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1. METOAOJIOT'UA
1.1.MeToauKa OLIEHKH CHJIBI PEKOMEeHAAalNii M YPOBHS UX NPeACKA3aTeJIbHOCTH,
UCIIO0JIb30BAHHAS MPHU COCTABJIEHUHU JAHHBIX KINHHUYECKUX PeKOMeHAauu i

e Jlns pekoMeHJaluil cuia yKa3aHa Kak ypoBeHb 1, 2 win «Het cteneHu» (Tabdin.l), kauecTBo
JOKa3aTelIbHOM 0a3bl 0003HaYeHO Kak A, B, C (1ab:1.2).

Tabnumal. OueHka cUIbl peKOMEH AU
(cocraBiieHa B COOTBETCTBUHU ¢ KIIMHMUeCKUMU pexkomeHaanusamMu KDIGO)

Yposenn Ounenka pexoMeHaanui
Co cTopoHnbI Co cToponb! Bpaua JanbHeiee
NalHeHTOB HAINIpaBJICHHE
HCII0JIb30BAHUSA
Yposens 1 ITopasnsromee ITopgaBnsromemy Pexomennanus moxer
«IKCHepThl OOJIBLITMHCTBO OOJIBLIIMHCTBY CBOMX OBbITH IIPUHSATA B
PEKOMEHAYIOT» | MallEeHTOB, MAIMEeHTOB Bpay Oy/AeT | KauecTBe CTaHaapTa
OKa3aBIIUXCS B PEKOMEH10BATh NeNCcTBUS
oJ00HOM CUTyaluHu, CJIE0BaTh UIMEHHO MEIULIMHCKOTO
peanowIn Obl 3TUM IIyTEM IIEpCOHAA B
CJIE10BaTh OOJIBIIIMHCTBE
PEKOMEH1yEMBIM KIIMHUYECKUX CUTyaluin
IIyTEM, U JINLIb
HeOoJIbIIIas YacTh U3
HUX OTBEpIria Obl 3TOT
yTh
Yposensn 2 Bonbniasg yacte Jns pa3HbIX Pexomenmanuu,
«IKCnepThl MAIMEHTOB, MAIUEHTOB CJIENYET BEPOSITHO, MOTPEOYIOT
10JIaraT» OKa3aBILIUXCS B noa0UpaTh pa3inyHble | 00CYKICHUS C y4aCTHEM
oJ00HOM CUTYyaluH, BapUaHThI BCEX 3aUHTEPECOBAHHbBIX
BBICKA3aJIUCh OBl 32 TO, | PEKOMEHJaluii, CTOPOH J0 IPUHATHUS UX
4TOOBI CJIe10BATh MOAXOJAIINE UMEHHO | B KaUeCTBE
PEKOMEH1yEMBIM uM. Kaxnomy KIIMHUYECKOIO
IIyTEM, OJTHAKO NalMeHTy Heo0XoauMa | cTaHaapra
3HAYUTENIbHAS 4acThb MIOMOIIb B BBIOOpE U
OTBepIJIa OBl 3TOT MYTh | MPUHATHH PELLICHHUS,
KoTopoe Oyner
COOTBETCTBOBATH
LIEHHOCTSAM U
IIPEANIOYTEHUAM
JAHHOI'O NAIMEHTA
«Her JIaHHBINM YPOBEHBb IIPUMEHSAETCA B TEX CIIy4asiX, KOrJa B OCHOBY
rpaganumn» PEKOMEH AL YKJIAbIBAECTCA 3/IpaBblil CMBICI UCCIIEIOBATENA-3KCIIEPTa
(HI) WX TOT /1A, KOr/ia 00CyXk/1aeMast TeMa He JI0IYCKaeT aJIeKBaTHOTO

MPUMCHCHUA CUCTCMbI JOKA3aTCIILCTB, UCIIOJIb3YCMbIX B KIMHUYECKOM

MIPAKTHUKE.




Tabnuna 2.01eHKa KadecTBa JOKa3aTeabHOM 0a3bl
(cocraBiieHa B COOTBETCTBUHU ¢ KIIMHMUeCKUMU pexkomeHaanusamMu KDIGO)

KauecTBO 10Ka3aTEILHOM 02351

3HaueHne

A — BBICOKOE

B- cpeanee

C — HU3KO0€

D — Ouenn Hu3Ko0€

DKCIepThl YBEPEHBI, YTO OXHUAaeMbIil 3¢ ekt OIU30K K
paccUUTHIBAEMOMY

DKcIepThl MOJaratoT, 4To OXKuaaeMblid 3ddekt Oau30K K
paccuuteiBaeMoMy 3()(EKTy, HO MOXKET U CYIIECTBEHHO
OTIUYATHCSA

OsxunaeMsblil 3¢(HEeKT MOKET CYIIECTBEHHO OTIMYAThCS OT
paccunTbiBaeMoro 3¢ dexra

Osxunaempiii 3pPexT oueHb HEONpeNeTICHHBIH U MOMKET
OBbITh BeCbMa JIAJIEK OT PACCYMTHIBAEMOTO

1.2.Metoabl, ncnosib3yembie 1Jis1 GopMyTHPOBKH pekoMeHnaanmii: KonceHcyc akcnepToB




2.

OINPEJAEJIEHUE, JITMAEMUNOJIOTI U
(Tabmuua 3).

Onpedenenue

DoKaJIbHO-cerMeHTapHbIil ri1oMepyJiockiaepo3 (OCI'C) — ¢opma riomepynonaTiuu, JUIs
KOTOPOH XapaKTepPHO CKJIEPO3UPOBAHUE OTACIBHBIX CETMEHTOB (CErMEHTApHBIE H3MEHEHUS) B
yacTu KiIyO0Oo4ykoB ((hoKanbHblE H3MEHEHHs); OCTajJbHbIC KIyOOUKHM B Hayaie OOJe3HH
MHTAKTHBI.

OrtoT Mopdomornyeckuil TUN M3MEHEHWH TPYOHO OTIMYMM OT OOJIE3HH MHUHUMAIbHBIX HW3MEHEHHUI
(BMM). ITomararoT, 4TO 3TO Pa3HOM TAKECTU BAPUAHTHI UJIU Pa3HbIE CTAJUU OAHOTO U TOTO XKe
3a0oseBaHus1, 00beUHIEMbIE TS PMUHOM «UAHMONATUYECKHA HEPPOTUUECKUI CHHAPOMY.

Inuodemuonozun

Habmonaercs y 15% B3pocibix 00JIBHBIX XpOHUYECKHM TiioMmepyiaoHedputom (XI'H)
@®CI'C - camas yactast npuunHa Hedporuueckoro curapoma (HC) y B3pocasix (20-25%)
u crepousapesucrentHoro HC y nereit (6onee 50%).

B crpyxrype manonatudueckoro HC ®CI'C 3anumaer no 35%y B3pocubix, 10 20%- y
neren

Kak mporpeccupytomas ¢opma nopaxkenus nouek, @CI'C sBnserca Hanbosiee vacTon
OPUYMHON  TepMHMHANbHOM  moueuyHoil  Hemoctarounoctu  (TIIH),  Tpebyromeit
3aMECTUTEJIBHON ITI0YEYHOU TEPAIuU

Cpenu B3pocibix 60osbHBIX PCI'C npeobnanatot myxuunsbl (60%).

OCI'C peuuauBUpyeT B TpaHCIUIAHTHUPOBAaHHOM mmouke y 30—-50% OGOoNnbHBIX.

3.

ITHOJIOI'US, KIACCU®UKALUS.

Paznuuaror nepBuuHyo (ManonaTuieckyio) u BropuuHyto ¢popmel OCI'C (Tabn.4).

Tabnuua 4.

Knaccugpurayus

HepBuunblii (mpuonatudecknii) ®CI'C — npuyurHbI HEU3BECTHBI

Bropnunsiii @CI'C

I'eneTnyeckun 00ycI0BJICHHBIH

- Myratuu ACTN4, NPHS1, NPHS2, CD2AP, TRPC6, WT-1 u op.

- CBsi3aHHBII ¢ APYTUMH HACJIeCTBEHHBIMU 3a00sieBaHusAMHE (c-M AubriopTa, JlayHa,
MUTOXOH/IpHalibHbIE LuTOnaTHH, 6ose3np Llapko-Mapu-Tyd)

AcconMMpOBaHHBIN ¢ BUPpYCaMH

(HIV, napsoBupyc B19, nuromeranosupycsl, Bupyc Onmreit-bapp, Bupyc Kokcaxu u ap.)

MuayuupoBaHHble JJeKapCTBAMM




(repouH, uaTepdHEPOH-0,, AAPUAMUIINH, TOKCOPYOUIINH, JTUTHIA, aHAOOTUIECKIE CTEPOU/IBI,
aMUApOHAT U Ap.)

4. AjnanTtuBHbBIE CTPYKTYPHO-QYHKIMOHAIbHbIC H3MEHEHNS, BbI3BaHHbIE
runeprpogdueii ki1y004koB niu runeppuiabTpanuein

4.1. npu yMeHbIIEHUH MACCHI OYEYHOH TKAHU

(onmuromeranedpoHusi, OAHOCTOPOHHSSI ~ areHe3ws, JOUCIUIA3Ws IIOYEYHOM  TKaHH,
KOPTUKAIbHBIM ~ HEKpo3,  peduitokc-Hedponatus,  HE(PPIKTOMHs,  XPOHUYECKas
TpaHCIUIAHTAIIMOHHAs HePPOMAaTUsi, HU3KUN BEC MPHU POXKICHUM, TO3THSS CTaAUs JII0OO0T0
3a00JIeBaHUs IOYEK CO CHUKEHHUEM MACChI JIeHCTBYIOIUX HE(POHOB U JIp.)

4.2. npu M3HAYAJTBbHO HOPMAJBLHOM 4HcJie He)pOHOB

(apTepuanbHas ~ THIIEPTEH3US, CaxapHbI AMabeT, OXKUPEHUE, BPOXKICHHBIC «CHHHUE»
IIOPOKU CEpALa, CEPIIOBUIHO-KJIETOUHASI aHEMMUS])

5. 3nokayecTBeHHbIe HOBOOOpa3oBaHus (iuMdpoma u ap.)

6. Hecnenupuueckne PDPCI'C-mogodHble H3MeHEHHS, BbI3BAHHbIC CMOPIIMBAHHEM
M0YeK MPH IJ10MepyJIsIpHbIX 3a00/1eBaHUAX
(ouaroBeiii mpomudeparuBuelii  I'H, mnypnypa [lennsiin-I'eHoxa, wmeMOpaHo3Has
HedpomnaTusi, BOITYaHOUYHbIH He(YPUT, TPOMOOTHUECKHNE MUKPOAHTHOIIATHN).

4. MEXAHU3M PA3ZBUTUA

IIpu ®CI'C BbIABIsAETCA NOpPAXKEHHE MOAOLMUTOB PA3IMYHON 3THOJIOTMM, B CBSI3U C YEM ITO
3a00JIeBaHNE OTHOCAT K TPYIIE «IOAOUUTONATHI.

Tabnuua 5

Mexanuszm pazeumusn

OcHoBHY1I0 poJib B pa3BuTHH @CI'C 0TBOASAT MOBPEKIEHUIO OJOUMTOB BCJIEACTBHE
MOJIEKYJISIPHOT0 IT'eHEeTHYeCKOro Aedekra, BoO3AeiicTBUS WUPKYJIUPYIOIIUX (PAKTOPOB
NPOHMIIAeMOCTH M1 BHEIIHUX MOBPEKIAIONINX aTeHTOB

*  CTpyKTypHbIC HapylIEHHs MOJOLUTOB, NE30pTaHU3alUs UX AKTHMHOBOIO ILIUTOCKEJETa,
CTJIaKUBAaHHE HOXKEK,  CIHUSHHE (WIBTPALMOHHBIX MIeNell MPHUBOAAT K Pa3BUTHIO
nporeunypun  (I1Y). Ilpu  gnurenbHOM W/WIM  BBIPQXKEHHOM  BO3JCHCTBHH
MOBPEXJAIOIIEro (hakTopa aKTHBHPYIOTCS MEXaHU3MBI allonTo3a, MOJOLMTHI MMOTudaroT,
TEPSIOT CBSA3b C IIIOMEPYIIpHOI 6a3anbHoi MmemOpanoii (I'BM), ciymmBaroTcss B MOu€BOE
MPOCTPAHCTBO, Oroyisii B 3TUX Mecrtax ywyactku ['BM. MMes BbICOKME alare3uBHBIE
cBoiicTBa, orojeHHas ['BM ¢opmupyer cunexum c kamcynoii boymena. B mectax
«cpamuBanus» ¢ 'bM u B Me3anruyme obpasyrotcs oyaru pubposza. B 3onax ¢oxanbHo-
CETMEHTAPHOTIO CKJIepo3a (MIBTpAllMsl MEHSET CBOE HANpaBICHHE B CTOPOHY
UHTEPCTUIUS, OKpyXamlero kiybodek. B urtore oOpa3yercs  IIOOANbHBIHA
IJIOMEPYJIOCKIEpO3 M HHTepCTHLUANbHBIA (GuoOpo3. Kpome Toro, mogouuTsl B Xoje
NOBPEXJCHUS  MoABepratoTcs  TpaHcauddepeHumanuu, nOpuoOpeTarOT  CBOICTBa
¢ubpobIacTOB M yYaCTBYIOT B CHHTE3€ HKCTPALCIUIIOJIIPHOIO MAaTpPUKCA, YCKOPSA
¢dbopmupoBanue odaros pudpo3a.

= B kadectBe (DaKTOpPOB MPOHUIIAEMOCTH PACCMATPHUBAIOT KapIUOTPOMHMHONOJOOHBIIN
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uuTokuH 1 (M3 cemeiicTBa HHTEpieHKHUHA-6), paCTBOPUMBIM peLenTop K YpPOKHHA3e,
remoniekcuH u Jp. [Ipu ®CI'C u BMMUM aKkTHBHOCTD LMPKYJIUPYIOMUX (PAKTOPOB
MPOHMIIAEMOCTH 3aBUCHUT OT OajaHca MEeXIy MpOAyKIHed 3THX (aKTOpoB (B pe3yibTare
T-KJIETOYHOH AUCPETYIISIIMK) U TOTepell ¢ MOYOH MX WHTHOMTOPOB (TIPENNONOKUTEIHHO
JUIONPOTEUOB BBICOKOM IUIOTHOCTH). MHUIleHbI0 (DaKTOPOB MPOHHIIAEMOCTH MOTYT
SBIIAIOTCS  OCNKM IIeNeBUAHON Auadparmbl moaoiuToB (mogouuH, Hehpur, CD2AP u
1p.), YYacTBYIOIIUE B MOAJCPKAHUU CTPYKTYphl M CEIEKTUBHOCTH TIJIOMEPYJISIPHOTO
¢bmibTpa.

= [JIpu Bupyc-unayuuposanHomM @PCI'C pomyckaroT mOpsMoOe MOBpEKIarollee IeicTBHE
BUpyCa Ha TMOJAOLMTHI WJIM Yepe3 OCBOOOXKIEHHE BOCHAJIUTEIbHBIX IIUTOKHHOB,
B3aMMOJECHCTBYIOIUX C NOJAOLUUTAPHBIMU PELENTOPAMH.

= B nospexaenun nogountos npu BropudHoM PCI'C, cBA3aHHOM C YMEHBIIEHHEM MacChl
noyek, pedirokc-HegponaTueit, OKUPEHHEM, BaKHYIO POJIb MUIPAIOT T€MOJUHAMUYECKHE
MEXaHU3Mbl — aJlaliTUBHAsE BHYTPHUKIyOOUKOBas TUIEPTEH3Us U TUNEpPUIbTpALHS C
yBeIUYEHUEM 00beMa KIIyOOUKOB, BEAYIIHE K MOBBIIICHUIO MEXaHUYECKOM HAarpy3ku Ha
nogouuTsl. I'unepnpoaykius anruotensusa Il u  ycunenue cunteza TGF-f BbI3piBaroT
aKTHBAIIMIO AIIOIITO3a, PEOPraHU3ALUIO IIUTOCKENIeTa U AeIu( epeHIALNI0 TOJOLUTOB.

5. KNIMHUYECKAS KAPTUHA
(Tabnuua 6).

Knunuueckas xapmuna

* HC pazBuBaercs 6omnee ueM y 70% OGonbHbIX, nepcuctupytomtyto [1Y 6e3 HC umeror
<30% maieHToB

* 'V 6onbmmHcTBa 6016HBIX HC 1 [1Y coderaroTcst ¢ MUKporeMaTypHei,
MakporeMaTypus peJKa

* bonee yem y 50% OonpHBIX HabOMIOAaeTCS apTepuanbHas runeprensus (Al)

* VYV 25-50% OonbHBIX yke B aeOroTe 3a0oneBanus ormevaetcs [TH

* Ilpu renernueckux Bapuanrax @CI'C B Hauase nposBieHUH 00JIE3HU NPOTEUHYPHSI YACTO
HOCUT CyOHE(POTHUECKUI XapaKTep.

* Pa3BuTHe BTOPHUYHOW CTEPOMAPE3UCTEHTHOCTH y JeTel B OOJBIIMHCTBE CIIy4acB MOXKET
OBITH CBSA3aHO ¢ TpaHChopManueil MUHUMaNbHBIX u3MeHeHuit B @CI'C

* Ilpu pane Bropuunsix hopm @CI'C oTMeHarOT KIMHUYECKUE U JTaOOpaTOPHbIC MPU3HAKU
3a00JIeBaHMUs1, BBI3BABILIETO MMOPAKECHUE TIOYEK

S. MIPUHOUIIBI IMATHOCTHUKHA

5.1. inarno3 ®CI'C ocHOBBIBaeTCsl HA JAaHHBIX MOP(oJIornyecKkoro ucciaenopanuss  (HI)

buoncuro moukum mpoBogAT ¢ aubdepeHnnaANbHO-INATHOCTHYECKOM [EeIbl0 M IS OLEHKH
MOP(}OJIOTUIECKIX KPUTEPHEB MMPOTHO3A.

Y gereit mo 12 yer OuWomncus TPOBOIUTCS, Kak MPaBHJIO, TOJNBKO TMPH IOATBEPKACHUU
CTEPOUAPE3UCTEHTHOCTH.




Tabauua 7.

Mopgonozuyeckue kpumepuu @CI'C

Obuue npuznaxu:

Ha cBeToonTHyeckoM YpOBHe - B Hayajie 3a00J€BaHUS M3MEHEHUS KBATU(UIHMPYIOTCS
KaK MHMHHMMAJIbHBIE, B IIOCIEAYIOLIEM BBIABIIIOTCS 30HBI CKJIEpO3a U THAIMHO3a B
HEKOTOPBIX CErMEHTaX OTIENbHBIX KIyOoukoB (He >60% KiIyOO4YKOB B mpemnapare),
yMEpeHHas KJIeTouHas mponudepanus, aare3uss ImeTenb KIyOOYKOB K Karcyle ¢
oOpa3zoBanueM cuHexuil. DoKalbHbIE W3MEHEHHMS HAYMHAIOTCS JIMOO MPEBAJIMPYIOT Ha
KOPTUKO-MEAYJUIIPHOM YPOBHE, 3aT€M BOBJIEKAIOTCS KIYOOUYKH MOBEPXHOCTHBIX OTJIEIOB
KOPKOBOTO BelllecTBa. BhIsiBIseTCS pa3HOl cTeNeHH HHTEPCTULIMANIBHBINA (HUOPO3.

IIpu uMMyHOQUIyOpeCHeHTHOM HCCJIeJ0OBAHHH - B CKIEPO3UPOBAHHBIX CETMEHTaX
ceeuenue IgM u C3, mpu Bropuunbix (popmax @CI'C BO3MOXKHO BBISBICHHE U JPYTHX
MMMYHOTJIOOYJIMHOB; B HEM3MEHEHHBIX KIIyOOUKaxX — CBEYCHHE OTCYTCTBYET.

IIpn 3J1eKTPOHHOII  MHKPOCKONMM - THUIEpPTpodUs U BaKyoIM3alus MOJOLUTOB,
CIIMSIHUE HOXKOBBIX OTPOCTKOB, IIEHUCTOIO BHUJA MaTepuana B IPOCBETE KalUIUIAPOB,
NEHUCThIE KJIETKM B ME3aHTMM, BWUIE3HAas TpaHCpopMalus IMOAOLUTOB, OTCIOWKa
NOJOUUTOB, orojeHue yuyactkoB BMK, cunexum c¢ kamcymnoi, >kxupoBas U OenkoBas
IUCTPOUS SMUTENUS KaHAJIBIICB

Mopdonozuueckue eapuanmor PCI'C:

B 3aBucuMocTH OT JIOKaIM3allMd 30H TMOBPEXAEHUS B KIyOOYKax BBIICIAIOT
THCTOJIOTHUECKUE BAPUAHTHI OOJE3HM, PA3IMYAIOIIMECs MO0 KIMHUYECKUM IPOSBICHUSIM,
4acTOTE U CKOpOCTH nporpeccuposBanus B XIITH:

1. Bepxymeunslii BapuaHr (tip-lesion)
Cocrasmser 17 % Bcex popm OCI'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, 110 cpaBHEHMIO ¢ Ipyrumu Bapuantamu @CI'C, meHee BbIpakeHO.
Knunnueckue npossinenus: y 80% - BelpaxkenHas I1Y ¢ Tsoxensim HC, pexe, ueM npu
npyrux Bapuantax @CI'C, pazsuBaerca AI' u IIH, mydmmii oTBET Ha CTEPOUIHYIO
Tepamnuto, nosxsle pemuccuu HC pasuBarores y 50% O0NbHBIX.
[Iporuo3 BnojHe 6JaroNpUsATHBIN - S-JIETHSSA MOYeYHAask BBKUBAEMOCTH -76%.

2. IlepuxuiasipHbIi BAPHAHT
Cocrasmser 26 % Bcex Gpopm OCI'C.
Yamie BcTpewyaercs y npeacTaBuTeneii 0emnoit pacol.
XapakTepHu3yeTcsl pacloI0KEeHUEM CKJIepOo3a U FMalliHO3a B 00J1aCTH BOPOT KIIyOOuKa,
YacTO BBIABISICTCS TIoMepyioMmeranusa. PaccmaTpuBaeTcs kak BTOpuuHas (opma
@®CI'C u pa3zBuBaercs mpu 3a00JIeBaHUIX, CONPOBOXKIAIOIINXCS YMEHBIIIEHUEM MacChI
JEUCTBYIOIUX HE(PPOHOB, BHYTPUKIYOOUKOBOU TUIIEPTEH3UEH, IPU OKUPEHUH.
Knuanueckue npossnenust: HC Bctpedaercs pexe — B 55% ciydaes, y 80% O0nbHBIX
BosiBiiieTcst Al'. Peaxo nocturatorcs nosnbie (10%) u yactuunsie (10%) pemuccun,
TEM HE MeHee, NPOTrHO3 BIOJHE OJAroNPHUATHBIA: IOYE€YHAs BBDKMBAEMOCTH
cocraBiseT k 3 rogam 75%.




3. Kosuancupymomuii BApHAHT (KOJUIANICHPYIOIIAsl TJIOMepYJI0NaTH)
Cocrasmser 11 % Bcex popm OCI'C.
Bcerpeuaercs npenmyiiectseHHO (91%) y npencraButeneil 4epHOU pachl.
Xapakrepusyercs nposrdepanueil MoJOUUTOB ¢ 00pa3oBaHHWEM  KIETOYHBIX
NOJYJIYHHUH, KOJJIAICOM KamWUIIPHBIX IETeNb BCEro KiyOouka, ¢ oOpa3oBaHHEM
CBOOOJHOIO  IOJKAICYJBHOIO IPOCTPAHCTBA, OBICTPHIM  Pa3BUTHEM  CKJIEpPO3a.
XapakTepHbI BBIPAKECHHbIE TyOyTOMHTEPCTIHATBHBIC H3MEHEHUSI.
Pa3BuBaercs BcneactBue neaud@epeHIUpOBKH MOJIOUUTOB ¢ MOTEPEed UMH MapKepoB
3peIIbIX MOAOLHUTOB, SKCIIPECCUU MAPKEPOB MPOTU(EPAIH U SUTOIOB MaKpo(aros.
[TonoOHble m3MeHeHus1 Habmomarorcs npu BUY-accomumpoBannoil Hedponaruwu,
IJIOMEpYJIONaThy, BbI3BAHHOM MNaMHIpoOHATOM, HedpomaTtuu Yy TEPOMHOBBIX
HapKOMAaHOB.
Knuanueckue nposinenus: Beicokas [1Y, Tsokensiit HC, ITH yxe B Hauane 6one3Hu u
obicTpo (B cpemHeM uepe3 15 wmecsaneB) mporpeccupyer ao TXIIH. Otser Ha
KOPTUKOCTEpOUAbI Habmoaaercs y 25% O0JbHBIX.
ITporuo3 HeOMaronpUATHBINA: IO CpaBHEHUIO ¢ IpyruMu Bapuantamu OCI'C, noyeunas
BbDKMBaeMOCTh Hauxyamas — 33% k 3 ronam.

4. KieTro4yHblil BApHaHT
SBnsercs cambim penkuM (3%) u HanMeHee u3ydeHHbIM BapuantoM OCI'C.
Hmeet MHOTO 0011I€TO C KOJUIATICUPYIOLIEH HedponaTuei.
XapakTepu3yercsl pacIIUpeHUeM ME3aHTus, Npojudepanueldl MOAOLUTOB, a TaKXKe
nposnudepanueil SHAOTENHS CO CTAa30M JICHKOLMTOB B TPOCBETE KamwuLIpa,
KOJIJIAIICOM  KalWULIPHBIX MeTelab. MOXXeT ObITh MHOBPEXICH JII0OOW CEerMeHT
(mepuxwisipHbIil uan nepudepuueckuil). Habmonaercs HakomIieHHE JIEHKOIMTOB H
IIEHUCTBIX KJIETOK.
PenkocTh KIETOYHOrO BapuaHTa, BO3MOXKHO, CBSI3aHAa C OTCYTCTBMEM BapHaHTa Kak
TaKOBOI'0, [IOTOMY 4YTO BBILIEYKa3aHHbIE U3MEHEHHUS] MOTYT BCTpPEYAThCs MPHU JIPYrHX
Bapuantax ®CI'C, Harrpumep, Npu BEPXYIIEYHOM BapHAHTE.
Ilo orBery Ha nedenue, ckopoctu paszButus TXIIH 3aHuMmaer mpoMmeKyToO4HOE
MOJIOKEHHE MKy tip-lesion U Kostancupyouei Hegpponaruei.

5. Hecnenuduyeckunii BApHAHT (MHOI'1a HAa3bIBAEMbIN KJIACCUUECKHI)
Mopdororuueckue U3MeHEHHsI KiIyOOuka TPyIHO OTHECTH K KaKOMY-JIHOO Jpyromy
BapHaHTY, [I09TOMY OH BCTpeuaeTcs yauie Bcero (42%).

TyOynouHTepcTULIMAIbHBIE TOBPEKICHUS, KaK IPABUIIO, HE BBIPAYKEHBI.

KnuHuyeckue nposiBI€HUs 3aHUMAIOT MPOMEXYTOUHYIO IMO3ULUI0 MEXIY IPYTrUMHU
Bapuantamu OCI'C: HC pasBuBaercs y 67% OonbHbiXx, AI' — y 80% , momHble
pemuccun gocturatorcs y 13% OonbHBIX.

[Tporuo3 BHosiHe OJArONpUSATHBIN: 3-IETHSS MOYEYHAsl BBDKUBAEMOCTb — 65%.

*  CerMeHTapHbIE CKJIEPOTHUECKHUE M3MEHEHHS B KIIyOOUKAaX TAaKKE MOTYT BBISBISATHCS
npu nponudepatuBHbIX Gopmax ['H u npyrux rimomepynonaTusx.

5.2. Knuanueckas nuarsoctuka uauonarndeckoro ®CI'C goxna 6a3upoBaThesi Ha
HCKJII0YeHUH BTOPUYHBIX IPUYHH 3200/1¢BaAHUS. (HI)

OCI'C mpenctaBisieT co00il ey o TPYIy MAaTOJIOIMYECKUX COCTOSHUM, 00bEINHEHHBIX HE
KOHKPETHBIM 3THOJIOTUYECKUM (DaKTOpOM, a XapaKTepOM TUCTOJIOTMYECKHX H3MEHEHHUH.
CerMeHTapHble CKJIEPOTHUECKHME HW3MEHEHHMS B KIyOOYKax MOTyT OBbITh BBI3BaHbI
pa3IMYHBIMH (PAKTOPaMU U BCTPEUYAThCsS MPHU PA3TUYHBIX COCTOSIHUAX, B TOM YHCIE, NpU
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y)K€ uMeroleics naronoruu mnouek (monynyHHom I'H, IgA-nedpomatuu, cunapome
Anbnopra, 6oneznu ®abpu u ap.), 4TO OTpaxkaeT KOHEYHYIO TOUKY B THCTONATOIOIMYECKON
ABOJIIOIIMM COBEPLICHHO PA3JIMYHBIX OMOJOTHMYECKUX IporeccoB. [103ToMy oueHb BaxHO
UCKI0YUTh BTOpruHOCTh OCI'C.

5.3. He ncno/ib30BaTh reHeTu4eckoe 00ciie10BaHue B PYTHHHOM NPaKTHKe (HI)

Her yOenutenbHOW  JOKa3aTenbHOM  0a3bl Ui 1E€JIECOOOPAa3sHOCTH  MPOBEACHUS
TEHETHUYECKOro TecTrupoBanus B3pocibix ¢ PCI'C, naxke B ciryyasx CTEpPOHIPE3UCTEHTHOCTH.
IIpu orcyrctBum cemeiinoro anamuesa ®CI'C  myrtanmu B renax Heppuna (NPHSI),
nogouuna (NPHS2), ACTN4, CD2AP w TRPC-6 obnapyxeHsl Toibko y 0-3% B3pocibix
6onbHBIX ¢ CI'C. OyeBHIHO, YTO Yy JIETEH OHA 3HAUMTENHHO BhILIE. BapnabeabHOCTh ATUX
MyTalii B OTHOIIEHMH MX KJIMHUYECKOTO (EHOTHNa U TMPOTUBONOKA3aHUN K
MMMYHOCYTIPECCHUBHOI TE€parnuu OCTAETCS MIOKA HEBBIICHEHHOM.

VY nereil MOJIEKYJIIPHO-TEHETUYECKOE HCCIIEOBaHUE MOKa3aHo mpu paHHeM naedirotre HC u
HAJIMYUU CHOCOB C aHAJIOTHYHBIMU MPOSIBICHUSIMH.

6. JUODPEPEHIUAJIBHAA TMAT'HOCTUKA

Huddepenumansayto nuarHoctuky uavonarnyeckoro OCI'C mpoBomaT ¢  JIpyrumu
dopmamu I'H u Bropuunsim @CI'C, ns yero HeoOXoauMa KOMITJIEKCHAs OIICHKA KITMHUKO-

71a00paTOPHBIX JAHHBIX, MOP(HOIOTUIECKOE UCCIICIOBAHNE TKAHU ITOYKH. (HI')
7. JJEHEHHUE
7.1. Penkoctb cnoHTaHHbIX pemuccnii npu uauonarndyeckoM P®CI'C obocHoBbIBaeT
HE00X0AUMOCTb IOCTHKEHUSI MeIMKAMEHTO3HOM PeMHUCCHM. (HC)
* Cnonrannsle pemuccuu 1Y npu nnnonatnueckom @ CI'C Bo3HMKaKOT 1ub y 5-6 %
OOJIbHBIX.

* CnoHTaHHbBIE PEMUCCUU BO3MOKHBI Y TIAIIUEHTOB!
- ¢ «tip-lesion» ®CI'C
- C COXpaHHOH (QyHKIMEH MoYyeK Ha MOMEHT YCTaHOBJICHHUS IMarHo3a
- ¢ HeBbIcOKOH ITY
* YV 60npabXx @CI'C ¢ HC mianc pa3BUTHS CHOHTaHHBIX PEMHCCUH IOCTOBEPHO HIKE,
yeM y 60mbHbIX 63 HC.
* B OO0JIBIIMHCTBE CIIy4aeB CIIOHTAaHHBIE PEMHUCCHUU KpaliHE HECTaOMIIbHBI

7.2. Jleuenue 60abHBIX nauonatudeckum ®CI'C 6e3 HC (Tabn.8, puc.l).

Tabnuua 8.

Jleuenue oonvnuix 6e3 HC

7.2.1. Boababim ®CI'C 06e3 HC ¢ IIY> 0,5 r B Cyrku, NOKa3aHO Ha3HA4YeHHe
uHrnourTopop AIl® (MAII®P) mam 0J0KkaTOPOB penenTopoB aHruorensuHa Il
(BPA) kak ¢ aHTHNIPOTEMHYPHYECKOH We/bl0, TAK M JJIs 3aMeJJICHUS] Pa3BUTHSA
¢pudpo3a B moukax. (HI')

7.2.2. IlanmeHTHI JOJLKHBI HAXOAUTHCSA IO/ peryJsipHbIM HalJ0ieHueM HedpoJiora s
KOHTpoJis1 ypoBHA IIY, AI', kpeaTHHHHA ¢ HEJIbK) CBOEBPEMEHHOI0 BbISIBJICHHS
MOKAa3aHUM VI HMMYHOCYIIPECCUBHOH TEPAINH. (HI)

7.2.3. Hanmentam ¢ AI' moka3aHo cBoOeBpeMeHHOe JIeYeHHEe AHTHUTHMIIECPTEH3MBHBLIMH
npenaparaM. C no3unuii He()po- U KapAHONPOTEKUHMHU NpeanouTuTe bHbl HAIID
i BPA. (HI)
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7.2.4. Y nanmenToB ¢ ®CI'C m aucaunugeMueil NpPOBOAMTCS KOPPeKIHUs HapyLIeHHi
JIMIIMHOTO 00MEeHa COIVIACHO COOTBETCTBYIOIIMM PEeKOMEeHJAlUsIM JJsi 00JIbHBIX

XBII (HI)
7.3. Jleuenue 60abHbIX NepBuuHbIM OCI'C ¢ HC. (Tabn.9 , puc.1, puc.2).
Tabnuma 9.

Jleuenue npenapamamu, oa10kupyrougumu PAAC

7.3.1. BoabnbiM @CI'C ¢ HC noka3aHo Ha3HaYeHHe Npenaparos, 0JJOKMPYOIIHMX
PAAC — unAll®D, BPA. (HI)
u-All® unu BPA nHaznauarot Bcem 6onbHBIM ¢ HC mipu 0TCYTCTBUHM IPOTUBOIIOKA3aHUI
K UX IPUMEHEHMUIO.

HmmyHnocynpeccusnas mepanus

7.3.2. HanunaabHas tepanus uauonarnyeckoro @CI'C y B3pocibIx: (puc.1)

7.3.2.1. Pexomenayercsa npumenenue KC u ummynozaenpeccantos npu ®CI'C ¢
KJInHu4eckumu npusnakamu HC. (1C)

HNMMyHOCYIpECCUBHYIO TEPAIUIO CIEAYET HAYMHATh, KOT1a B pe3yJIbTaTe
MaKCHUMaJIbHOH KOHCEpBAaTHBHOM Tepanuu He ynaetcs cHU3UTh [1Y< 3r/cyT.

Henp Tepanuu — 1OCTHKEHUE MOIHOM MM yacTUuHOU pemuccuu I1Y, coxpanenne CK®
(Ta6:1.10)

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

7.3.2.3. B kauecTBe MHMIIHAJIBLHON Tepaluu Npeiaraercss Ha3Ha4aTh Boicokue 10361 KC
KaK MHHMMYM B TedyeHue 4 Heesib; npoaoJkaTth KC B BBICOKHX 103aX IPH
YOBJICTBOPHUTEJBHOM X NEPEHOCMMOCTH MAKCHUMAJIBHO 10 16 Hexe b WiIH 10
AOCTH/KEHHSI NMOJTHOM PeMHUCCHH, eCJIM OHAa pa3oBbeTcs paHee 16 HexeJb (2D)

IIpoTokoa Jjeuenus I13

 [I3 mnpuamMarh exenHeBHO | wMr/kr/cyt (makcumanbHo 80 Mr/cyTr) wuinu B
QIBTEPHUPYIOIIEM pexume 2 Mr/Kr/cyT (MakcumanbHo 120 Mmr/cyT) MuHuMyMm 4
Hegenu (1 mecsn) makcumyM 16 Henenb (4 mecsina). Bo3MoxkeH BapuaHT JiedeHUs,
KOTJa B Hadaje npoBoauTcs «irynbey» [13 (Tpu BBemenus mo 15 mr/kr , HO He Ooiee
1000 mMr Ha BBeAeHHE), a Jajiee OMUCaHHas BbIme cxema jedeHus [I13 1 mr/kr/cyt
WIN 2 MI/KT/CYT B QJIbTEPHUPYIOIIEM PEXKHME.

* [Ilocne sroro no3y II3 mocrenenHo (mo 2,5 mr B Hexmento) ymensinaroT g0 0,6
MI/KT/CyT (mpuMepHO 6 MecsIeB) W COXpaHSloT B TeueHue 1 Mecsua. [lpu
noctwkeHun  go3el 113 20-30 mr/cyr Bo wu3bexkaHue TMOAaBICHUA (QYHKLIUHU
HA/AMOYEUHUKOB PEKOMEHYETCsl albTepHUpyomuil pexxuM npuema I13. IlepeBon Ha
QIBTEPHUPYIOMIUN PEKUM BO3MOXKEH U paHee, 0COOCHHO y MOKUIIBIX TAIlUEHTOB.

* B nocnenyromem cHwkare o3y I3 kaxaele 2 Hemenm mno 2,5 Mr o
nojaepxkuBatonieir — 10-15 mr/cyr. B ciyuyasx moiHON M HENOJHOH peMHCCUU
HOJ/ICP’KUBAIONIAs] TEPANUsl MPOJOIKACTCS OKOJI0 24 MecsIeB, pU HEOOXOIMMOCTH
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OHa MOXET OBbITh MPOAJICHA 10 5 JIeT
* Ilpu aGcomoTHON HEI(P(HEKTUBHOCTH TAKOI CXeMbl B T€UCHUE TIEPBOTO rojia JCUCHHS
cieqyeT 0OCyIUTh IpYTHe BapUaHThl TEPaIHH.

7.3.2.4. 103y KC npeasiaraercsi CHU:KaTh NOCTENIEHHO B TeUeHUe 6 MecsileB MocJie
AOCTHKEHUS MOJHON peMHCCUH (2D)

7.3.2.5. Y nauMeHTOB ¢ OTHOCHTEJIbHBIMHU NPOTHBONMOKA3aAHUSIM WM HENePeHOCUMOCTBIO
BbIcOKMX 103 KC mpeasnaraercss B kauecTBe NpenapaToB NepBoi JMHHH HCIOJb30BaTh
HHTHOUTOPHI KaabuuHelipuna (KHHN). (2D)

Tepanus muknocnopunoMm (Llc) obecneunBaer pemuccuto @CI'C y 3HAUUTENHHON YaCTH
narueHToB (B cpeaneM 40-50% y B3pocnbix u g0 60-70% y neteit). BonbIMHCTBO 3TUX
MAIUEHTOB CTEPOUA-PE3UCTEHTHBI, Y CTEPOHI-UYyBCTBUTEIBHBIX OOJNBHBIX OTBET Ha
Tepanuto Llc myumre.

IIpoToxoJ Jeuenus IC

* llc Haznavaercs npu nepcuctupoBanuu I1Y >3r/cyt, HecmoTpst Ha Tepamnuto 113 (1o 16

He/lenb), a TaKkKe B CIyyasX, KOIZa B3pOCIbIe HAlMEHTHl HE JOCTUTIM XOTs OBl
JacTUYHOU pemuccuu (cM.Ta0:1.9) mocie 8 Heaenb exeaHeBHOoro npuema [13.
Lc Taxke HazHayatoT O00MbHBIM cTepoua-3aBucuMbiM @CI'C (cm. Tab1.9), a Taxke npu
HAJIMYUM TPOTUBONOKA3aHUN WM BBIpaKEHHBIX MOO0OYHBIX H(dexTax KC-tepanun
(HEeKOHTpONMUpPYEeMbIil aAnabeT, MCUXUYecKue 3a00JeBaHMs, TSKEIbIH OCTEOIopo3,
SI3BEHHAs1 OOJIE3HD KeNyIKa WK 12-TUNepCTHON KUILKU, OKUPEHHUE U T.11.).

* Tepamuto LIC cnemyer mpoBOAWUTH C KOppeKHMed Ha Bo3pacT M (yHKiuio noyek. Llc
ClIefyeT MPUMEHATh C OCTOPOXHOCTBIO y marueHToB ¢ CK® <60 mm/mun/1,73m” u ¢
TyOyJOMHTEPCTUIIMATIBHBIME M3MEHEHUSMH B TKaHM IMOYKH, HE HCIOJIb30BaTh IPHU
CK®< 30 ma/mun/1,73M> i IpH BHIPAKEHHBIX TyOYIOMHTEPCTUINATBHBIX H3MEHEHHAX B
TkaHu 1ouku. IIpu pemeHun Bompoca o HasHaueHuun  Llc ana ouenku CKO®
1esecoodpa3Ho npoBeieHue npoosl Pedepra, a He UCIOIB30BAHUE PACUETHBIX (HOPMYII.

* Tepanuto LIC crneayer HaYuHATH ¢ HU3KUX J03 (2MI/KT/CYT B 1Ba mpuema ¢ 12 4acoBbIM
MePEephIBOM) C TIOCTENEHHBIM €€ YBEIWYCHHEeM B cpeaHeMm 10 3,5-4 Mr/Kr/cyT moj
TIIATENbHBIM (papMakokuHeTHUecKuM KoHTposieM. Jlo3a Lic He noikHa mpeBblIaTh 5
MI/Kr/cyT. [l JOCTHKEHHUsT MaKCUMAaJIbHOTO 3(dexTa Tpedyercs JUIMTEeNbHOE JeueHHe
(>6-12 mecsimeB), npu tepanuu L{c<6 mecsiieB Hanboiee 4acTo pa3BUBAIOTCS PEIHIUBEI
HC.

* B nepBelii Mecsl JeueHuss ypoBeHb Llc B kpoBu KOHTpoiupyroT 1 pa3 B Hexento,
noxdupas 103y J0 ONTUMAIbHOTO 3HAYCHHUS MO HyleBoil Touke CoB mpenenax125-175
ur/mi (C,<500 Hr/mm).

* Kontpons 3a ypoBHeM npemnapata B kpoBu (Cp) BO 2 Mecsll J€UEeHHs] OCYHIECTBISAIOT 1
pa3 B 2 Heneny, ¢ 3 o 6 mecs - 1 pa3 B mecsl, nanee - 1pas B 2 mecsna.

* B nHM KOHTpOJs KOHLEHTpauuu lLIc B KpOBH MOHUTOPUPYIOT TaKKe€ CIEAYIOLIUE
MoKa3aTeau: YpoBeHb KpEeaTHHHMHA, albOyMUHA, OMIupyOuHa, TIIIOKO3bI, TpaHCaMHUHa3,
NEKTPOJIUTOB B KpoBU. OnieHuBaroT 1uHaMuky I1Y.

e Jlo3y Llc B xpoBu ymeHbmaioT npu yBenudeHun Co>250 HI/MI Wiu NpU HapacTaHUH
KpeaTuHuHa KpoBu Oosnee yeM Ha 30% OT HMCXOIHOTO YpPOBHSA, JIMOO YBEIHMUECHHUH
CBIBOPOTOYHOT'O YPOBHSI TpaHCAaMUHA3 M OMIIMpyOUHa.

* Tlocne nocTrxeHus MONHOM pemuccun 103y Lic cHmkaroT nocreneHHo mno 0,5 Mr/kr/cyt
no wMuHHUManbHO OAddektuBHOW 10361 (1,5-2 MI/KT/CyT) W TPOBOAAT TaKyro
MOJEPKUBAIOLIY IO TEPAIUIO B TeueHue 1-2 ner.

* Ecau npu npumenenuu Llc B TedyeHne 6 MecsieB OTBETa HAa TEPAINUIO HE HAOMIONACTCA
(MUHUMAJIBHBIM OTBETOM cieayeT cuutaTh cHikeHue IIY Ha 50% mo cpaBHEHHIO ¢
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MCXOJIHBIM YPOBHEM) WJIM Pa3BHBAIOTCS 3HAUMMbIC HexenaTelnbHble d()(EKThI, T0JKEeH
paccMaTpuBaThes BOIpocC 0 3ameHe Lic apyrum npenaparom.

* [lauueHTsl, JOCTUTLIME PEMUCCHH, CO CTAOMJIBHOW (YHKUMEH IOYeK, MOIydaroliue
nogaepxxuBatonryro o3y  LIC<2  Mr/kr/cyT WMeEIOT HU3KUH pPUCK  Pa3BUTHA
HE(POTOKCUYHOCTU. Y MAaIMeHTOB, TpeOyromux Oosiee Bbicokux a03 Llc, mocie 24
MmecsneB JiedeHus Llc HeoOXOoauMMo MpoBeJeHHE MOBTOPHON IMyHKIIMOHHON OHOICHH
MIOYEK JIJIsl OLICHKH MPU3HAKOB XPOHUYECKOH LIUKIOCIIOPUHOBOM HEPPOTOKCUUHOCTH.

* IIpumenenue Llc BO3BMOXKHO Kak B BUJI€ MOHOTEpANUU (IIpU HAJIMYUU IPOTUBOIOKA3aHUI
K KOpTHKOCTEepouiaM), Tak u B couetanuu ¢ 113. [13 naznagaercs B go3e 0,15 mr/kr/cyT B
TeuyeHue 4-6 MecsIeB, 3aTeM IOCTEIIEHHO CHIDKAeTCs 10 5-7,5 MI/CYT U COXpaHseTCs 110
koHIa jJeuenus Lc.

7.3.3. Jleuenue penuaunsoB PCI'C:

7.3.3.1. Jleuenne peuumauBa HC (1a6:1.10) y OGompubix OCI'C mpemiaraercss mNpoBOAUTH B
COOTBETCTBUHU C PEKOMEHIAaUMAMU i penuausupyromeir bMU y B3pocinbix - npu
PeNKUX peluIuBax NOBTOpUTH Kypc Tepanuu [13 unm nposectu neuenne KHU.  (2D)

7.3.4. Jleuenue crepoua-pesucreHTHoro ®CI'C:

7.3.4.1. lns neuenus crepouapesuctetHoro @CI'C (Tabn.10) mpennaraercs ucnonb3oBath Lic B
no3e 3-5 MI/KI/cyT B JiBa IpUeMa Kak MUHUMYM B TeueHHe 4-6 MecsIeB. (2B)

7.3.4.2. ITpu 1OoCTHKEHNH YACTUYHOM MM MOJIHONW PEMHUCCHUHU IIPEIAraeTcs MPOJI0JIKUTh
neuenue L[c kak MUHUMYM B TeueHHe 12 Mecs1eB, C MOCIeAYIOIINUM MOCTETIEHHBIM

CHUYKEHUEM JI03bL. (2D)
7.3.4.3. Y nauuenrtos co crepouapesucteHToiM PCI'C u HenepenocumocTsio Llc npenaraercs

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

7.4.1. Broisenenne @CI'C y neteil B OONBLIIMHCTBE CIIy4aeB MPOMCXOIMUT MOCJE MPOBEACHUS
HeppoOUonCcuy, HA3HAYEHHOW B pe3ylibTaTe KOHCTATallUd CTEPOUAPE3UCTEHTHOCTH.
JletsiMm panHero Bo3pacrta, ¢ cyOHeporuyeckoi I1Y u mpu nHammuuum cubcoB ¢ HC
JKEJATEIbHO MPOBEACHUE MOJIEKYJIIPHO-TEHETUUECKOTO UCCIIEI0BAHUS, [10JI0KUTEIbHBIN
pe3yabTaT KOTOPOro ¢ OONBIION /10JIel BEPOSITHOCTU MpeACKa3biBaeT HEAPPEKTUBHOCTD
UMMYHOCYNpeccuBHOM Tepanuu. CleqyeT UCKIIOYUTh CUHAPOMAJIbHBIE COCTOSHUS, Ha
¢one xotopbix Moxer pa3Buthcst PCI'C (cunapom Ilumke, cunapom [lupcona,
cunzapom llapko-Mapu-TyT u ap.) (2D)

7.4.2. Ilpu orcyTcTBUM JaHHBIX 3a BTOPUYHBIN win reHerndyeckuil xapakrep @CI'C nokaszano
neuenne KHU — Ilc B no3e 3-6 mr/kr B ABa mpuema ¢ 12 4acoBbIM HMHTEPBAJIOM IO
KOHTpoJsieM KoHueHTpauuu B kpoBu (Cp-70-100 ur/mi, C,-500-1000 Hr/mit), KpeaTuHUHA,
KaJIusl ¥ apTEPUATILHOTO JABJICHMSL.

7.4.3. Jleuenue llc xxenarensbHo couerats ¢ [13 B no3e 0,5-1 mr/kr yepe3 aenb. [Ipu mo60UHbBIX
KOCMETHYECKUX H(deKkTax BO3MOXKHa 3amMeHa llc Ha TakpoiIMMyC, OJHAKO OIIBIT
IIPUMEHEHHUS [TOCIIETHETO HEIOCTATOUEH.

7.4.4. Ilpu orcyrctBum pemuccun Ha (oue neueHus Llc B Teduenue 3-6 MecsieB BO3MOXKHO
npUMeHeHHe 3-6 MyJIbCOBBIX BBEACHUN METUIINPEIHU30JI0HA B 103€ 20 MI/KT.

7.4.5. Ilpu noctwxeHun nojaHou mnu yactuyHod pemuccun HC Ha nporskeHun 6 MecsueB
npuMeHeHus L{c noka3zaHo NnpoJyieHre TEPANNHU €11e HE MEHEE UeM Ha 6 MECSIIEB.

7.4.6. Ilpu peunnuse HC BO3MOXHO MOBTOPHOE NPUMEHEHUE IYJIHCOB METHIIIIPEIHU30JIOHA U
WJIU TIPOJOJDKUTE jedenue Llc.

7.4.7. Ilpu pedpakrepHoctu k nedeHuto Llc BO3SMOXKHO TOCTHIKEHUE PEMUCCHU MPUMEHEHHUEM
MUKO(eHonaTamopeTuia.

7.4.8. Ilpumenenue ankunupyromux areHToB npu @CI'C y nerell He peKOMEHIyeTCsl.

7.4.9. V nereii ¢ ®CI'C u cybHeppoTHUIECKON NIPOTEUHYPHUEH, a TaKkKe NpU pedpakTepHOCTH K
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MMMYHOCYTIPECCUBHOI Tepanuu MoKa3aHo JuiuTenbHoe npuMmenenne HAIID u/mnm BPA
it cHokenus 11V u 3amenmenus nporpeccuposanus XbII

Tabauua 10.

ITonnas pemuccus

Cumxenue I1Y no ypous <0,2r/cyt (wim <20mr/moins (<0,2r/r
KpeaTHHUHA) U albOyMUH CHIBOPOTKH >35 1/

YactuuHast peMuccus

Cumxenue I1Y no ypoBus <0,2-20 r/cyt (mnu <20-200mr/mMons ,
<0,2-20r/r kpeatunuHa) u crabwibHas CK® (u3MeHeHue
KpeaTHHUHA <25%)

WIn

Cumxenue I1Y no ypoBust <0,2-3,5 r/cyt u cHmkenue >50% ot
MCXOJIHOTO ypoBHsl, cTabmibHasi CKD

Peunnus

VYeennuenue IIY>3,5 r/cyr wm (>350mr/mons  (>3,51/r
KpeaTHHUHA) U ajdbOyMHMH CBIBOPOTKHM >35 /11 mocie Toro, Kak
ObLIa IOCTUTHYTA MOJIHASI PEMHUCCHUST

Crepoua-pe3rucTeHTHOCTD

[lepcuctupyromas 1Y, mecmotpst Ha nedenue I13 1mr/kr/cyr
WK 2MI MI/KT Yepe3 JeHb, IPOBOAMMOE > 4 MecsIIeB

CTepOI/I,Z[-‘-IYBCTBI/ITeJILHOCTb

2 penuanBa BO BpeMsl Kypca CTEPOUIHON TEPANNU WM B IEPUOL
2 HeJienb 10CJIE 3aBEPIUICHUs] Kypca CTEpOUIHON TEpaNuu
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Pucynok 1. Aaropurm Jiedenusi nauonarnyeckoro @CI'C y B3pocJibIx.

Kowcepsatupnan Tepanus,
Wrrmburop AMN® = BPA £ anyperuk + crarnmbl
i |
Yxyawenue GyHKUMM NOYEK UNKU NEPCHCTUPOBAHUE HEPOTUYECKOTO CUHAPOMA, Crepoua-TokCHYHOCTL
HECMOTPA Ha MAKCUManNbHYI0 KOHCEPBATHBHYIO TEpanuio ‘:t:“ WHW
KopTukoctepouasl B nonHoi gose.
Mpeanvaonon 1 mr/kr/cyT B Tevexre 8=16 Hepens Liwknocnopux
C NOCTENEHHBIM CHUXEHUEM 103bi B TeyeHne 3 Mecsues Haqan( bHast AO;E 2/“;"“‘/')3)!7
MaKc. fo3a 5 mrikr/cyr),
1 paanenenHas Ha 2 npuema
I Crepona=peancTeHTHOCTL MNK TOKCUYHOCTE I
A 4
| Croitkas pemuccus | | Crepoug-saBucumocTs I MNPOROIMT HIIKHE A03bI CTEPOMAOS.
[lo6asute UUKNOCNOPHH 3
- : OtcyTcTare pemuccui nocne 6 Mec.
OTMEHHTL CTepouasi, Hasnaumts - NEYEHUS B HETOKCHHHONA A036.
ExXemecsiHbiit ot st | r—— | ______________ »| AnbTEpHATMBHbIE BUAbI NeveHA
KOHTPONb T
npoTenHypuK '
ANS BLISIBNEHUS! ¥
g YMEHbLIMTL 403y CTEPOMA08 A0 BoamoxHo HasHaveHune MOK
obocTperus, MWHUMANLHOW, NO3BONAIOLEIA
Tpebyowero | noaaepxuBaTs PEMUCCHIO, WK OTMEHNTD
HasHaueHus P creponabl, cnv He BO3HKKAET peLmame.
KOpOTKOro Kypca MNpofomkuTs NpUeM LuKnocnopuHa 8
CTeponnos TeueHne 1=2 NeT B MUHUMANBHO
3DPEKTHBHOA J03e NOA KOKTPOnem
npoTenHypuu.,
YacTuuHas pemMuccust Take sIBNsieTcs
KNMHAYECKH 3HA4YUMON
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Pucynok 2. Aaropurm Jedenusi uauonarnueckoro @CI'C y nerei.

Crepoug-peauctenTHbli HepoTUMECKU CHHAPOM

Mporeunypus Ge3 nososperus Ha BMIA

(oTCyTCTBMe OTBETA Ha NPEAHMIONOH (1o Havana neyexus NPeaHM3oNoHoM)
8 03e 60 mr/m’/cyT 8 Teverue 4 Hegens)
v buoncus
Buoncus ) )
! ! ®Crc Her &CTC
Her ©CIC oCre 7
MonbiTka nevetms npeamsonoHom —{  Orser
[ ]
Her orsera
\ y

PaccmoTpuTe BO3MOXHOCTL FeHETUYeCKOro iecneaoBakma: cuiapom ®CIC?
Wekniounre apyrue sabonesarius, npusoasiume k pasautio CIC

b

!

[onoxuTenbHble peaynbTathl MCCNENoBaHKA MyTaLMK NOJOUMHA,
WT1, CD2AP, TRPCE 1 7, A,

He BbINONHEHO, HELOCTYNHO,

pesynbTar oTpHUATENbHbIA
y y
TuwarensHoe HabnkaeHKe, aHTUNPOTEUHYPHYECKan Her oTser Monbitka neverus
Tepanus uirwbutopamu AMd, Gnokatopamu LMKNOCNOPMHOM M NPEAHUI0NOHOM
PELIENTOPOB AHIMOTEH3MHE B Te4eHUe MUHUMYM 6 MecsLien

Yy MNpogomxars

Orser LIMKNIOCNOPMH

AnuTensHo
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ITPOT'HO3

ITporuo3 nmpu uanonatuyeckoM OCI'C, nporekaromem 6e3 HC u HapymeHust GpyHKIUU
NoyeK, OnmaronpusTHbIM - puck pas3Butus TIIH Hu3kuii, mouyedHass BBDKMBAEMOCTbh B
tedeHune 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 no3Bossator npenapatsl, 01okupytouie PACC.

IIporuo3s yxyamaror

- Hamnuue HC

(10-netHss BepKHBaeMocTh 00nbHBIX DCI'C ¢ HC cocraBmset- 50%, 6e3 HC - 90%)

- CHIDKEHHE MMOYeYHOM (PyHKIIMM HAa MOMEHT OCTAaHOBKHM JHarHo3a

- apTepHajbHas TUIIEPTOHHS

- OTCYTCTBHUE OTBETA Ha TEPAIIHIO

(5-neTHsst BBDKMBAEMOCTh Y PE3UCTEHTHBIX K Tepanuu 00sbHBIX — 65%, 10-netHsist- 30%)

Cpenu Mopdoornyeckux NpU3HaAKOB MPOrHOCTHYECKH HEOIArONpUATHBIMU SBIISIOTCS:

- TSDKEJIbIe U3MEHEHUS! HHTEPCTULIMS, aTpodus KaHaJbIEB, COCYAUCTHIC M3MEHEHUS

- kojutanicupyromuii Bapuant @CI'C

(3-nmeTHsIs1 moyeuHas BBDKMBAEMOCTH NPH KoJularncupytouiei Hegpomaruu - 33%, toraga
KaK IpH OJIaronpusiTHOM BapuaHTe «tip-lesion» - 5-1eTHss BBDKUBAEMOCTb -76%)

3naunrtensHo Bozpactaer noisi OCI'C B crpykrype TIIH (mo 50%), uro ykasbiBaeT B
IIEJIOM Ha MPOTPECCUPYIOIUI XapakTep 3a00JIeBaHMUs.
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