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Coxkpamenusi:

ATl — apTepuanbHasi TUIIEPTOHUS BMU — Gone3nb MUHUMAIBHBIX H3MECHEHUH

BPA — GiiokaTopsl peLenTopoB aHIMOTEH3UHA I'H — momepynonedput

I'BM — miiomepysipHas 6a3anbHast MeMOpaHa nATI®D — UHrHOUTOPEI AHTHOTEH3NH-NIPEBPAILAFOIIETO (epMEHTa
KC — xoprukocrepouabt KHU — uHruburops! KajablMHEHPUHA

HC — vedpoTrrueckuii cCHHAPOM [13 — npexHU30710H

[T1H — noyeynass HeAOCTAaTOYHOCTh I1Y — nporeunypus

PAAC — peHHH-aHTHOTEH3UH-AJIBI0CTEPOHOBAS CUCTEMA pCK® — pacueTHasi CKOPOCTh KITyOOUKOBOW (PHITBTPALIUI

TITH — TepmuHaibHas IOYEYHAsI HEIOCTATOYHOCTh OCI'C — pokabHO-CErMEHTAPHBIH TIIOMEPYIOCKIEPO3

XBII — xporundeckast 601e3Hb MOYEK e — uuknocnopun

1. METOA0J10TUA
1.1. MeToauka olleHKH CHJIbI PeKOMEHIAIUil M YPOBHS HX NPeIcKa3aTeIbHOCTH, HCIO0Ib30BAHHAS NIPH
COCTABJICHMH JaHHBIX KIMHUYECKHX PeKOMeHAaluii

* Jlns pekoMeHanmi cuiia yka3zaHa Kak ypoBeHb 1, 2 win «HeT cteneHu» (Tadi. 1), kauecTBo 10Ka3aTeIbHOMN
0a3bl 0003HaYeHO Kak A, B, C (Tabm. 2).

Tabnuual
OueHka cuiibl peKOMeHaauum
(cocTaBneHa B COOTBETCTBUU C KNMHUYECKMU pekoMmeHaaumammn KDIGO)
YpoBeHb OueHka pekoMmeHzaLmin
CO CTOPOHbI NaUMEHTOB Co CTOpPOHbI Bpaya [JanbHeliwee HanpasneHne
1CMNONb30BaHUS
YpoBeHsb 1 Mopasnsiowee 60nbWNHCTBO Na- | MogaensiowemMy 60/bLLUMHCTBY CBOUX NAaLMEHTOB | PekoMeHaaums MoxeT ObiTb
«9KCnepTbl LIMEHTOB, OKa3aBLUMXCS B NOA00HOM | Bpay OyAeT pekoMeHA0BaTh CNefoBaTh UMEHHO | NPUHATA B KAYECTBE CTaHAap-
pekoMeHay- | cuTyauuun, npeanoynu 6ul cnepo- | aTUM nyTem Ta OelCTBUS MeaUUUHCKOro
10T» BaTb PEKOMEHAYeMbIM MyTeMm, 1 nepcoHana B 60/bLLNHCTBE
VWb HeGOosbLUAs YacTb U3 HUX OT- KIIMHWUYECKMX CUTYaLMiA
Beprnu 66l 3TOT NYTb
YpoBeHb 2 Bonbliasa yacTb NauneHToB, oka- | s pasHbix NaLuMeHToB criegyeT noabupats pas- | PekomeHpaummn, BeposiTHO,
«3kecnepThbl 3aBLUMXCSA B NOAOOHONM cuUTyauuu, | IMYHbIE BapMaHTbl pEKOMeHAAUMI, noaxoasiime | notpedytoT obcyxaeHns ¢
nonaraT» BbICKa3anncb Obl 3a TO, YTOObI Clie- | UMEHHO UM. KaxxaoMy naumeHTy Heo6XxoaAMMa no- | yHacTMeM BCEX 3anHTEPECO-
[0BaTb PEKOMEHAYEMbIM MYTEM, O~ | MOLLLb B BbIGOPE U MPUHATUN PELLEHUS, KOTOPOE | BAHHbBIX CTOPOH [0 NPUHATUS
HaKo 3HauMTesIbHas YacTb OTBEPIIN | ByAeT COOTBETCTBOBATb LLIEHHOCTSIM U MPearo- | X B Ka4eCTBE KIMHNYECKOrO
Obl 3TOT NYTb YTEHUSIM @HHOIO NnauyeHTa cTaHpapTa
«HeTrpaga- | JaHHbIl ypOBEHb NMPUMEHSIETCS B TEX Clly4asix, Korga B OCHOBY PEKOMEHaLMM YKIa[AblBaeTCs 34PaBblii CMbICI
unm» (HI) ncecnepoBatens-akcnepTa uam Toraa, korga obcyxaaemas TemMa He IonyckaeT afiekBaTHOro MPUMEHEHUS CUCTEMbI
[0Ka3aTenbCTB, UCTOJIb3YEMBIX B KIIMHUYECKOWN NpakTuke
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Tabnuua 2
OLI,eHKa Ka4dyecTBa AOKa3aTeanOﬁ 0asbl
(cocTaBneHa B COOTBETCTBUM C KNMHUYECKMMU pekoMeHaaumammn KDIGO)
KayecTBo gokasa- 3HayeHne
TenbHo 6a3bl
A — BbICOKOE OKcnepTbl YBEPEHbI, HTO OXUAaeMbIn 3P dekT 6M30K K pacCUnTbiBAEMOMY
B - cpepHee OKcnepTbl nonaratoT, 4TO OXMaaeMblin 3bdekT 6/IM30K K paccunTbiBaeMoMy 3bdEKTY, HO MOXET 1 CYLLLECTBEHHO
oTmyaTbcst
C — Hu3Koe OxnpaemMblii 3PPEKT MOXET CYLLLEECTBEHHO OT/IMYATLCS OT paccymMTbiBaeMOro addexrta
D — o4eHb H13koe | OxmpaeMblin apdekT o4eHb HeoNpeaeeHHbI 1 MOXeT OblTb BeCbMa Aanek OT PpacCYnTbIBaeMOoro

1.2. MeToapl, Hcnoab3yeMble 1JIs1 GOpMYJIHPOBKH PEKOMEHIAIUIi: KOHCEHCYC IKCIepToB (Taodd. 3).

2. ONPEQENEHUE, NMUWOEMUOJIOINA
Tabnuua 3

Onpepnenexne

dokanbHO-cermeHTapHbiii rnomepynocknepos (PCIC) — dopma rnomepynonartiu, 4Jis KOTOPOI xapakTePHO CKIIEPO3NPOBaHMe
OTAENbHbIX CErMEHTOB (CErMEHTapHbIE N3MEHEHUS) B YacTu kilyboukoB (okanbHble M3MEHEHUS); OCTaslbHbIE KJyOouKM B Havane
60/1€3HM NHTaKTHbI

OTOT MOPDONIOrMYECKNI TUN NBMEHEHWNI TPYAHO OTANYMM OT 60/1€3HM MUHUMAaSIbHBIX M3MeHeHui (BMW). MonaraioT, 4To 3To pasHom
TSXKECTU BapUaHTbl U padHble CTaaumn OOHOrO 1 TOro xe 3abonesaHusi, 00beaUHSEMbIE TEPMUHOM «UAMONATUYECKUIA HEDPOTU-
YeCKUii CUHOPOM>»

anuaemuonorusa

Habntonaetcs y 15% B3pocCibix 60SIbHLIX C XPOHMYECKMM rnomepynoHedpuTom (XIH)

®CIC - camasn yactas npuymHa HedpoTuydeckoro cuHgpoma (HC) y B3pocnbix (20-25%) 1 ctepouapeaucteHTHoro HC y aetei
(6onee 50%)

B ctpykType nanonatmnyeckoro HC ®CIrC 3aHumaeT o 35%y B3pocnbix, 0o 20% -y neten

Kak nporpeccupytoLias dopma nopaxerus nodek PCIrC sensetcs Hanbonee 4acToi NPUYMHON TEPMUHANIBHON NOYEYHOM Hepo-
ctatoyHocTu (TIMH), TpebytoLeit 3aMeCTUTENbHOM NOYeYHON Tepannn

Cpenu B3pocnbix 605bHbIX ¢ PCIC npeobnapatoT MyxUnHbl (60%)

®CIC peumamemnpyeT B TpaHCMIaHTUpoBaHHo noyke y 30-50% 60nbHbIX

3. 3TNoJs1ornd, KNACCUPUKALNA
Paznuuaror nepBuuHyIo (MIuonarndeckyo) u sropuunyto popmel @CI'C (tabdm. 4).

Tabnuua 4

Knaccudwnkaunsa
¢ MepBuuHbIN (M anonaTuyeckuin) PCrc — npnyYNHbLI HEM3BECTHbI

° BropuuHbiii ®CIrc
1. TfeHeTYecKkM OOYCNOBNEHHbIV
- Mytaummn ACTN4, NPHS 1, NPHS2, CD2AP, TRPC6, WT-1 u ap.
- CBAI3aHHbI C APYrMMU HACNeACTBEHHbIMUY 3a00neBaHusaMMU (C-M AnbnopTa, JayHa, MUTOXOHAPUaNbHblE LMTONaTumn, 601e3Hb
LWapko—-Mapu-Tyd)
2. AccoummpoBaHHbI C BUpycamm
(HIV, napsoBupyc B19, untomeranosupychl, Bupyc dnwtenH—bapp, Bupyc Kokcakn n ap.)
3. lHayunpoBaHHbIE lekapcTBamMu
(repoviH, HTepdepoH-a, agpuamMmnunH, OKCOPYOMLNH, NNTUIA, aHabonnyeckne cteponapl, naMmuapoHaT v ap.)
4. AnanTuBHbIE CTPYKTYPHO-(YHKLIMOHANbHBIE UBMEHEHUS, BbI3BAHHbIE rMNepTpoduen knyboykoB v runepdunstpaumeit
4.1. NPV YMEHbLUEHUM MACChbl MOYEYHOM TKaHN
(onuromeraHedpoHUs, OAHOCTOPOHHAS areHe3us, ANCnaasns No4e4YHOM TKaHN, KOPTUKaNIbHbI HEKPO3, pedniokc-HedponaTtus,
HedPIKTOMMS, XPOHMYECKas TPAHCMIaHTAUMOHHAa HedponaTusl, HU3Kas Macca Tena Npy POXAEHUW, NO3JHASA CTaamsa ntoboro
3a60/1eBaHMS MNOYEK CO CHUXEHMEM MaCChl AEACTBYIOLLMX HEPPOHOB 1 Ap.)
4.2. npy 3Ha4anbHO HOPMaJsIbHOM Yncyie HePOHOB
(apTepuanbHasa rmnepTeH3usl, caxapHblil ANabeT, OXMPEHNE, BPOXAEHHbIE «CUHME» MOPOKN CepaLa, CeprnoBUAHO-KIETOUHas
aHemus)
5. 3nokayecTBeHHble HOBOOOPaA30BaHUSA (TMmdoma n ap.)
6. Hecneundunyeckne GCIC-nofo6HbIE N3MEHEHMS, BbI3BAHHBIE CMOPLLIMBAHNEM MOYEK NPU ITTOMEPYNSPHbIX 3a601eBaHUAX
(ouyarosbii nponudepaTtusHbin H, nypnypa LLeHneliHa—-leHoxa, membpaHo3Has HedponaTtus, BONYaHOUHbIN HedpUT, TPOMOOTU-
Yyeckne MYKpoaHrnonaTum)

4. MEXAHU3M PA3BUTUA
[Tpu @CI'C BbIsBIAETCS MOPAKEHUE TOAOLUTOB PA3IMYHOM ATHOJIIOTHH, B CBSI3U C YeM 3TO 3a00JIeBaHue

OTHOCST K IpyMIe «IOAOLUTONATHID.
Tabnuua 5
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MexaHn3m pasBuTnug

OCHOBHY!I0 posb B pa3eutuu PCIrC oTBOAAT NOBPEXAEHUIO NOAOLUTOB BCIeACTBME MOJIEKYJIIPHOIO reHeTU4ecKoro ae-
dekTa, BO3AeACTBUSA LUPKYNMpYoWwmX ¢pakTopoB NPOHUL,AEMOCTU MU BHELLHUX NOBPEXAAI0LWNX areHTOB

+ CTPYKTYpHble HapyLUeHUst MOAOUMTOB, Ae30praHmn3aLmns Nx akTMHOBOrO UMTOCKENeTa, CrnaxnBaHne HOXeK, ClnsHue dunstpa-
LIMOHHBbIX LLLENEN NPUBOAST K PasBUTUMO NpoTenHypun (MY). Mpu onmMTenbsHOM 1/mnn BblpaXeHHOM BO3OENCTBUM MOBPEXAAIOLLETrO
dakTopa aKTUBMPYIOTCS MeXaHM3Mbl anonTo3a, NoA0UMTbI MOrnbaloT, TePSOT CBSA3b C rIOMepYJisipHo 6a3anibHo MembpaHoii (FTEM),
CNyLLMBAIOTCS B MOYEBOE NMPOCTPAHCTBO, Orofsis B 3TUX MecTax y4acTku FBM. Vimes BbicOKne aaresnsHble CBOCTBA, OroneHHas 'lbM
dopmMmpyeT cuHexmnn ¢ kancynoi boymeHa. B mecTax «cpawmBaHusa» ¢ 'lBM n mesaHrnyme obpasytotcsa ovarn hpurbposa. B 3oHax
dokanbHO-CErMeHTapHOro ckiieposa GunbTpauus MeHsIET CBOE HarnpaB/ieHe B CTOPOHY MHTEPCTULMS, OKPY>XaIOLLEro KiyGo4ek.
B ntore o6pasytoTca rnobasnbHbIi IOMEepYI0oCKIepo3 1 MHTepCcTUUmManbHbli dnbpod. Kpome Toro, noaouunTbl B Xo4e NoBpexaeHns
noaBepraioTcs TpaHcanddepeHumaumm, npuobpeTaloT cBoncTBa GrMbPOOIACTOB N yHACTBYIOT B CUHTE3E 3KCTPALLEIONSPHOrO
matpukca, yckopsis dopmMmpoBaHmne odaros ¢prnbposa

- B kayecTBe pakTOpPOB NPOHNLAEMOCTM paccMaTPUBAIOT KAPANOTPONMMHONOAOOHbIV LUMTOKUH-1 (M3 cemelicTBa MHTepneknHa-6),
pacTBOPUMBbIN PELLENTOP K YPOKUHa3e, remonekcuH n ap. Mpu @CIrc n BMU akTMBHOCTb UMPKYIMPYIOLLIMX GakTOPOB NMPOHULIAEMOCTH
3aBUCUT OT BanaHca Mexay npoaykumen atux GakTopoB (B peaynbrate T-KNeToYHOM AMCPerynsaunmn) n notepein ¢ MoYom NxX MHrm-
6UTOPOB (NPEAnoNOXUTENIbHO IMNONPOTENA0B BbICOKOWN MAOTHOCTI). MuLeHbio pakToOpoB MPOHULLAEMOCTU MOTYT SBAATLCS Oenkun
wenesnagHom anadparmsl NOJOUMTOB (NOAOUMH, HedpuH, CD2AP 1 ap.), y4acTeytoLme B NogAEPXaHUN CTPYKTYPbI M CENEKTUBHOCTHU
rnomMepynspHoro Gunstpa

+ Mpu Bupyc-uHayumposaHHoM PCIC nonyckaloT NpsiMoe NoBpexaaloLLLee AeNCTBUE BUPYCa Ha MOAOLMTLI UV Yepe3 0CBOOOXAEHNE
BOCMAaNNTENbHbIX UMTOKMHOB, B3AaMOAENCTBYIOLLMX C NOAOUMTAPHBIMU pPeLenTopamm

+ B noBpexaeHur nogoumnToB npu BTopudHoMm PCIC, cBA3aHHOM C YMEHbLLEHWEM MaCChl NMoYeK, pedniokc-HedponaTmen, oxmpe-
HWEM, BaXHYIO POJib UrPaOT reMOAMHAMUYECKNE MEXAHN3MbI — aanTUBHAsS BHYTPUKITYOOUYKOBas rMnepTeH3ns 1 runepdunstpanms
C yBenmMyeHneM o6bema kJiybo4ykoB, BeayLLMe K MOBbILLIEHNIO MEXaHUYECKON HArpy3kn Ha NoA0UMTLI. [MNepnpoayKums aHrMoTeH3nHa
Il n ycunerne cnHtesa TGF-f BbI3bIBAIOT akTMBaLMIO anonTo3a, peopraHm3aumio uMtockeneta u geanddepeHumaumio nogoumToB

5. KIMHUYECKAY KAPTUHA
Tabnuua 6

KnnHunyeckasn kapTnHa

- HC pasBuBaeTtcs 6onee 4em y 70% 60onbHbIX, nepcuctupytoyto MY 6e3 HC nmetot <30% naumeHToB

Y 60nblumHCTBa 60nbHbIX HC 1 MY coveTaloTcs ¢ Mukporematypuein, MmakporemaTypus peaka

- bonee yem y 50% 60nbHbIX HabNOgAETCA apTepuanbHas runepTeHauns (Al)

- ¥ 25-50% 601bHbIX yXe B AebioTe 3abonesaHns otmedaeTtcs MNH

+ Mpu reHeTnyecknx BapmaHtTax @CIC B Havane nposiBneHnin 6onesHmn MY 4acTo HOCUT CyOHEDPOTUYHECKUIA XapakTep.

- PasBuTne BTOPUYHOI CTEPONOPE3UCTEHTHOCTM Y AeTei B OONbLUMHCTBE Clly4aeB MOXeT ObiTb CBA3aHO C TpaHchopMaumein Mn-
HUMasbHbIX N3mMeHeHnin B PCIC

« Mpwu page BTopuryHbIX dopM PCIC oTMevatoT KNMHNYECKME 1 TabopaTopHbIe MPU3HakM 3a00s1eBaHMIS, BbI3BABLLIETO MOPAXEHME MOYeEK

6. NPUHLUUNDbBI AUATHOCTUKHN
6.1. Inarno3 @CI'C ocHoBbIBaeTCsl HA JAHHBIX MOP(OJI0TrHYecKoro uccaerosanus (Hil).

buorncuro mouku MMpOBOIST C ):[I/I(l)(i)epeHLII/IaIIBHO—I[I/IaI‘HOCTI/I‘-ICCKOfI OCJIBI0 U OJI OLICHKHU MOp(i)OJ'IOFI/II{C-
CKHX KpHUTCPHUCB IIPOrHO3Aa.

v I[eTCfI a0 12 net 6uoncus MMPOBOAUTCH, KaK IMMPABUJIO, TOJIBKO IPU NOATBCPIKACHUN CTCPOUAPC3UCTCHT-
HOCTH.

Tabnuua 7

Mopdonoruyeckue kputepum GCIrc

O6Lme Npu3HaKku:

Ha cBeToOnTU4ECKOM YPOBHE — B Hauasie 3a00/1eBaHNSA UBMEHEHWS KBANIMDULIMPYIOTCS KaK MUHUMAaSTbHbIE, B MOCNIEAYIOLLEM BbISIB-
NSIOTCS 30HbI CKIEP03a 1 rMasiHO3a B HEKOTOPbIX CerMeHTax OTAe N bHbIX KITyO04KOB (He >60% knyGo4KoB B Npenapare), yMepeHHas
KneToyHas nponudepaums, aare3us neTenb KyboykoB K Karncyre ¢ 06pa3oBaHneM cuHexmii. DokasbHble U3BMEHEHUST HAYNHAIOTCS
nMB0 NPEBaNNPYIOT HA KOPTUKO-MeAYJIISPHOM YPOBHE, 3aTEM BOBJIEKAIOTCS KJTyOOUKM MOBEPXHOCTHBIX OTAE/0B KOPKOBOIO BELLLECTBA.
BbisiBNsieTCcs pa3Hoi CTeneHn MHTepCTULMabHblii drnbpos

Mpu nMmyHO G} NIOOPECLLEHTHOM UCCIIeA0BaHUN — B CKIIEPO3MPOBaHHbIX CErMeHTax ceeveHure IgM n C3, npm BTopuyHbIX hopmax
®OCI'C BO3MOXHO BbISIBIEHNE Y APYIVX UIMMYHOM00YIMHOB; B HEM3MEHEHHBIX KJlyO0oUKax — CBEYEHME OTCYTCTBYET

Mpw aneKTPoOHHO MUKPOCKONUN — rMNepTpodms 1 Bakyonmsaums NogoLMTOB, CINSHME HOXKOBBLIX OTPOCTKOB, MEHNCTOro B1uaa
Marepuvan B NPOCBETe KanuiasapoB, NEHNCTbIE KNETKM B Me3aHru1, BUne3Has TpaHcdopmMaLma nogoumToB, OTC0MKa NoAOLUTOB,
orosieHne y4actkoB BMK, cuHexun ¢ kancynoi, xuposas 1 6enkoBas ANCTpPobUs aNUTENVS KaHabLIEB

Mopdonoruyeckue Bapuartel PCIrC:

B 3aBMCKMMOCTM OT lokanusaummn 30H NOBPEXAEHNS B KyO0o4Kax BblAENAIOT MMCTONOrMYeckne BapmaHTbl 601e3HW, pasnnyaloLmecs
no KJIMHUYECKMM NPOSIBIEHNSM, YaCTOTE U CKOPOCTM NporpeccupoBanns B XIMH:

1. BepxyLwieuHbiii BapuaHT (tip-lesion)

CocrasnsieT 17% ot Bcex dpopm PCIC
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Yaue BcTpeyaeTcsa y npeacrasutenein 6enoi pacel, pexe y appoamepukaHues (15%)

XapakTepusyeTcs NponancoM CKepo3MpoBaHHOM AONbKM B HA4YasbHbIV OTAEN MPOKCUMAanbHOro kaHanbLa. lNospexaeHne Tyoyno-
VIHTEPCTULMANBHOM 30HbI M COCY0B, MO CPaBHEHUIO ¢ ApyruMmu BapuaHTammn PCIC, meHee BbipaxeHo

KnuHunyeckune nposisneHus: y 80% — BolipaxeHHas Y ¢ tsaxensim HC, pexe, 4em npu apyrmx sapmuaHtax @CIC, passuBaetcs Al
[MH, ny4wunin OTBET Ha CTEPOUAHYIO Tepanuio, NosiHble pemuccun HC passuBatotca y 50% 605bHbIX

MporHo3 BrosHe 61aronpuATHbIA — 5-NeTHAS NoYeYHas BbIXXMBAEMOCTb — 76%

2. MepuxnnapHbIiii BapuaHT

CocrtaBnsieT 26% ot Bcex popm PCIC

Yale BcTpeyaeTcsa y npeacraButenein 6enoi pacol

XapakTtepnayeTcsi pacrnofioxXeHneM ckieposa v rmannHosa B 061acT BOPOT kiyboyka, HYacTo BhIBASETCS rnoMepyioMeranms
PaccmatpuBaeTtcs kak BTopuyHas ¢dopma OCIC n passmBaeTcs npu 3ab0sieBaHUAX, CONPOBOXAAIOLLMXCA YMEHbLLUEHNEM MacCChl
[eNCTBYIOLMX HePPOHOB, BHYTPUKITYOOUYKOBOW rMnepTeH3nen, npu 0XnpeHnm

KnuHunueckune nposieneHus: HC BcTpeyaeTtcs pexe — B 55% cnyvaes, y 80% 6onbHbIx BeisBnsieTcs Al Peako focTuraloTcs nosiHble
(10%) n yacTnyHble (10%) pemuccumn, TeEM He MeHee, NMPOrHO3 BNoJsIHE 61aronpPUATHLIN: NOYeYHast BbIXMBAEMOCTb COCTaBNAeT K 3
ropam 75%

3. Konnancupyiowmii BapuaHT (konnancupyioLias rnomepysonarus)

CoctaBnsieT 11% ot BCcex popm PCIC

BcTpevaeTcs npenmyliectseHHO (91%) y npeacTaBuTeneli HepHo pachl

XapakTtepusyeTtcs nponudepaumeit NnogoumMToB ¢ 06pa3oBaHNEM KIIETOYHbIX MOJYJYHUIA, KOMIANCoOM KanuaiaspHbIX NeTenb BCEro
Knybouka, c 06paszoBaHneM CBOOOAHOr 0 NOAKAMNCYIbHOIO NPOCTPAHCTBA, ObICTPLIM PA3BUTMEM CKJIEPO3a. XapaKTepHbl BbIPaXEHHbIE
TyOYyNONHTEPCTULMANIBHBIE USMEHEHUSI

Pa3suBaetcs Bcneacteve aeanodepeHumpoBkm NOAOLNTOB C NOTEPE MU MapKepOoB 3pesibiX MOAOLMTOB, 9KCNPECCUN MapKkepoB
nponndepaumn n anMTonos Makpodaros

Mopo6Hble n3MeHeHus HabnogaoTes Npu BUY-accounmpoBaHHoi HedponaTum, rmomMepynonaTum, BeI3BaHHOW NaMuUapoHaTOM,
HedponaTUM y repoONHOBbLIX HAPKOMaHOB

KnuHunuyeckume nposisneHust: Boicokas MY, Tsxkensii HC, MH yxe B Havane 6o51e3Hu 1 6bICTPO (B cpesHeM vyeped 15 mec) nporpeccupyet
0o TXMH. OTBeT Ha kopTukocTepouabl HabnoaaeTca 'y 25% 60bHbIX

[MporHo3 HebGnaronpUATHLIN: MO CPaBHEHUIO ¢ Apyrumu BapuaHTamm GCIC noyeyHas BbXXMBaEMOCTb Havxyawas — 33% k 3 ronam
4. KneTto4HblIi BapnaHT

gfBnseTca cambiM peakmum (3%) n HanmeHee n3yyeHHbIM BapnaHtoMm OCIrC

MimeeT MHOro o6LLero ¢ konnancupytoLLe HepponaTtuen

XapakTepusyeTcs paclumpeHmemM Mesanrus, nponndepaumen nogounToB, a Takke nponudepaunen 3HA0TENNS CO CTa3oM Nen-
KOLIMTOB B NMPOCBETE Kanusspa, KoiancoM KanuaisapHbix netenb. MoxXeT ObiTb NOBpeXAeH o000l CErMEHT (MEPUXUISIPHBIA nn
nepudepunyeckuii). HabniogaeTcs HakonaeHne NeKOLUTOB U MEHNUCTbIX KNETOK

PenKocTb KNeTo4YHOro BapraHTa, BO3MOXHO, CBSA3aHa C OTCYTCTBMEM BapmaHTa Kak TakoBOro, MOTOMY YTO BblLLeyKa3aHHblE n3Me-
HEeHWs1 MOryT BCTpeyaTbes npu apyrux BapnaHtax @CIC, Hanpumep npu BepxyLLe4YHOM BapnaHTe

Mo oTBeTy Ha nevyeHne, ckopocTu passuTng TXIMNH 3aHMMaeT NPOMEXYTO4HOE NoNoXeHne mexay tip-lesion n konnancupyowien
HedponaTmen

5. Hecneundunyeckunin BapuaHT (MHOr4a Ha3blBAEMBbIN KTACCUYECKININ)

Mopdonornyeckme nameHeHus kiydouka TPYAHO OTHECTM K KAaKOMY-1Mb0 ApYromMy BapuaHTy, MO3TOMY OH BCTpeYaeTcs YaLle Bcero (42%)
TyOGynouHTepCTULMANbHbIE MOBPEXAEHWS, Kak MPaBuUo, He BblpaXkeHbl

KnuHunyeckune nposiBNeHns 3aHMMatoT MPOMEXYTOUHYIO MO3ULMIo Mexay apyrumm sapuaHTammn ACIC: HC pa3suBaeTtcsy 67% 60nb-
HbIX, Al —y 80% , nosiHble pemuccun gocTuraoTtca 'y 13% 60/bHbIX

MporHo3 BnosHe 6naronpusTHbIN: 3-NeTHAs NoYevHas BbIXXMBaeMOCTb — 65%

+ CerMeHTapHble CKIEPOTUYECKNE UBMEHEHNS B KITyOOUKaXxX TakxKe MOryT BbIIBAATLCS Npu nponndepaTnBHbix dopmax MH n gpyrmx
rnomepynonaTmsx

6.2. Knuunyeckas auardoctuka uauonarudeckoro ®CI'C noskna 6a3upoBaThesl HA HCKJIIOYEHHU BTO-
PUYHBIX IPUYHH 3a0o0aeBanus (HI).

OCI'C mpencrasiseT coOo0i IENTyI0 TPYIITY MaTOIOTHYSCKUX COCTOSTHUN, 00BETMHEHHBIX HE KOHKPETHBIM
ITHOJOTHYECKUM (DAaKTOPOM, a XapaKTepOM THCTOJIOTHYECKHX M3MeHeHnH. CerMeHTapHble CKIEPOTHYECKHE
M3MEHEHHs B KITyO0OYKaxX MOTYT OBITh BBI3BaHBI PA3IMYHBIMU (DaKTOpaMH M BCTPEUATHCS MIPU PA3THIHBIX CO-
CTOSIHHSIX, B TOM YHICJIC TIPH YK€ HMEIOIICHCSI TaTOIOTHH IModek (ToiyayHHoM ['H, IgA-aedponatuu, cuuapo-
Me AmipriopTa, 6one3an Padbpu u 1Ip.), 9TO OTPaKaET KOHECIHYIO TOUKY B THCTOIATOIOTHYECKOH dBOJIOIIAN CO-
BEPIIIEHHO Pa3INYHBIX OMOJIOTHYECKHX mporeccoB. [loaToMy odeHb BaHO UCKIIOYNTH BTopruaHOCTh PCI'C.

6.3. He ucno/ib30BaTh reHeTHYECKOE 00c/Ie0BaHNE B PYTHHHOI npakTuke (HI).

Her yGenuTenbHoii moka3zareabHON 0a3bl IS 11e7ecO00pa3HOCTH MPOBECHHS T HETUYECKOTO TECTHPOBA-
Hus y B3pocibix ¢ @CI'C, gake B CiIydasx CTEpOUAPE3UCTCHTHOCTH. [IpH OTCYTCTBUN CEMEHHOTO aHaMHe3a
OCI'C myrannu B renax nHedppuna (NPHSI), momommuaa (NPHS2), ACTN4, CD2AP n TRPC-6 o0Hapy>KeHbI
TonbKo y 0-3% B3pocnbix 6onpHBIX ¢ @CI'C. OueBuaHO, YTO y €Tl OHA 3HAYMUTENHHO BbIme. Bapnabens-
HOCTH 3TUX MyTallu{ B OTHOIIEHUH WX KIMHUYECKOTO (DEHOTHITA ¥ IPOTHBOIIOKA3aHNH K UMMYHOCYIIPECCHB-
HOM Tepanuu 0CTaeTcs MOKa HEBBISICHEHHOM.

VY netei MONEKyIIpHO-TEeHETHYECKOE HCCIeIOBaHNE MToKa3aHo pu panHeM nebrore HC n Hammanu cubcoB
C aHAJIOTUYHBIMH MTPOSBICHUAMHU.
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7. BNODEPEHUUANIbHAA AUATHOCTUKA

Huddepennmansayio nuaraoctuky uauomnarndeckoro @CI'C npoBomsar ¢ npyrumu ¢opmamu I'H u BTO-
praasiM ©CI'C, s yero HeoOXomnMa KOMIUIEKCHAS OIICHKA KITMHUKO-Ta00paTOPHBIX JaHHBIX, MOP()OIIOTH-
YeCKOe MCCIICOBAHNE TKaH! TTOUKH. (HI)

8. JIEMEHME
8.1. PenkocTh CIOHTAHHBIX peMuccHii npu uauonarndyeckoM @CI'C 060cHOBBIBaeT HEOOXOAMMOCTH
JOCTHKEeHHsI MeTuKaMeHTo3Ho# pemuccuu. (HC)
*  Cnonrannsie pemuccun 1Y npu nanonarndeckom @CI'C Bo3HHUKAIOT UM Y 5—6 % OONBHBIX.
*  CrnoHTaHHBIE PEMUCCHH BO3MOYKHBI y TIAITMEHTOB:
- ¢ «tip-lesion» ®CI'C;
- ¢ coXpaHHOH (hyHKIMEH TTOYeK Ha MOMEHT YCTaHOBJICHHS JHAarHO3a;
- ¢ HeBbIcOKOH ITV.
* VY oompabIX ¢ ®CI'C ¢ HC manc pa3BUTHSI CIOHTAHHBIX PEMHUCCHH TOCTOBEPHO HUXKE, YeM Y OOTBHBIX
6e3 HC.
* B OompImmHCTBE CiTydaeB CIOHTAHHBIE PEMUCCHH KpaifHe HeCTaOMITbHBI.

8.2. Jleuenne 60abHbIX ¢ manonaruyeckum ®CI'C 6e3 HC (tabm. 8, puc. 1).

Tabnuua 8

JleyeHune 60nbHbIX 63 HC

BonbHeiM PCI'C 6e3 HC c MY> 0,5 r/cyT, nokasaHo Ha3HavyeHne nHrmouTopos ANd (MAMD) nnm 610KkaTopoB PELLENTOPOB aHIMOTEH-
3unHa Il (BPA) kak ¢ aHTUNPOTEMHYPUYECKOM LeNblo, Tak 1 Afist 3amenneHuns passutisa Grudposa B noykax (HI)

MaumeHTbl fOMKHBI HAXOAUTLCS MOL PerynsapHbIM HabnoaeHnem Hedposora ans KOHTPoss yposHs 1Y, Al kpeaTUHMHA C LEeNblo
CBOEBPEMEHHOI0 BbISIBNIEHNS MOKa3aHUM A8 UMMYHOCYNpeccuBHoM Tepanuu (HIM)

MauneHTam c Al noka3aHO CBOEBPEMEHHOE JIeHeHMEe aHTUrMNePTEH3MBHbIMM NpenapaTtam. C nosnumii Hedpo- 1 KapaAnonpoTeKLMM
npeanoytuTenbHbl MAM® nnn BPA (HIM)

Y naumeHtoB ¢ ®CIC n gucnmnuaemmein NPoBOANTCS KOPPEKLMS HapyLLEHUI NTMNUAHOrO 0OMeHa COrnacHO COOTBETCTBYIOLLMM
pekoMeHaaumsam ans 6onbHbix ¢ XBIM (H)

8.3. Jleuenne 60abHBIX ¢ mepBUIHBIM PCI'C ¢ HC (Tabm. 9, cm. puc. 1, 2).
Tabnuua 9

JleyeHne npenapatamu, 6nokupyowmmmn PAAC

8.3.1. BosnbHbIM ¢ DCIC ¢ HC nokasaHo HasHavYeHue npenaparToB, 6nokupyiowmnx PAAC — uANd, BPA (HI)
n-AlN® nnn BPA HazHavatoT BceM 60s1bHbIM ¢ HC npy 0TCYTCTBMM NPOTUBOMNOKA3aHNN K UX MPUMEHEHMIO

MMMyHOCynpeccrBHas Tepanus

8.3.2. UHuunanbHaga Tepanua nguonatudeckoro MCrcC y Bapocnbix (cm. puc.1):

8.3.2.1. PekomeHpyeTtcs npumeHeHne KC n nmmyHoaenpeccanToB npu GCIC ¢ knuHuyecknumm npusHakamu HC (1C)
MMMyHOCYynpeccurBHYIO Tepanuio cneayeT HauyHaTb, Koraa B pesysibTaTe MakCumasibHOW KOHCEPBATUBHOW Tepanun He yaa-
eTcsi CHn3uTb MY< 3 r/cyT. Llenb Tepanum — [ocTmxeHne NoJIHOM niv YacTudHoin pemuccum MY, coxpaHernmne CK® (tabn. 10)

8.3.2.2. NpepHusonoH (M3) npegnaraetcs HazHavaTb B3POC/bIM 60SIbHBIM eXXeQHEBHO B OAMH Npuem B fo3e 1 Mr/kr (MakcumasnsHO

80 Mr/cyT) nnu B anbTEPHUPYIOLLLEM PEXMME OANH NpuemM Yepes AeHb B fo3e 2 Mr/Kr (MakcumansHo 120 mr/cyT) (2C)

8.3.2.3. B kayecTBe MHMLManbLHON Tepanumn npeanaraeTcs Ha3HadvaTtb Bbicokue A03bl KC kak MUHMMYM B TeYeHNne 4 Hef,; NpoaosixaTb

KC B BbICOKMX [,03aX NPV YA0BNETBOPUTESIbHON X NEPEHOCMMOCTM MakCManbHO A0 16 Hel, nnmn 4,0 AOCTUXEHWS NOMHOM pemMuccuu,

€ecnn oHa pa3oBbeTcs paHee 16 Hep (2D)

MNpoTtokon neyenus M3

+ N3 npuHMmaTh exegHeBHO 1 Mr/kr/cyT (MakcumasnbHo 80 Mr/cyT) Unu B aNbTEPHUPYIOLLEM pexuMe 2 Mr/Kr/cyT (MakcumasnbHo 120
Mr/CyT) MUHUMYM 4 Hep, (1 mec), makcumyM 16 Hep, (4 Mec). Bo3MOXeH BapuaHT fiedeHunst, korga B Havyane npoBoanTcs «nynbc»-rN3
(Tpwn BBEaeHus no 15 mr/kr , Ho He 6onee 1000 Mr Ha BBeZeHMe), a fanee onvucaHHas Boille cxema siedyeHuns M3 1 mr/kr/cyT unm 2
MI/Kr/CyT B @anbTEPHUPYIOLLEM peEXnme

+ Mocne atoro fo3y N3 nocteneHHo (No 2,5 Mr/Hen) ymeHbLuatoT fo 0,6 Mr/kr/cyT (NpuMepHO 6 Mec) N COXpaHstoT B TedeHne 1 mec.
Mpw poctuxeHnn po3sbl M3 20-30 Mr/cyT Bo nsbexaHve nogaBneHns GyHKLMN HaANoYeYHNKOB PEKOMEHAYETCS albTEPHUPYIOLLIMIA
pexum npuema lN3. NepeBoa, Ha anbTEPHUPYIOLLNIA PEXUM BO3MOXEH U paHee, 0COBEHHO Y NMOXWIIbIX NaLNEHTOB

+ B nocnegnytoliem cHmxkaTb 803y M3 kaxable 2 Hed no 2,5 mr go nogaepxmsatoLeit — 10—15 mr/cyT. B cnyyasx nofiHoM 1 HENOHOM
pemMuccumn noaaepXxmnBatoLLas Tepanus NPoaoKaeTcs 0Kono 24 Mec, Npu HeEOBXOAMMOCTM OHa MOXET ObITb NpoasieHa Ao 5 net

+ Mpwn abcontoTHO HeaDEKTUBHOCTM TAKOM CXEMbI B TEYEHME NEPBOIO roja fiedeHns cneayet o6cyamTb Apyrue BapuaHTbl Tepanmm

8.3.2.4. o3y KC npepnnaraeTcs CHUXaTb NOCTENEHHO B Te4eHne 6 Mec nocrne A0CTUXeHUs NosHon pemuccum (2D)

8.3.2.5. Y naumeHTOoB C OTHOCUTENbHBIMY MPOTMBOMNOKa3aHMSM UM HENEPEHOCUMOCTbIO Bbicokunx 03 KC npeanaraeTcs B ka4ecTse

npenapaToB NepBon IMHUN UCMONBb30BaTb MHIMOUTOPLI KanbumHelpuHa (KHW) (2D)
Tepanusa umnknocnopuHoMm (Lic) obecneumBaeTt pemmccuto GCIC y 3HaumTenbHon YacTn naumeHToB (B cpeaHem 40-50%
y B3pocibix U Ao 60-70% y peteit). BONbLWIMHCTBO 3TUX NALMEHTOB CTEPOUA-PE3NCTEHTHbI, Y CTEPOUA-YYBCTBUTENbHBIX
60nbHbIX OTBET Ha Tepanuio Lic nyyiie
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Mpotokon nevenus LIC

+ Lic HadHavaeTcsa npu nepcuctupoBaHum MY >3 r/cyT, HecmoTpsa Ha Tepanuio M3 (8o 16 Hen), a Takke B Cnyyasx, Koraa B3pocbie
nauyeHTbl He AOCTUIN XOTS Obl YHaCTUYHOM pemuccumn (cm.Tabn. 9) nocne 8 Hepd exxegHeBHOro npuema N3

Llc Takke Ha3HavaloT 6051bHBIM C cTepouna-3aBrucumMbiM @CIC (cMm. Tabn. 9), a Takke Npu HaNNYMM NPOTUBOMOKA3aHNI U BbIPAXEH-
HbIX NO60YHBIX 3 dekTax KC-Tepanum (HEKOHTPONMPYEMBI AMABGET, NCUXMYecKre 3aboneBaHnst, TAXENbI OCTEONOPO3, A3BEHHAs
60ne3Hb Xenyaka nnv ABeHaaLaTUnepCTHOM KULLKWU, OXUPEHWE U T.A4.)

+ Tepanuio LIC cnenyeTt npoBoauTh C KOppekLmel Ha BO3pacT 1 pyHKLMIO Noyek. Lic cneayet npyMeHsTb C OCTOPOXHOCTBIO Y NaLm-
eHToB ¢ CK®D <60 mn/mMuH/1,73 M21 ¢ TYOYNOMHTEPCTULMANIBHLIMU U3MEHEHUSIMU B TKaHW MOYKK; HE Ucnosb3oBaTthb npu CKP< 30
MJI/MUH/ 1,73 M? 11 NPK BblpaxXeHHbIX TYOYNONHTEPCTULMANBHBIX UBMEHEHUAX B TKaHW Noyku. Mpu pelueHnr Bonpoca o HasHavyeHnn
Llc onsa oueHkn CK® uenecoobpasHo npoeeneHne npobel Pebepra, a He MCnonb30BaHME PaCHETHbIX GOpPMyYn

+ Tepanuio LIC cneagyeT HauMHaTh C HU3KMX 403 (2 Mr/Kr/cyT B ABa npuema ¢ 12 4acoBbIM NePepbIBOM) C MOCTENEHHbIM €€ yBennye-
HMEeM B cpeaHem o 3,5-4 Mmr/kr/cyT nog, TwatenbHbiM papMakoKMHETUYECKMM KOHTPpoNeM. [1o3a Lic He pokHa npeBbiwatb 5 mr/
Kr/cyT. Ina [OCTUXEHWS MakcuManbHOro addexTa TpedyeTcsa omTensHoe edeHne (>6-12 mec), npu tepanum Lic<6 mec Hanbonee
4yacTo pa3suBatloTcs peumansbl HC

+ B nepBbiii Mecsu, iedeHns ypoBeHb Lic B kpoBu koHTponupyloT 1 pas B Heaento, noadbmupas [o3y A0 ONTUManbHOro 3Ha4eHus no
Hyneson Touke C B npeaenax125-175 Hr/mn (C,<500 Hr/mn)

* KoHTponb 3a ypoBHeM npenapara B kposu (C,) BO 2-11 MeCSL, Sie4eHns OCyLLeCTBAAOT 1 pas B 2 Hef, ¢ 3-ro no 6-i mecau, — 1 pas
B MecsU, nanee — 1 pa3 B 2 mec

+ B HM KOHTPONS KOHLEHTpauum Lic B KpOBU MOHUTOPUPYIOT Takxe Cneayiolme nokasarTesn: ypoBeHb kpeaTHuHa, ansbyMmmnHa,
6unupybuHa, MKOo3bl, TPAHCAMMHA3, 3NIEKTPONIUTOB B KpoBU. OUeHMBAIOT AUHAMUKY MY

+ [osy Lic B KpoBM ymeHbLIaloT npy yeennyeHun C >250 Hr/mMn unv npu HapacTaHum kpeaTuHrHa kposu 6onee yem Ha 30% ot mc-
XOHOr0 YPOBHS, MO0 YBENNYEHNN CbIBOPOTOYHOIO YPOBHS TPAHCAMMHA3 1 6unmpybuHa

+ Mocne poCTMXeHMa NOAHOM pemuccnn o3y Lic cHuxaloT nocteneHHo no 0,5 Mr/kr/cyT 4O MUHUMANbHO 3POEKTUBHOM A03bl
(1,5-2 mMr/kr/cyT) n NpoBOAAT Takylo NOAAEPXKMBAIOLLYIO TEPANMIO B TedeHne 1-2 net

+ Ecnu npu npumeHeHuu Lic B TeyeHne 6 Mec oTBeTa Ha Tepanuio He HabnogaeTcss (MUHUMalbHbIM OTBETOM ClefyeT cunTaTb
cHuxeHue MY Ha 50% no CpaBHEHWMIO C UICXOLHBLIM YPOBHEM) UM PA3BUBAIOTCH 3HAYNMbIE HEXenaTesbHble 3D dEKTbI, LOMKEH pac-
cMaTtpmBaTbCs BONPOC 0 3aMeHe Lic apyrum npenapatom

+ MaumeHTbl, 4OCTUrLLNE PEMUCCUN, CO CTABUIIBHOM PYHKLUMEN NOYEK, NoNTydatoLme NoaaepxmeatoLLyio no3y LIC<2 Mr/kr/cyT, umetoT
HU3KUIA PUCK Pa3BUTUS HEDPOTOKCUYHOCTU. Y MauMEHTOB, TPebytoLLmx 6onee BbiICOKMX 03 Lic, nocne 24 mec neveHus Lic Heobxoammo
npoBeneHne NOBTOPHOM MYHKLIMOHHOM BUONCUM NOYEK A1 OLLEHKM MPU3HAKOB XPOHMYECKOM LMKIOCNOPUHOBOM HEDPOTOKCMYHOCTH
+ NpumeHeHue LLc BO3MOXHO Kak B BUAE MOHOTEpanuu (Mpu Hann4mMm npoTMBOMNOKa3aHuii K KOPTUKOCTepouaam), Tak M B COHETaHUN
¢ MN3. M3 HasHavaeTcsa B no3e 0,15 Mr/kr/cyT B TedeHne 4—6 Mec, 3aTeM MOCTENEHHO CHMUXAeTCs A0 5-7,5 Mr/cyT n coxpaHsieTcs
10 KOHLA nevyeHus Lic

8.3.3. JleueHue peungueoe PCrc:
8.3.3.1. JleyeHune peunamsa HC (cm. Tabn. 10) y 6onbHbIx ¢ PCIC npepnaraeTcs NpoBOAWTL B COOTBETCTBUM C PEKOMEHAAUMUSMUN
ons peunamsupyiollen BMU y B3pocnbix — Npu peaknx peumameax noBTopuTb Kypc Tepanun N3 nnn nposecTtu neveHne KHW (2D)

8.3.4. JleueHue cTtepoup-pe3aucteHTHoro MCIrC:

8.3.4.1. Ona neyeruns ctepouppesnctetHoro ®CIC (cm. 1abn.10) npepnaraerca ncnonb3osatsb Lic B no3e 3-5 mr/kr/cyT B ABa
npvema, kak MMHUMYM, B TedyeHune 4—6 mec (2B)

8.3.4.2. Mpun LOCTUXEHUN YACTUYHOM UV NOMHOM PEMUCCUM NpeafiaraeTcs NPoAOIXNTb Nevenure Lic, kak MUHUMYM, B TedeHne 12
Mec, C NocnenyoLmmM NoCTeneHHbIM CHUXeHEM 03kl (2D)

8.3.4.3. Y naumeHTOoB co cTepounape3ncteHTbiM PCIC 1 HenepeHocMOCTbO Lic npeanaraetcs nedeHne MmkodeHonata MopeTuiom
(2C)

8.4. Jleuenue ®CIrCy pereii (puc. 2)

8.4.1. BoisiBneHne ®CICy netei B 60bLUMHCTBE Clly4aeB NpoNCXoamT Noce NpoBeaeHns Heppobroncum, Ha3Ha4YeHHOW B pesynsTaTte
KOHCTaTauMm CTEPOMAPE3NCTEHTHOCTU. [leTsaiM paHHero Bo3pacTa ¢ cybHedpoTumyeckom MY n npu Hanmumm cnbcos ¢ HC xenatensHo
npoBeAeHVE MOJIEKYISIPHO-FEHETUYECKOr0 NCCIIEA0BaHNS, MOJIOXMUTENbHbIA PE3YNLTaT KOTOPOro C 6OJbLLON A0NEe BEPOSTHOCTHU
npenckasbiBaeT HeadPEKTUBHOCTb MMMYHOCYNPECCMBHOM Tepanun. CneayeT UCKAKYUTb CUHAPOMAasbHblE COCTOSIHUS, HA (POHEe
KOTOPbIX MOXeT pa3BuTbes PCIC (cuHppom Lnmke, cungpom MNMupcona, cunapom LLiapko—-Mapu-Tyt n gp.) (2D)

8.4.2. [pn OTCYTCTBUMN AaHHbIX 32 BTOPUYHBIA Uiy reHeTudeckunin xapaktep @CIC nokasaHo nevenne KHU — Lic B nose 3-6 mr/kr B
ABa npremMa ¢ 12-4acoBbIM MHTEPBAIOM MO/, KOHTPOsIEM KOHUeHTpaumm B kposu (C ~70-100 Hr/mn, C,—500-1000 Hr/mn), kpeatu-
HUHAa, Kanus n apTepuanbHOro AaBfeHus

8.4.3. JleueHune Lic xenaTtenbHo covetath ¢ [13 B fo3e 0,5-1 Mr/kr yepes aeHb. [Mpn No60YHbIX KOCMETUYECKNX 3pdeKTax BO3MOXHA
3ameHa Lic Ha Takponnmyc, 0gHaKo OnbIT NPUMEHEHUS NOCNEAHEr0 HeJOCTaTO4YeH

8.4.4. Mpwn oTcyTCTBUM peMmmnccumn Ha GoHe neveHus Lic B TeueHne 3—6 Mec BO3MOXHO NpuMeHeHne 3-6 NynbCoBbIX BBEAEHUIA Me-
TMANpeaHn3o0oHa B go3e 20 mr/kr

8.4.5. IMpun LOCTUXEHNN NOAHOM UK YacTUYHOM pemuccunmn HC Ha npoTsxkeHnn 6 mec npumeHeHns Lic nokazaHo npoaneHme tepanmm
eLle He MeHee 4eM Ha 6 mec

8.4.6. MNpun peunamee HC BO3MOXHO NOBTOPHOE MPUMEHEHME NYbCOB METUNPEAHM30I0HA U/U NPOAOIKUTL NeveHune Lic
8.4.7. Mpwn pedpakTepHOCTM K NeveHnio LLc BO3MOXHO AOCTUXEHNE peEMUCCUN MPUMEHEHNEM MnKodeHonaTta modeTuna

8.4.8. MNMpumeHeHne ankmunupyowmx areHtos npu ACIC y petenn He pekomeHayeTcst

8.4.9. Y pnetein c ®CIC n cybHeDPOTMHECKOM MPOTENHYPUEI, a TAKXKE NPU PedpPaKTEPHOCTU K MIMMYHOCYMNPECCUBHOM Tepanum no-
KazaHo anutenbHoe npumeHeHve AM® n/unn BPA ans cHxenus MY n 3amepneHuns nporpeccuposanuns X6l

83



ISSN 1561-6274. Hedponorua. 2015. Tom 19. Net.

Tabnuua 10

MonHas pemuccus CHuxeHue MY 0o ypoBHs <0,2 r/cyT (unm <20 mr/monb (<0,2 r/r kpeaTuHUHA) U anbOyMuH CbiIBOPOTKM >35 /1

Yactuynas pemuccus | CHuxeHume MY o yposHs 0,2-20 r/cyT (unn 20-200mr/monb, 0,2-20 r/r kpeaTuHmHa) 1 ctabunbHas CKd
(n3meHeHne kpeaTnHuHa <25%)

mnn
cHwxeHwue MY go yposHs 0,2-3,5 r/cyT n cHmuxkeHne >50% OT MCXOAHOro ypoBHs, cTabunbHas CK®D
Peungns Yeenuyenue MNy>3,5 r/cyt unm (>350 mr/monb (>3,5 r/r kpeaTuHnHA) 1 anbbyMmH CbiIBOPOTKM >35 r/n nocne
TOro, kak 6biia AOCTUIrHYTa NOJIHAs PEMUCCUS
Ctepounga- Mepcuctupytowasn MY, HecmoTps Ha neveHre N3 1 Mr/kr/cyT nnm 2 Mr Mr/kr yepes AeHb, NpoBoanMoe > 4 Mec
PE3NCTEHTHOCTb
Crepoung- 2 peumgviBa BO BPEMS Kypca CTEPOUAHON Tepanm UM B Nepuog, 2 Hep, Nocsie 3aBepLUEeHNs Kypca CTeEPO-
YyBCTBUTENBHOCTb VOHOV Tepanuu
7.TporHos

+ MporHo3 npu namnonatmdyeckom PCIC, npoTekatoiem 6e3 HC 1 HapyLleHns GyHKUMM noYek, 61aronpusiTHbIA — PUCK Pa3BUTUS
TMNH HKM3KWiIA, NOYeYHas BbDKMBAEMOCTb B TedeHne 6,5-9 net 6onee 95%. BonbHblie ¢ ®CIC ¢ nepcucTtupytowen MY (gaxe 6e3 HC)
VIMEIOT MOBbILWEHHbIA PUCK CEPAEYHO-COCYANCTLIX OCNOXHEHUIA. CHM3NTL puck nporpeccuposannsa XbBIM n CC3 no3sonaoT npe-
napatbl, 6nokupyolme PACC.

+ MporHos yxyawatot

- Hannyme HC (10-neTHss BbixmnBaemMocTb 60bHbIX ¢ PCIC ¢ HC cocTtaenseT 50%, 6e3 HC — 90%)

- CHUXKEHME MOYEYHOM PYHKLIMM HA MOMEHT MOCTAHOBKW AMarHo3a

- apTepuvanbHas rmnepTeH3ns

- OTCYTCTBME OTBETA Ha TEPANUIO (5-NETHSAS BbIXXMBAEMOCTb Y PE3UCTEHTHBIX K Tepanun 60bHbIX — 65%, 10-neTHas — 30%)

+ Cpeayn Mopd0onorniecknx NPU3HakoB NMPOrHOCTUYECKM HEBNAronpUATHEIMU ABNSIOTCS:

- TSKENble UBMEHEHNS NHTEPCTULMSA, aTPOdUS KaHANbLLEB, COCYANCTbIE U3MEHEHUS

- konnancupytowwmii BapmaHt GCIC (3-neTHss noyYeyHas BbXXKMBAEMOCTb NpW KosinancupyoLei Hedponatum — 33%, Torga kak npu
6naronpusaTHOM BapuaHTe «tip-lesion» — 5-neTHsa BbXkMBaeMoCTb — 76%)

- 3HaunTenbHo Bo3pactaeT gonsa PCIC B cTpykType TIMNH (oo 50%), 4To ykasbiBaeT B LIEJIOM Ha NMPOrpeccupyioLmin xapaktep 3a-
6oneBaHus.

KoHcepBaTvBHas Tepanusi.
WHrmbutop AMN® + BPA + anypervk + ctaTuHbl
1
YyxyaleHvie pyHKLUMM NOYEK NN NepcucTrpoBaHne HedpoTUHECKOro CMHAPOMA, CT1epomna-TOKCUYHOCTb
HECMOTPSt Ha MakCMMasibHYH0 KOHCEpBaTUBHYIO Tepanuio UV NPOTMBOMOKa3aHnsa
K Ha3Ha4YeHWo CTeponaoB

KopTukocTeponabl B MOMHOW A03€.
MKIOCMOPUH
MpenHunsonoH 1 mr/kr/cyT B TeyeHne 8—16 Hepenb Uuknocnop

HavanbHasa gosa 2 mr/kr/cyt
C NMOCTENEHHbIM CHIKEHMEM [03bl B TeYeHne 3 MecsLeB A Y
1 (makc. gosa 5 mr/kr/cyT),

A
v

¢ * pasgeneHHas Ha 2 npuema
Pemuceus CTCpovA-pe3NCTEHTHOCTb UMW TOKCUYHOCTD
I
v v Y
Croitkas pemuccus Crcpouna-sasncmocTs MpooomknTb HU3KME [03bl CTEPOUIOB.
[06aBUTb LUKNOCNOPUH v
v v
OTcyTcTBME pemumccun nocne 6 mec.
OTMEHNTb cTEpONabI. HasHaunTs v NeYeHUst B HETOKCUYHOI 403e.
ExxemecsuHbli UMKIOCNOpUH =Y P — p| AnbTepHaTMBHbIE BUALI NeYeHNs
KOHTPOSb T
npoTenHypun v *
NS BbISIBNEHUS
BO3MOXHOr0O YMeHbILNTE ”?3)' crepovaos 'EEO Bo3moxHO HaszHavyeHne MOK
obocTpeHus, MWUHUMAIILHOW, NO3BONSAKOLLEN
TpebytoLwero | nonnepxmsats pemmccnio, nnn oTMeHTL
Ha3Ha4YeHus CTepowuabl, eCcnn He BO3HUKaeT peunamns.
KOpPOTKOro Kypca rIpO,D,OJ'DKVITb npuem UnKnocnopuHa B
CTEpOUIoB TeyeHue 1-2 neT B MUHUMaInbHO
3(hPEeKTUBHON A03€ NOA KOHTPONEM
NPOTENHYPUN.
YacTtunyHasa pemuccunsi Takke siBnsieTcs
KMUHUYECKM 3Ha4YMMON

Puc. 1. Anroputm nedexmsa nagnonatumdeckoro @CIrC y B3pochbix.
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CTepouna-pesnCTeHTHbIN HePUTUHECKNIA CUHAPOM
(oTCYyTCTBME OTBETA HA NPEAHN3AMNOH
B Jo3e 60 mr/m2/cyT B TeueHme 4 Hepenb)

[Mpwwennypus 6e3 nogoaperuns Ha BMU
(A0 Hayana neyeHNs NPe[H30NOHOM)

!

¢ Buoncus
Buoncus l
1 7 | ®CrC | | Het ®CrC |
| Her ®CTC || oCrC |
||-|0I'IbITKaJ'Ie‘-IeHVIFI MPEAHIN305I0HOM |_>| Otser |
v
| HeTt oTBeTa |
v +

PaccmoTpuTe BO3MOXHOCTb reHETUHECKOTO UccneaoBanms: cuHapom ®Crc?
Vckntounte gpyrve 3abonesanusi, npusoasiye k passutuio ¢Crc

.

.

WT1, CD2AP, TRPC6 1 1.4,

[MonoxutensHble pesynbTaTbl UCCefoBaHUA MyTalun NOAOLMHA,

He BbINONHEHO, HEAOCTYMHO,
pe3ynbTaT OTpULaTenbHbIM

!

!

TwartenbHoe HabntofeHUe, aHTUNPOTENHYpUYeckas
Tepanus uHrnoutopamu A, Gnokatopamu

le—{HeT oTBETa [¢—

[NonbiTka NeyeHns
LIMKIOCMOPHHOM W MPESHU30N0HOM

PEeLenTopoB aHrMOTEeH3MHa

Puc. 2. Anroputm neuvenuns nanonatudeckoro @CIrCy nerei.
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