuabI nevenus
KOHTPONb ?
NpOTENHYPUK !
[NS BLISBNEHNS A4
BO3MOXHOMO YMeHbLWUTL A(!Sy creponaoe ‘!o BoamoxHo HasHaveHne MOK
obocTperus, MWHUManNLHON, NO3BONAIOLEN
Tpebylowero | noanepxuBaTh PEMHCCHIO, UNW OTMEHUTD
Ha3HaYeHus ?|  creponasl, €CNv He BOIHKUKAET peLmame.
KOpOTKOrO Kypca MNpogomkuTs NpUeM LMKnocnopuHa 8
cTeponnos TeueHue 1=2 neT B MUHUMANBHO
3 deKTHBHOA [03€ NOA KOHTPONeM
npoTeuHypum.
YacTuuHas pemuccusi TaKKe sIBNSIeTcs
KNUHUYECKM 3HAYUMOA

Pucynok 2. Aaroputm Jieyenusi uauonarndeckoro @CI'C y nereid.

Crepona-pe3nucTeHTHbIi HePOTUNECKUA CUHAPOM Mporeunypusi Ges nogospeHus Ha BMA
(oTcyTcTBME OTBETA HA NPEAHU3ONOH (A0 Havana neyeHus NPEAHNIONOHOM)
B nose 60 mr/mcyT B TeueHue 4 Hegens) J
v | Buoncus |
I Buoncus | 3 ¥
| ecrc HeroCrC |

| Herecrc i| ocrc

y

| MonbiTka NeyeHns NPeaHU3ONoHOM |—-I Orser J'
Y

I Her orsera

y

PaccMoTpuTe BOIMOXHOCTL FEHETUSECKOTD UCCneaoBaHua: cuiapom ®CIMC?
Wekniounte apyrue sabonesanus, npusoasume k pasautuio @CIrc

L

!

MonoxuTenskble pesynbTarsi MCCNeaoBaHKA MyTaLuuk NOLOUMHA,

WT1, CD2AP, TRPC6 u 7. A\,

He BbINONHEHO, HEAOCTYNHO,

pesynsTar oTpuuaTeNbHLIA
TwarensHoe HabnaeHKe, aHTUNPOTEMHYPUHECKan = MonbiTka nevexmns
Tepanus uirmbrtopamu AMN®, Gnokatopamu TR UMKNOCNOPHHOM M NPEAHU3ONOHOM
peLenTopoB aHrMOTEH3MHa B TENEHUe MUHUMYM 6 mecsLies

Mpononxars
LIMKNOCNOPHH
ANUTENLHO
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ITPOT'HO3

[Tporuo3 nmpu uanonatuyeckom OCI'C, nporekaromem 6e3 HC u HapymeHust GpyHKIUU
NoyeK, OnmaronpusTHbIM - puck pazButusi TIIH Hu3kMii, mouyedHass BBDKMBAEMOCTH B
tedeHne 6,5-9 nmet 6onee 95%. bonbubie ®CI'C ¢ nepcuctupyromeii [1Y (naxe 6e3 HC)
UMEIOT TOBBIIIEHHBI PHUCK CEPAEYHO-COCYAUCTBIX OCHOKHEHUH. CHM3UTh PHUCK
nporpeccupoBanus XbII u CC3 no3Bosstor npenapatsl, 61okupytomire PACC.

IIporno3s yxyamaror

- Hamnuue HC

(10-neTHss BeDKMBaeMocTh 001bHBIX @CI'C ¢ HC cocraBnsiet- 50%, 6e3 HC - 90%)

- CHIDKEHHE MMOYeYHOM (PyHKIIMM Ha MOMEHT MOCTAaHOBKM JHarHo3a

- apTepHaIbHas TUIIEPTOHHS

- OTCYTCTBHUE OTBETA Ha TEPAIHIO

(5-neTHsIsI BBDKMBAEMOCTh Y PE3UCTEHTHBIX K Tepanuu 00bHBIX — 65%, 10-netHsst- 30%)

Cpenu Mop(oornyeckux Npu3HaKoB MPOrHOCTUYECKH HEOIArONpPUSATHBIMHE SBIISIOTCS:

- TSDKEJIbIe U3MEHEHUS! HHTEPCTULIHS, aTpo(dus KaHAJbIEB, COCYAUCTHIC M3MEHEHUS

- kosmabupytommii Bapuant @CI'C

(3-nmeTHsIst MOUeYHAsE BBKMBAEMOCTH IPH KoJutadbupyromeit nedpponatuu - 33%, Toraa kak
npu OJIAarONPUATHOM BapUaHTe «tip-lesion» - 5-1eTHss BBDKUBAEMOCTb -76%)

3nauntenbHo Bo3pactaeT Aoas @CI'C B crpykrype TIIH (mo 50%), uro ykaseiBaeT B
IIEJIOM Ha MPOTPECCUPYIOINI XapaKkTep 3a00IeBaHMUS.
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