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Coxpauenus:

BPA — GriokaTopsl peLenTopoB aHIMOTEH3UHA

I'H — momepynonedpur

u-ATl® — HHrHOUTOPBI AHTMOTEH3UHITPEBPALIAIOIIEro (hepMeHTa
MH — membpano3Has HeponaTus

MII — MeTuInpeHU3010H

HC — nedpoTrueckuii cuiHIpOM

IIH — nmoyeyHass HEAOCTATOYHOCTh

PAAC — peHMH-aHIMOTEH3UH-AJIbAOCTEPOHOBAs CUCTEMA
pCK® — pacyerHast CkOpocTh KiIyOO4KOBOM (pUIIBTpaIiiu
XBII — xponuyeckas 601€3Hb TOYEK

DA — uuknopochamuz

1. METOJAUKA OLHEHKH CAJIbI PEKOMEHJIALIMI U YPOBHSI UX MPEJICKA3ATEJABHOCTH, UC-
MOJb30BAHHAS ITPU COCTABJIEHUU JAHHBIX KJIMHUYECKUX PEKOMEHIALIAYA.

®  Jlnsg pekoMeHJaIuii criia yKa3aHa Kak ypoBeHb 1, 2 Ui «HeT cteneHuy (Tadi. 1), kKadecTBO T0Ka3aTeIbHOM 0a3bl
ob6o3HaueHo kak A, B, C (Tabu. 2).

OueHkKa cuJibl peKoMeHaauu
(cocTaBneHa B COOTBETCTBUM C KJIMHN4Yeckumu pekomeHaauuamm KDIGO)

Tabnuua 1

YpoBeHb OueHka pekomeHaaunii
Co CTOpOHbI NauMeHTOB Co CTOpOHbI Bpaya JanbHellwee HanpaBfieHne nUc-
NoNb30BaHUS
YpoBeHb 1 MopaBnsaouwee 6o0nblWMHCTBO |MogaBnsaowemMy 60nbWNHCTBY | PekomeHaaums MoXeT OblTb MPUHSI-

«QKCNepTbl PEKOMEH-
ayoT»

nauMeHToB, OKa3aBLUMXCH B MO-
nob6HoM cuTyauuu, npeanodnmn
Obl cnefoBaTb PEKOMEHAYeMbIM
nyTeM v NinLb HEGOJIbLLIAS YacTb U3
HUX OTBEPN Obl 3TOT NyTb

CBOWX MaumMeHToB Bpay byneTt pe-
KOMEHZ0BaTb ClefoBaTb MMEHHO
9TUM NnyTem

Ta B KayecTBe cTaHaapTa AencTBus
MEeMLIMHCKOro nepcoHarsna B 60sb-
LUIMHCTBE KJIMHNYECKMX CUTYaLNi

YpoBeHb 2
«QKCcnepTbl nonarakT»

Bonblias YacTb NaumMeHToB, oka-
3aBLUMXCS B N0A0OHOW cuTyauum,
BblCcka3anncb 6bl 3a TO, YTOOLI
cnenoBaTb PEKOMEHAYEMbIM My-
TeM, 0HAKO 3Ha4YUTEeNbHas YacTb
oTBeprnu 6bl 3TOT NyTh

[na pasHbix NauMeHToB cneayet
noabupatb pasnuyHbie BapuaH-
Tbl pEKOMEHAALNA, noaxoasiime
MMEHHO uUM. Kaxaomy naumeHTy
HeobxoaymMa NMomolLb B BbiGope 1
NMPVHSATAW PeLLEeHNs, KoTopoe ByaeT
COOTBETCTBOBATb LEHHOCTSM U
NPeAnoYTEHNSIM AAaHHOMO NaLmeHTa

PekomeHpaunn, BEPOATHO, MO-
TpebyloT 06CyXaAeHNs C ydacTnem
BCEX 3aNHTEPECOBaHHbIX CTOPOH A0
MPVHATUS UX B KAYECTBE KJIMHUYE-
CKOro cTaHaapTa

«HeT rpapaumn»
(Hr)

JaHHbIN ypOBEHb MPUMEHSIETCSH B TEX CIyYasiX, KOraa B OCHOBY PEKOMEHALIMN YKIaAbIBAeTCS 34PaBblil CMbICS
vcenepoBaTens-akcnepTa Uy Toraa, koraa obcyxaaemMas Tema He 40omnyckaeT afekBaTHOro NpuMeHeHus
CUCTeMbl [0Ka3aTEeNbCTB, MCMOMb3YeMbIX B KITMHUYECKOM NPakTrKe
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Tabnuua 2
OLI,eHKa Ka4dyecTBa n,oxasa'renbl-loﬁ 0asbl
(cocTaBneHa B COOTBETCTBUM C KIIMHN4YEeCKUMU pekomeHgauuamu KDIGO)
KauyecTBo nokasartenbHoin 6a3bl | 3Ha4YeHne
A — BbICOKOE OKcnepTbl yBEPEHbI, HTO OXMAaeMblii 3P deKT 6J1IM30K K paCCHNTbIBAEMOMY
B - cpenHee OKCnepThbl NosaraT, YTO oXuaaeMblin apdekT 630K K paccHnTbiBaeMoMy 3DdEKTY, HO MOXET
1 CYLLLECTBEHHO OT/INYaTHCS
C - Hn3koe Oxunpaemblii 3pPEKT MOXET CYLLECTBEHHO OTINYATLCA OT paccynTbiBaeMoro adpdexra
D — o4eHb H13koe Oxunpaemblin 3 PEKT 0YEHb HEONPEAENEHHbIV 1 MOXET ObiTb BECbMA AaNEK OT PACCHUTLIBAEMOr O
® Mertoabl, ucnoJib3yemble 1J1s1 GopMYyJIHPOBKU PeKOMEHIALMIi: KOHCEHCYC IKCIIEPTOB
2. OMPEJAEJEHME, SIIUEMHUOJIOI U (tabm. 3).
Tabnuua 3

OnpeneneHvie

Memb6paHo3Hasa HedponaTtusa (MH) (CYMHOHMM MeMBPaHO3HBIN IMOMEPYTOHEPPUT) — BAPUAHT UMMYHOOMOCPEA0BAHHOW rIIoMe-
pynonaTtum, xapaktepuaylowwmiics auddy3HbiM YTOSLLEHMEM U USMEHEHUEM CTPYKTYPbI MOMEPYISPHOM 6a3anbHol MeMOpaHbl
BCJIEICTBUE CYOaNUTENNATIBHOM U MHTPAMEMOPaHO3HOM AeN03ULMN UMMYHHbIX KOMIIEKCOB 1 OT/IOXKEHUSI MATPUKCHOMO Matepuana,
NPOAYLMPYEMOro NopaxXeHHbIMy nogoumtamu. KnetouHas npoamdepaumsa npy MH He BbisiBnseTcs

Snvpemuvonorus

MH cocTtaBnseT 12-23% 0T BCex MOpPdON0rMyeckmx BapmaHToB NeEPBUYHOIo rmomepynoHedputa (MH) y B3pocnbix n 1-5% y netein.
MNepsuyHas MH passuBaeTcs yalle y B3pocsbix (0cobeHHo B Bo3pacTe 30-50 neT), cpeamn 3aboneBlunx npeobnafaoT My>XHUHbI
(2,2m:1x). Y myxudnH MH npoTekaeT Taxenee, Yem y XXEHLLUNH

Y B3pocnbix MH — camas yactas npuydmHa HedbpoTuyieckoro cuHgpoma (HC) — 20-40% cnyyaes, y AeTel OHA BbISIBNSIETCA MEHee
4yeMy 2 % 60sbHbIX ¢ HC

BTopuyHas MH vawle passuBaetcs y aetemn (75%), 4em y B3pochbix (25%)

MH peuunamsumpyeT B TpaHcnnaHtate y 10% 605bHbIX, MOXET pa3BUTbLCS B TPaHcnnaHTaTe de novo

3. KIACCU®UKALMSA, STUOJOI'USA (Tabdm. 4).
Tabnuua 4

Knaccupukaums

MepBuyHasa (nanonarnyeckasa) MH

OcHoBoW HOPMUPOBAHMA UMMYHHbIX KOMIMIEKCOB SIBASIETCS 0Opa3oBaHNe ayTOAHTUTEN K BHYTPEHHUM aHTUreHam knybouyka. Y
70-80% nauMeHTOB BLISBNAIOTCSA aHTMTENa K NOAOUMTapHOMY TpaHcMembpaHHoMy peuentopy docdonunasel A, M-tuna (PLA,R-
AT) (npeumywiecteeHHo IgG,-knacca). ¥ 20-30% naumeHToB ¢ nepsryHoi MH BHYTPEHHME aHTUreHbl KIybo4KOoB 1 ayToaHTTena K
HUM HE MOEHTUPULIMPOBAHbI

Bropuunas MH

flBnsieTcs pesynsTaToM cneumdunyeckoro nopakeHms Kiybo4koB MMMYHHbIMM KOMIIEKCaMM, B KOTOPbIE BKITOHEHbI 3K30rE€HHbIE (BUPYCHbIE,
OnyxoneBble 1 Ap.) aHTUreHbl. Pa3BuBaeTtcs Ha poHe ayTOMMMYHHbIX 3aboneBaHWnii, onyxosnein, MHPEKLNIA, NeKapCTBEHHbIX BO3AENCTBUN

AnnonmmyHHas MH

CBsi3bIBAOT C GETOMATEPUHCKON MMMYHU3ALMEN XEHLIMH aHTUTENAaMM K HeTpanbHoi aHaonentnaase (NEP) (membpaHoaccouun-
POBAHHOMY aHTUreHHOMY 6esiKy NoAOLMTOB) 1 pa3BuTnem TunmyiHon MH y nnoaa

ANNOVMMYHHBIA MEXaHU3M pPa3BUTUS HaboaaeTcs B crydae de novo pasBuMBLLENCS MOCcTTpaHcnnaHTaunoHHon MH y NEP-
[edULNTHBIX PELUNNEHTOB

MexaHn3m pa3sutus

MIMMYHOKOMMIEKCHbIIA:

In situ GOPMUPYIOTCA MMMYHHbIE KOMTEKCHI U3 CBA3AHHOIO C NoA0UMTaMmM aHTUreHa n aytoaHtuten IgG-knacca, 4To BeAeT K akTnBa-
LM KOMIJIEMEHTA MO KJTACCUYECKOMY MyTN C 06pa3oBaHNEM B CyHINUTENManbHOM NMPOCTPAHCTBE MEMOPaHOATaKyLLENO KOMIIeKca
- MAC (C, ;). OcHOBHOIi cyGKacc aHTUTeN Npu namonarnyeckon MH — IgG, npw BTOPMYHBIX popmax MH moryT oBHapyxmBaTbCs
cybanuTenmanbHble 1 MHTpaMeMbpaHOo3HbIe Aeno3nTbl 1 Apyrix cybknaccos - IgG,, IgG, v ap.

MAC (C,_,) Bbi3biBaeT cybnetanbHOe NOBPeXAeHne NoaoUMTOB Yepes 06pas3oBaHme PeakTUBHbIX KMCIOPOAHBIX PaANKaoB U1
3MK03aHOMA0B, PEOPraHM3aumio akTMBHOIO LMTOCKeneTa, auccoumanmio 6enkoB WenesmaHon amadparmsl nyTemM npsMoro um-
TONaTU4YeCKOro AencTeuns. B pesynbrate 3Tnx NOBPEXAEHUIA YCUINBAETCS NPOHULLAEMOCTb MMOMEPYISPHOM KanUaIapHOM CTEHKU,
passuBaeTcs npotennHypus (MY)

4. KIMHNYECKAS KAPTHUHA (ta6m. 5).
Tabnuua 5

KnnHnyeckas KapTnHa

+ Y 6onblumHcTBa 60bHBLIX passuaeTcs HC (80%), pexe MY 6e3 HC (20%)

- ApTepuanbHas runepTeH3us B Hayane 3aboneBaHus HaboaaeTcs PeaKko, B ganbHenwemM oHa pa3smBaeTcs y 20—-50% 60/bHbIX

+ Coaep>xaHve KOMMIEMEHTA B CbIBOPOTKE KPOBW MPY NePBUYHOM MH He M3MEHEHO, Npu psiie BTOPUYHbIX GOPM (CUCTEMHAs KpacHas
BoJsiYaHka, HBV- nHdekumsi) MOXET ObITb CHUXEHO

+ [Mpu BTOpUYHON dopme OTMEUaloT KIIMHMYEecKkue 1 nabopaTopHble Npu3Haky 3abonieBaHuns, BbidBaBLLero passutmie MH

+ Y 60onbHbIXx MH ¢ HC value, yem npu apyrux Mopdonornyeckux sapnaHtax 'H, pazsusaroTcs TpoMOOTUYECKIME OCIIOXKHEHUS, B TOM
yncne TpoMO03 NoyeyHbIx BeH (29%), TpoM603bl ryOoKnX BEH KOHEYHOCTEN (17 %), neroyHble TpoM60amb01m (17%)
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5. MPUHIMUIIBI JUATHOCTUKHA
5.1. Inarno3 MH ocHoBbIBaeTcs HAa TaHHBIX MOP(OIOTHYECKOT0 nccaenoBanus (HI), Tabmu. 6

Tabnuua 6

Mopdgonornyeckune kputepum MH

O0LwWme NpU3HaKn

Ha cBeTooNnTMYeCKOM YPOBHE — U3MEHEHVEe KanuisipHO CTEHKM 3a CYET YTOSLLEHNS rIoMepysipHoi 6a3anbHon MemMOpaHbl, OTCYT-
CTBUE KJIETOYHOM Nponundepaumnm, npu UMMyHOrMCTOXMMUYECKOM UCCeaoBaHnn — purkcaums pasHbix kiaccos IgG 1 KOMMNOHEHTOB
komnnemenTa (C,,C, ), NPy 3NEKTPOHHO MUKPOCKONMY — CY6anuTenmabHble 1enosnThl

Craguu MH

- Hal cragum ceeToonTnyecky 6asanbHas MeMbpaHa He U3MEHeHa, a NpPW 3JIEKTPOHHO MUKPOCKOMMM Ha ee aNUTeNnanbHO CTOPOHE
BbISIBNISIIOT rpaHy/sibl 3IEKTPOHHO-MJIOTHOMO MaTepurana (MMMYyHOrMCTOXUMUYECKM EMY COOTBETCTBYIOT OT/IOXKEHNS UMMYHOTI00YIMHOB
1 KoMnnemeHTa). IaMeHeHus o4aroBble, CerMeHTapHble

- Ha Il ctaguun cBeTOONTUYECKN HAXOAAT YTOJLLEHNE CTEHOK KanuisapoB, Npu cepebpeHnn TOHKMX CPe30B — «MYyHKTUPHOCTb»,
«LUMMUKW» HA BNUTENManbHOM CTOPOHE MeMOpaHbl. DeKTPOHHO-MUKPOCKOMUYECKN BbISBASIOT AUddYy3HO pacnpenenieHHble no
6a3anibHO MeMbpaHe BCex KanuinspoB cyeanuTenvasbHbie rpaHy bl 3/IeKTPOHHO-MIOTHOrO MaTepuana

- lll ctagna MH cBeTOONTUYECKN XapaKTepuayeTcs BbipaxXeHHbIM ANddY3HbIM YTONLWEHMEM Y HEPABHOMEPHBIM OKpalLBaHUEM
CTEHOK Kanunnspos knybouka. MNpu 3neKkTpoHHON MUKPOCKOMNMM BbISBNAIOT 3aMypOBaHHbIE BELLECTBOM H6asanbHO MeMOpaHbl OT-
JIOXEHUS, UMEIoLLNE 3EPHUCTYIO CTPYKTYPY Y MEHbLLYIO 3JIEKTPOHHYIO MIOTHOCTb, YeM B NMEPBbIX ABYX CTaANAX

- B IV cTagum 6a3anbHas membpaHa HepaBHOMEPHOW TOJLLMHbI, MPOCBETbI KanuIAPOB CyXXeHbl. MNpu 31eKTPOHHOM MUKPOCKOMAN
B PEe3KO YTOJLEHHOM 6a3anbHoii MembpaHe 06Hapy>XMBAKOT MOSIOCTU C OCTaTKaMM ObIBLUMX TaM paHee OT/I0XKEHWN 3/IeKTPOHHO-
naoTHOro MaTepuana. IMMyHodoopecLeHUMs B 3TOM CTaaun, Kak NpaBusio, AaeT oTpuuaTesbHble pe3ynbraThl

[TepBrie aBe cTaguu MOP(OIOTUIESCKIX N3MEHEHNH BBISBIIIOT Y OONBHBIX Ha 1—2-M romy 6051e3HH, TPY HUX BO3MOXK-
HBI 06parHoe pa3sutue 11, pemuccust HC, o0ycioBnenHbIe perpeccoMm MeMOpaHo3HOi Tpancdopmarmn kiryoodxos. 111
cranuio MH maGmionatoT Ha 4—5-M romy Oone3HH, KITMHUYECKH oOHa mposBisiercs Boicokoi 11Y, HC, BozamoxHO dopmu-
posanue [TH (ITH). IV ctaguro mopdonorndeckux u3MeHeHn HabmonatoT B iepro ot 5 1o 10 et Gone3Hu u mo3nHee,
9TH U3MEHEHHS, KaK IPaBUIIo, HeOOpaTHMBble, KITyOOUKOBbIE H3MEHEHHs YCYTyOIeHbI SIBICHUAMH CKJICpO3a B MHTEPCTHU-
LI1H, COCYANCTBIMH M3MEHEHUSAMU. KITMHUueckn u1st 5TOM cTaanu XapaktepHsl seienus [TH, aprepuanbHas runepToHus.

5.2. KnnHnveckas quarHocTuka uanonarudeckoii MH nosskHa 0a3MpoBaThesi HA HCKIIOYEHHH BCeX BO3MOK-
HbIX BTOPMYHBIX MPUYMH 3a00aeBanus. (HI)

®  TlepBoouepenHas 3amada oOCIegOBaHUA OOJIBHOTO C BIIEPBEIC BBIABICHHONH MH — HCKITIOYNTH BTOPUYHBIC MTPH-
yuHBI 3a00meBanus (Tabn. 6). HeobxoaumM TiiaTenbHbI cOOp aHaMHE3a, KOMIUIEKCHAs! OLleHKa KIIMHUKO-JIa00paTOPHBIX
JIAHHBIX.

®  BonpaBIM ¢ MH, oTHOCAIMMCS K CTapIeii BO3pacTHON TpyIe (0COOeHHO cTapiie 65 neT), TomkeH OBITh Tpo-

BEJICH OHKOIIOUCK C IIEIbI0 UCKITIOUEHNUS NTapaHEeONIaCTHIECKOTO Xapakrepa He()pornaThu.

Tabnuua 7
MpuunHbI BTOpHYHOM MH, Ta6i. 7

AyTouMMyHHbIe 3ab60s1eBaHNs

CucTteMHasi kpacHas BOfYaHKka, PEBMATOVAHbIA apTPUT, CMELLaHHOE 3ab01eBaHNe COEANHUTENbHON TKaHU, 4ePMaTOMUO3WT, aH-
KWUNO3UPYIOLMNIA CIOHAVIIUT, CUCTEMHAS CKIIEPOAEPMUS, MUACTEHUS gravis, BynnesHblii nemourons, ayToMMMYHHbIA TUPEOUONT,
cuHapowm LLlerpeHa, BUCOYHbIV apTepuunT, 60ne3Hb KpoHa, peakums «TpaHCniaHTaT-npoTuB X0351Ha»)

Nupekymn

lenatut B, renatut C, BMpyc nmmyHogebuumTa 4enoBeka, Manapus, LUMCTocommas, punsapnos, cudunnmc, SHTepPOKOKKOBBIN 9HAO0-
KapAM T, 9XMHOKOKKO3, nenpa

3/10Ka4ecTBEHHbIE OMyXOoun

- KapLMHOMBbI (NErknx, MMLLEBOAA, TONICTON KULLKM, MOJIOYHOW Xeneabl, Xenyaka, noyek, AMYHMKOB, MPOCTaThbl, NONOCTY PTa N FOPTaHN);
- HE KapunHOMbI (XOOXKNHCKas numdoma, He-XoaKKMHCKas nmmdoma, xpoHmyeckas numboumntTapHas nenkemus, Me3oTennomMa,
MenaHoma, onyxonb Bunbmca, aneHoma nevenu, aHrnodonnvkynsapHas numooma, LLisaHHoMa, HepobnacToma, raHrmoHenpoma
HaAMNoO4Ye4yHNKOB)

JlekapcTBa/TOKCUHbI

3011070, NEeHULMNIaMUHbI, ByLMINaMuH, NpenapaTel PTyTU, KanTonpusi, NpodeHeuma, TPUMETaaNoH, HECTEPOUAHbIE NPOTMBOBOC-
nanuTenbHble CPeaCcTBa, NHMMOUTOPI LIMKIOOKCUIeHasbl 2, KNonuaorpess, ninTuii, dopmanbaerii, yrnesoaopoaHbie CoeanHeHns

Penkue 3aboneBaHns

Capkonpo3, ceprnoBuaHO-KieTo4YHas aHeMusi, MoIMKNCTO3, AeduumT al-aHTUTpUncuHa, 6onesHs Bebepa—KpuctmaHa, nepBuYHbIi
GUNnapHbIA LMPPO3, CUCTEMHbI MacTOLMTO3, CUHAPOM [MiieHa—Bape, ypTuKapHbIn BACKYIUT, FeMOSIMTUKO-YPEMNYECKMIA CUHOPOM,
repnetndopMHbIA AepMaTUT, MUENOANCTNA3NSA
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6. INO®ODOEPEHIIUAJIBHAS JTUATHOCTUKA

6.1. IuddepeHnunanbHyo AMArHOCTUKY MPOBOJT C IPYyTrUMHU poTernHyprdeckumu popmamu ['H, muist yero o6s3a-
TENbHO MOP(OIOTHUECKOE UCCIIe0BAHNE TKaHU To4uKH. (HI)

6.2. Knunuueckue nposinennst MH He pa3ingaroTcst pu UIHONAaTUYeCKOM U BTOPMYHOM BapuaHTax 3abosieBaHusl,
B 3TOM cBsi3u AudhepeHnnanbHas AMarHoCTHKa 3TUX (HOpM J0JDKHA 6a3MPOBATHCSI HA MCKITIOYEHHH BCEX BO3MOMKHBIX
BropruHBIX prurH MH (cM. Tabm. 6). (HI)

6.3. JlerasibHOE MOP(HOJIOrHIECKOE UCCIIEAOBAHUE TKAHU MTOYKH, B YACTHOCTH, YTOUYHEHHE MTPe00Ialatoniero Kiacca
IgG, BoisaBnenue anturen kK PLA R npu uMMyHOQIIFOOpECHEHINH, & TaKKe OOHAPY/KEHHE THX aHTUTEN B ChIBOPOTKE
KPOBHU MOT'YT OBITh ITOJIC3HBIMHU TP PA3rPAHUYECHUH IEPBUYHON 1 BTOpHYHOH hopM MH, oiHaKo AuarHocTHYeCcKas 3Ha-
YUMOCTh M CIIEHU(PUIHOCTD ITHX TECTOB HYXKACTCS B AalMbHEHIINX uccinenoBanusx. (HI)

7. JEHEHUE

7.1. Y 6oabnbIX nanonaTudeckoii MH Bo3Mo:kHO pa3BHTHE CHOHTAHHBIX pemuccuid. (HI'), Tabm. 8
Tabnuua 8

CrioHTaHHbIE pemmuccumn

+ MpumepHo y 20 % naumeHToB ¢ namonaTuyeckon MH pa3BnBaloTCs MosiHbIe croHTaHHble pemuccun HC (npotenHypusa <0,3 1/
CYT, NOATBEPXAEHHAsA ABaXAbl C MHTEPBASIOM UCCNefoBaHusa B 1 Hea, Npy HOPMasibHOM YPOBHE anbOyMMHA CbIBOPOTKN KPOBU), Y
15-20% — yacTu4Hble cnoHTaHHble pemuccum HC (MY <3,5 r/cyt unun cHmxenne MY >50% 0T MCXOHO BbICOKOrO YPOBHS, NO4-
TBEPXAEHHbIE ABaXAbl C UHTEPBANOM UCCNea0BaHnsA B 1 Hef,, COMPOBOXAAIOLLMECS YYHLLIEHMEM U HOPManu3auuen nokasarens
anbOyMU1Ha CbIBOPOTKM KPOBU)

Oxono 15-30% 60nbHbIX MelT oanH unu 6onee peunameoB HC, y 50% 60nbHbIx HabnogaeTcs nepcuctupytowmii HC

+ CnoHTaHHbIE peMunccumn MoryT npogoskatbest 18—24 mec, HO B OONbLUMHCTBE C/lyYaeB OHWU KpaliHe HeCTabubHbI

+ YacToTa JOCTUXEHUS CMOHTaHHbIX PEMUCCUI Y 60nbHbIX ¢ MH Tem Huxe, yem 6onee Bbicokas MY BbIABNSETCA HA MOMEHT Mo-
CTaHOBKM AnarHo3a

+ HecmoTpsi Ha HeCTabUNIbHOCTb CMIOHTAHHbBIX PEMUCCUIA, MPY BO3MOXHOCTU X LLOCTUXKEHUS MPOrHO3 Yy 601bHbIX ¢ MH 6onee 6naro-
NMPUATHBIN, Y4eM Y NaUMEHTOB C nNepcucTupyowmm HC

+ MpepckasaTtb, y KOro n3 60sbHbIX ¢ MH pa3oBbeTcs CNOHTaHHasi PEMUCCHUS, He NPeACTaBNSETCH BO3MOXHbIM

+ 10 HEMHOrOYMCNEHHBIM HabNOAEHNSAM Y AeTell YHacToTa CNOHTaHHbIX pemuccuii coctasnsieT ot 30 0o 75%. OHm 6onee BepOosTHBI
npv OTCYTCTBUU apTepuasnibHON rmnepTeH3nn 1 Npu aebiote 3aboneBaHns B MnajLllemM Bo3pacTte

7.2. CoBpeMeHHasi TAKTHKA JedeHus 60abHbIX ¢ MH ocHoBbIBaeTcsi Ha cTpaTugUKaIUH PUCKOB, Ta0I. 9.

7.2.1. YcTaHOBJIEHBI OCHOBHBIC (DaKTOPBI, C HAMOOJIBIIEH TOYHOCTHIO IPEACKA3bIBAIOIINE TOYCUHBIH TporHo3. Heba-
TONPHUATHOE IPOrHOCTUYECKOE 3HAYCHUE MMEIOT BBICOKast repcucTrpytoas [1Y, napyiieHue QyHKIHH M0YeK Ha MOMEHT
JUAarHo3a W/WIK €€ yXy/IIICHHE B TeUeHHEe 6 Mec HabmoneHus. (1B).

7.2.2. C MeHbIIIEH CTETICHBIO JOKa3aTeIbHOCTH B KQUYECTBE MPETUKTOPOB MporpeccupoBanuss MH paccMmatpuBaroTcst
MY>KCKOM 11071, Bo3pacT (crapiie 50 jer), Haaudue apTepruaibHON TUTIEPTOHUH, THCTOJIOTHYECKUE TTPU3HAKK TyOyITOWH-
TEPCTHIMATLHOTO (prOpPO3a M KaHANBLEBO# arpoduu, ypoBeHb dKckpenuu ¢ modoit IgG, C,, ju np. (HI).

Tabnuua 9

Crpatngpukaums pycka nporpeccupoBaHss MH

+ Huskumi pyuck nporpeccrnpoBaHus umetoT 6osbHble ¢ MH ¢ MY < 4 r/cyT, ¢ HopMasbHO GYHKLIMEN NOYEK HA MOMEHT AuarHosa u
coxpaHsiloLLMe ee B TeyeHne 6 mec HabnoaeHus (¢ BeposaTHoCTbio 85-90% MH He pa3oBbeTcs B 6avxariwve 10 net)

+ CpeaHuii pyuck NporpeccupoBaHns UMeT nauneHTsl ¢ MY 4-8 r/cyT, ¢ HopmanbHOW dyHKLMEN noYek n 6e3 ee yxyalweHns B
TeyeHne 6 Mec HabnaeHUs (C BeposaTHOCTbIO 50-55% nporpeccuposaHune XBIM yepes 10 neT)

* BbICOKMI pUCK NPOrPeccnpoBaHns metoT 6osbHble ¢ MH ¢ MY > 8 r/cyT, He3aBUCUMO OT COCTOSIHUA DYHKLMK NOYEK (C BEPOATHO-
cTblo 65-80% nporpeccupoBaHune XbI1 B TeveHne 10 neT), a B CO4ETAHUM C HAPYLLEHHON PYHKLMEN NOYEK, @ TAKXKe NPU BbISIBIEHUN
TyOYNONHTEPCTULMNATBHBIX U3BMEHEHWI B TKAHW MOYEK 3T BEPOATHOCTb 3HAYUTENIBHO YBENIMYMBAETCS

7.3. Jleuenne 6obHBIX ¢ Hanonarndeckoiit MH 6e3 neppornueckoro cunapoma, tadi. 10, pucyHox 1.

Tabnuua 10

JleueHune 60/1bHbIX 6€3 HC

7.3.1. BonbHbIM ¢ MH 6e3 HC ¢ HopmasnbHOM dyHKUMeN noYek He LienecoobpasHo npoBeaeHne MMMYyHOCYNPEeCCUBHOM Tepanum, Tak
Kak puck pa3uTtus MNMH y HUX MUHUManEeH, 1 OHN HE NOABEPXEHbI OnacHbIM nposinexHmnsam HC (HIM)

7.3.2. NaumeHTbl 40/XKHbI HAXOONTLCS NoA, PerynspHbiM HabloaAeHneM Hedpoora 4Ji CBOeBPEMEHHOT O BbISIBJIEHUSI apTepuanbHOM
rmnepTeH3unu, pocta MY, kpeatnHuna (HI)

7.3.3. Mpn NY > 0,5 r/cyt HasHavaloTCcs nHrMbuTopsbl ANd (n-AMNd) nnu Gnokatopsl peuenTopoB aHrnoteHauHa Il (BPA) kak ¢ aHTu-
NPOTENHYPUYECKO LIeNblo, TaK 1 4519 3aMensieHns pa3suTtus dubposa B nodkax (HIM)

7.3.4.Y naumeHToB ¢ MH 1 agucnunuaemmein npoBoanTCs KOPPEKLMS HapyLLeHWA IMNNGHOro 0OMeHa CornacHO COOTBETCTBYIOLLMM
pekomeHgaumsam ans 6onbHbix ¢ XBIM (HI)

7.3.5. MaumeHTam c apTepuranbHON M’MNePTOHNEN NOKa3aHO CBOEBPEMEHHOE NIEYEHNE aHTUTMNEPTEH3NBHBIMK NpenapaTamMu, ¢ nNo-
3ULUMIA HePPO- 1 KapAMONPOTEKUMN NpeanodTuTensHbl U-AlNd wnn BPA (HIM)
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7.4. Jledenue 60abHbIX ¢ nauonarnyeckoit MH ¢ HC, ta6x. 11, pucynoxk 1.
Tabnuua 11

JleveHune npenapartamu, 60kupyroLmy PAAC

7.4.1. B cBI3U C BO3MOXHOCTbIO pa3BuTus npu nauonarmyeckoit MH cnoHTaHHbix pemuccuii (30-35% cnyyaeB) y nauun-
eHToB ¢ HC, y koTopbIx He HaGnaalTca ObicTpoe yxyalweHue ¢yHKLUM NoyYek u ocnoxHeHus HC, onpaepaHa nonbiTka
OTCPO4YUTb Ha4Yasio UMMYHOCYNPECCUBHOI Tepanum Kak MUHUMYM Ha 6 Mec ¢ Ha3HaYeHueM npenapaToe, GJIOKUPYIOLUX
PAAC (u-AMNd, BPA). HedponpoTekTnBHas Tepanusa 6e3 Ha3Ha4yeHUss MMMYHOCYNpPecCcaHToB Npu namonatnyeckon MH ¢ HC moxeTt
6bITb 60N1ee 6 Mec NPV YeTKOM TEHAEHLMN K CHUXXKEHMIO 1Y, cTabunbHON GyHKLMN NoYek, OTCYTCTBUN ocnoxHeHnin HC (HIM)

[Noka3aHns K UMMYHOCYNPEeCCUBHOM Tepanum

7.4.2. UHuymnanbHy UMMYHOCYNPECCUBHYIO TEeParnuio PeKOMeHAYIT TOJIbKO 60sbHbiM ¢ MH ¢ HC npu Hann4nm, kak Mu-
HUMYM, OAHOI0 U3 CNIeAYIOLLNX YCIIOBUNA:

7.4.2.a. akckpeuus 6esika npesbilIaeT 4 r/cyTy B3pocbix (6onee 2,5 r/n B cyTkn y aerteii), coxpaHseTcs Ha ypoBHe >50%
OT UCXO[HOIo U HE UMEET TeHAEHLUNUN K CHVDKEHUIO Ha POHEe aHTUrNNepTeH3UBHOW U aHTUTMIPOTEUHYPUYECKOI Teparnuu B
TeyeHue nepuoga HabmoaeHUs, Kak MUHUMyM, 6 mec (1B)

7.4.2.B. UMeIoTCH TsKesble, UHBAaJIuAN3UPYIOLLINE U XN3HEYrPOoXXaloLmue CUMITOMbI, cBsi3aHHble ¢ HC (1C)

7.4.2.c. KpeaTUHUH CbIBOPOTKM rnoBbilaeTcss Ha 30% unu 6onee B TeyeHne 6—12 Mec OT MOMEHTa NOCTaHOBKN ANarHo3a
(Ho pCK® He < 25-30 mn/muH/1,73 M?), N 3T U3MEHEeHUsI He MOTYT ObITb 0ObSICHEHbI APYrMMU OCJIOXHEeHUsiMuU (2C)
7.4.3. NMNo3gHee Ha4asio UMMYHOCYNPECCUBHOV Tepanuu, korga passunacs lMH, n

MMeIoTCsl BbIPa)KeHHbIe TYOY/IONHTEePCTULNANIbHbIE U3MEHEHUS B TKaHU NOYKU, ManoapgdekTusHo. Kpome Toro, y 60/1bHbIX
c MTH BbiLLIe PUCK OCJIOXXHEHUI UMMYHOCYrnpeccusHou tepanuu (HI)

7.4.4. UmmyHocynpeccuBHas Tepanusi He npuMmeHsieTcs y 60sbHbix ¢ MH:

CO CTabusIbHbIM KpeaTuHuHoMm > 3,5 mr/an (> 320 mxkmosb/n) (nnn pCK® < 30 ma/muu/1,73 M?) n yMeHbLLEHUEM pPa3Me-
poB rno4ek rno gaHHbiM Y3U (AnvHa novykm < 8 cM) Uaun y naymneHTOB C TSHKEeJIbIMU UJIN MOTEHLNAaIbHO XU3HEYrPOXXaloLumMu
uHpekymamm (HI)

UmmyHocynpeccrBHas Tepanusi 60s1bHbix ¢ MH ¢ HC

7.4.5. UHnumanbHasi UMMYHOCYrNpeccuBHasl Tepanus

7.4.5.1. Onsa nnnumanbHoii Tepanuu MH pekomeHayeTcs 6-MmecsiyHbIN KYypC C YepenoBaHUEeM LIMKJIOB KOPTUKOCTEPOUAOB
BHYTPb 1 B/B U aJIKUAIMPYIOLLNX npenaparos (unknogpocpamug (LUPA) unun xnopamoéyumn) (1B)

Mpwu neveHnn MH anknavpyloLwmMmmn LMTOCTaTMKaMm B CO4eTaHnm ¢ kopTukoctepomaammn 'y 60% 60MbHbIX yAaeTcs AOCTUYb MOSHOMN
pemuccum, 410 B 1,5-2 pasa npeBbILLaeT TaKOBYIO MPY IeHEHUN MHTMOUTOPaMN KanbLUVHENPUHA C KOPTUKOCTEPOUAAMN

7.4.5.2. Tak kak LA akBuBaneHTeH rno agp¢pekTMBHOCTU Xxs10pamOyLuly, HO UMeeT MeHbLLEe MOOOYHbIX Ppeakuui, To AN
MHULMaNBLHON Tepanuu npegno4YturensHee LIPA (2B)

7.4.5.3. o3y UDA n xnopambyumna MoagnduunpyioT B COOTBETCTBUM C BO3PacToM 60s1bHOro n pCKd (Hr)

Cxewma lNoHTnyennu:

Mecsu 1: B/B MeTun-npegHm3onoH (M) (1 r) exeaHeBHO Tpuxabl, 3aTeM BHYTPb MI1 (0,5 mMr/kr/cyT) B TeueHue 27 aHen

Mecsu, 2: LIPA BHYTpb (2,0 Mr/kr/cyT) unm xnopambyuun BHyTpb (0,15-0,2 mr/kr/cyT) 30 aHein *

Mecsy, 3: noBTopuTh MeEcsL, 1

Mecsu, 4: noBTOpUTL MecsiL, 2

Mecsuy, 5: nosTopuTb Mecs, 1

Mecsy, 6: noBTOpUTL MecsL, 2

* KOHTpOMpoBaTh KpeaTuHWH CbIBOPOTKU, asibOYMUH, TEVKOLMTbI Nepugdepmnyeckori KpoBu 1 3KCKpeLmio 6eska c Mo4ol kaxaslie 2
He[ B TeYeHue rnepBbix 2 Mec, 3aTeM eXeMeCsIHHO 40 6 mec. Eciv KonmyecTBo /1eikoUuMTOB B NepU@Eeprn4ecKor KDOBM CHUXAETCS
< 83,5x10%/n, oTmMmeHuTb LIDA nnn xnopambyLimi o BOCCTAHOBEHUS 1eikoumnToB > 4,0x10°%/n

7.4.5.4. besycneluHOCTb JiIe4eHUs KOHCTaTUPYIOT TOJILKO MPU OTCYTCTBUMN [AOCTVKEHUSI PeMUCCUN MUHUMYM rocsie 6 mec
yKa3aHHOU Teparnunun, ecJin He NMpPULLJIOChb ero NnpeKpaTuTb o NPUYNHe Pe3Koro CHUXeHUs PYHKLNN NoYyek nian passutnus
JKu3Heyrposxaiowmnx ocnoxHeHnii HC (1C).

7.4.5.5. Mpu 6bICTPOM CHUWXEHUU PYHKLNN NoYek (YyABOeHue KpeaTUHUHa CbIBOPOTKU B TedeHune 1-2 mec HabnogeHus)
npu oTcyrcTBuu MaccusHoi Y (>15 r/cyT) nokasaHa noBTopHasi 6GUOrcus oYKy AJisi yTOYHeHUs npuYnHbl HapactaHus (HIM)
7.4.5.6. AnnbTepHaTUBOM NPEefHN30JI0HY U ankUINPYOLWUM areHTaMm st UHMUMaabHou Tepanun MH aBnsioTCS MHMMGUTOPbI
KanbuuHeipyuHa (LUNKJ10CMNOPUH, TaKpOJINMYC)

LinknocnopuH (Lic), TOMMMO MMMYHOCYNPECCOPHOrO AENCTBUS Ha YPOBHE T- 1 B-kneTok, okasblBaeT HeNnoCpeaCcTBEHHOE BO3AEN-
cTBME Ha NogoumnTbl. OH 60KMPYET KanbLMHEPUH-0NOCPeaoBaHHOE AedocdOopmunMpoBaHme CUMHANTONOAMHA (3aLLmLLaeT ero ot
npoTeonnsa), ctabunnanpys Takum o6pPa3oM akTUHOBbLIV LLIUTOCKENET NoOAoLUMTa

7.4.5.6.a. LuknocnopuvH unm TakposimuMyc pekoMeHayeTCcs UCMoJib30BaTh AJI UHULManbHoMi Tepanum MH MmuHumym 6 mec
y GonbHbIX ¢ HC, oTBEeYaloLWumM KpUTepmusamM NpPoBeAeHus MHULMAJIbHOW Tepanun (CM. Bbille), KOTOPble UMEIOT MPOTUBO-
rnokasaHus K NpUMEeHEHUIO NPeAHU30JI0Ha/aNKUINPYIOLLUX NPpenaparoB (TXXeblii AuabeT, NCUXUYeckue pacCcTpPomCTBa,
0OCTEOonopo3, HapyLleHne PenpoayKTUBHON PYHKLUM) NN OTKa3bIBAIOTCSA OT UX LIUKJIM4ecKoro npuema (1C)
LnknocnopwuH: 3,5-5,0 Mr/kr/cyT BHYTpb B ABa NpMemMa B PaBHbIX [03aX C UHTEPBAIOM B 12 4, B KOMOMHALMK C MPELHMU30JIOHOM
0,15 Mr/kr/cyT B Te4eHune 6 mec.

Takponumyc: 0,05-0,075 mr/kr/cyT B ABa NpuemMa B PaBHbIX ,03axX C MHTEPBaNoM B 12 4 6e3 npeaHn3o0sioHa B TeveHne 6—12 mec.
7.4.5.6.b. Tepanuio gaHHbIMM NPenapaTamMn HaYMHaTb C HAUMEHbLLE PEKOMEHA,0BaHHOW A03bl U MOBbILLATb €€ NOCTENeH-
HO BO u36exaHue ocTpoii HeppoTokcn4HOCTU. Heo6GXx0a4NMMO perynsipHo MOHUTOPUPOBATb KOHLLEHTPaLMIO NpenapaToB B
KPOBU B Nepuo, MHULUAaJbHOW Tepanuun, a TakxKe Npu BbISBJIEHUU HE0ObSCHUMOT O NOBbILLEHUS KpeaTUHUHA KPoBU (>20%)
B nio6om nepuoae neveHus (Hl)

+ OcTpasi HepPOTOKCUYHOCTH PA3BUBAETCS B NepBble 3 MeC IeYeHs, TECHO CBsi3aHa C yBennyeHnem o3bl LIC. MposenseTca pas-
BUTMEM apTepuasnbHO rmnepTeH3nmn cHkeHrem CK® 1 yBenMyeHnem ypoBHS KpeaTHUHA CbIBOPOTKM KPOBU, B OCHOBE KOTOPbIX
nexar Bbl3BaHHble LIC cncteMHasi BAa30OKOHCTPUKLMS U CYXEHME NPUHOCSLLEN apTeEPMObI B Kiyboukax. [10aToMy He06Xx0aMM MO-
HUTOPVIHI apTEPUaNbHOro AaBNeHWs, YPOBHS KpeaTuHuHa 1 KoHLeHTpauum LIC B kpoBu. C uenbio NnpodunakTnkn rmnepTeH3NBHOMO
no6o4HOro aencTeus Lic n ero KOHCTPUKTUBHOIO BO34ENCTBUS Ha adpPePEeHTHYIO0 apTeEPUONyY KIyOOUYKOB MOTYT ObITb MICMOSIb30BaHbI
aHTaroHUCTbI KanbLms
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+ B nepBbli Mecsy, neyeHns ypoBeHb LIc B kpoBM KOHTpOAUPYIOT 1 pa3 B Heaento, noadupas [03y A0 ONTUMAabHOro 3Ha4eHus no
Hyneson Touke C B npeaenax 125-200 Hr/mn (C,<500 Hr/mi)

+ KOHTpOnb 3a ypOBHEM npenapara B KPOBMU (Co) BO 2-i MeC nieyeHuns ocyuwecTsnsitoT 1 pa3 B 2 Hepf, ¢ 3-ro no 6-1 mec — 1 pa3 B
mMecsu, nanee — 1 pa3 B 2 Mec

+ MNpu yBENNYEHUN KOHLEHTPaunM kpeaTuHuHa 6osee 4em Ha 30% OT MCXOLHOI 0 YPOBHS (faxe B pamkax HOPMasibHbIX €r0 3Ha4YeHWI)
TpebyeTCcs CHUXEHME ero A03bl — 00bI4HO Ha 1 Mr/kr/cyT. Ecnu go3sa Lic cHkeHa Ha 1 Mr/Kr/cyT, a ypoBeHb KpeaTUHMHA NpoaokaeT
npeBbiwaTb 30% oT 6a3anbHOro ypoBHs, Lic BpeMeHHO oTMeHsII0T. Koraa KpeaTUHUH CHU3UTCS 00 YPOBHS, He nNpeBbiwatoLero 15%
OT UCXOAHOro, MOXHO BO30OHOBUTL nprem LIC B 6onee HU3KMx [03ax

+ Ocoboii HGopMot OCTPOM LMKIOCNOPUHOBOM HEDPOTOKCUYHOCTM (OCOBEHHO B AETCKOW NpakTuke) ABNsSieTcs TpoMboTudeckas
MUIKpoaHruonatusi, 00ycnoBfieHHas NOBPEXAEHNEM SHAOTENNSA COCYA0B MUKPOLMPKYISATOPHOr 0 pycna (uwemus, aktueaums PAAC,
npsamMoe HedpoTokcmyeckoe aencteue LIC), arperaunein TpoOMOOLMTOB 1 akTUBaLLMEN NPOTPOMOOreHHbIX Nia3MeHHbIX GakTOpPOB.
Pa3BuTne TpomMO0THYECKON MUKPOaHTrnonatum TpedyeT oTMeHsbl LIC. CoyeTaHHoe npumeHeHne LIC ¢ KopTukocTepomaamMm CHUXaeT
PUCK PasBUTUSA 3TOMO OCNOXHEHUS, HO HE NPenynpexaaeT ero

+ XpoHu4eckasi He(pOTOKCMYHOCTb MOXET OTMEHaTbCH aXe B Cilydasx CTPororo cobnoaeHns no3nposku LIC, kak npasuno, npu oam-
TeNbHOM ero nNpMMeHeHnn. B pa3BnTnm aToro 0OCNOXHEHMS, TOMUMO COCYANCTbIX MPUYMH (CM. BbILLE), BAXXHYIO POJib UFPaAET akTMBauus
nPodUBPOreHHbIX 1 MPOBOCMANUTENbHbIX LMTOKMHOB. Mopdonornieckumm akBmBaneHTamm xpoHmyieckoi LIC-HedpoTokCMYHOCTN
ABNSAOTCHA TYOYNOUHTEPCTULMASBbHBIN GUOPO3, aTPODUS U MUKPOKanbUMPUKaLUS KaHANbLEB, TMaSIMHO3 CPeaVHHON 060104KM apTe-
pvon, runepTpodus IOKCTarnoMepynspHOro annapata kiyboukoB. B Taxkenbix cnyyasx pa3snBaeTca GpokasbHO-CerMeHTapHbIn Unn
rnob6asnbHbIN rMoMepynocknepos. B anarHoctmke xpoHuyeckoi LIC-HedpoTokcniHOCTM BonbLuoe 3HaYeHne nmeet Heppobuoncus,
KOTOPY!IO JlyyLLIEe BCEr0 BbINOJIHATL HA PErynsapHoi ocHoBe (1 pas B rof, uim pexe rno nokasaHusm). PerynsipHelii npyem 6,10kaTtopoB
PACC, ctatuHoB cnocobeH NpefoTBPaTUTb BblpaXKeHHbIE M3BMEHEHUS B MOYEYHOW NapeHx1mMme, 06yCnoBieHHbIe XpoHuyeckom LiC-
HE(DPOTOKCMHYHOCTbLIO

7.4.5.6.c. Y naumeHTOB, KOTOpPbIE€ HE A0CTUMIN NOJIHOW UK YaCTUYHOI peMuccum B TeyeHue 6 mec, npepgnaraeTcs oT-
MEHSITb UHFMOUTOPbI KanbuuHepuHa (2C)

7.4.5.6.d. NMpepnaraeTrcsa CHUXaTb 403y UHTMOUTOPOB KaNbLUHEpUHa c UHTepBanamu 4—8 Hepa, A0 50% OT HauaNbHO A03bI,
€ecJ/iu peMUCCUS COXPaHAETCS, HEeT NPU3HaKOB TOKCUYHOCTU, U MPOAOKATb TaKoe Jlie4eHne, Kak MuHumMym, 12 mec (2C)
7.4.5.7. Ana nHmumanbHOW Tepanuv npu nguonatmnyecko MH He pekomeHayeTCs MOHOTEpanus KopTukoctepounpamu(18)
Ans nunynansHovi repanun MH npeanaraetTcs He NPUMEHSITb:

7.4.5.8.a. npenapatbl MukodpeHonoBow kucnotbl (2C)

7.4.5.8.B. putykcumab (2D)

IMpun neyennn nononatnyeckor MH y geren npennaraercs:

7.4.5.9.a. Ucnonb3oBaTb pekoOMeHpauum no sieveHuto ans B3pocnbix (2C)

7.4.5.9.8B. He HasHa4yaTb 60Jsiee 04HOro Kypca LMKJINYEeCKOoi Tepanum KOPTUKOCTEPOUAaAMU U aIKUIIUPYIOLLUMUN areHTaMun
(2D)

7.4.5.9.c. C yyeToM GOnbLIEi BEPOSAITHOCTU CMOHTaHHbIX PEMUCCUIA U pUCKa HEOOPaTUMOIi FOHaA0TOKCUYHOCTU NP Npu-
MEHEHMUU aNKUIINPYIOLLUX areHToB JleyeHne MH y neteii npeaAnoYTUTEsNIbHO HAYMHATbh C UHFTMGUTOPOR KasnbLUHEAPUHA NoAa
KOHTPOJIeM KOHLUeHTpauum B Kpoeu. Lieneeoii ypoeeHb C, ans LIC 70—-100 Hr/mn, ans Takponmmyca — 5—10 Hr/mn. O6wyio
NPOAO/MKUTESNIbHOCTb Tepanuu XXenaTesibHO orpaHu4uTb 1—2 rogamm c nocrsieayioLeil NonbITKOW CHUXEHUS A03bl (HIM)
7.4.6. Tepanus pe3UCTeHTHbIX poOpM

7.4.6.1. Onsa neveHns nguonatmyeckoi MH, pesncTeHTHOM K Tepanun NpeaHn300HOM 1 ankuampylowmMm npenapaTamu, npea-
naraeTcst IPUMEHSTb UHIMBUTOPEI KanbLumHenpuHa (2C)

7.4.6.2. JleyeHune naumeHToB ¢ MH, pe3ncTeHTHOM K MHrmbuTopam KanbUUHEpuHa, npegnaraetcsa NpoBoAnTb C UCNONIb30BAHNEM
NpeaHU30JI0Ha/ ankunupytowmx npenapatos (2C)

7.4.6.3. Ons neveHns MH, pe3ncTeHTHON K Tepanumn NpeaHU30I0HOM 1 ankKUIMPYOLWMMKU NpenapaTamm, a Takke K MHrmMoutopam
KasnbLUMHEenpuHa, BO3MOXHO NpUMeEHeHMEe puTtykcrumaba, oaHako gokasartenbHasa 6a3a HyxzaaeTcs B ycunenun (HIM)

7.4.7. Tepanus peunausos HC

7.4.7.1. Nleyerune peunameoB HC y 60onbHbIX ¢ MH npepnaraetcs NpoBOAUTL MOBTOPHLIMY KypCcamu TEX Xe NnpenapaTos, KOTopble
paHee BbI3bIBaNV pemuccuto (2D)

7.4.7.2. B Tex cnyyasnx, Korga B Ka4eCTBe MHULMASIbHOM Tepanum UCMNoJib30BaNCh LIMKNIMYecKkme 6-MecsiyHble KypCbl KOPTUKOCTE-
POVAOB/ankUANPYIOLLMX NPenapaTos, NpeasiaraeTcs NOBTOPSTL 3Ty CXeMy A5 JlIedeHns peLnanBoB He 6osiee ogHoro pasa(2B)
7.4.8. MNpy NpOTUBONOKAa3aHNSAX K aKTUBHOW MMMYHOCYMNPECCUBHOM Tepanun unv ee HeaddeKTUBHOCTM Lieniecoobpa3Ho NPOBOAUTL
nedexue n-Ard nnm BPA, runonunuaeMmmnyecknumm npenapatamu (HI)

7.4.9. bonbHbIM ¢ MH ¢ HC npu CHUXEHMM CbIBOPOTOYHOrO anbbymuHa < 2,5 r/on n Hann4mum AononHUTENbHbIX GakTOPOB puUcka
TPOMO030B (MMMOBUNN3aLMst, 06€3BOXMBAHME, UHTEPKYPPEHTHbLIE MH(EKLN, XMPYPr1ieckmne BMeLlaTeNnbCTBa 1 ap.) npeaaraercs
npodunakTnyeckas aHTUKoarynsHTHas Tepanusi ¢ ucrnonb3oBaHnem BapdapuHa (2C)
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OueHka pucka nporpeccupoBaHus XbI1

v v v

Hopmanl-m:';”(;yztﬁﬁﬂ Hove CpeaHui puck Bbicokuii puck
MpoTenHypis <4 r/cyT : (HecMOTpS Ha MakcMmarnbHyo (HecMOTpsl Ha MakcMmarnbHyo
KOHCEpBaTMBHYO Tepanuio) KOHCEpBaTMBHYIO Tepanuio)
HopmanbHas dyHKuMsa noyek Yxyalwenve dyHKuMmn noyek bonee 2—-3 mec
MpoTenHypusa >4 — <8 r/cyT B Te4eHne 6 Mmec MpoTeunHypus >8 r/cyt
MHrmbutopel AlN® + BPA,
nogaepxvsanHve AL v X
Ha ypoBHe
<120/75 mm pT. CT. Lintoctatuku + creponabl nnm LutocTatvku + cTepounsl uim
I_IpO,D,OJ'I)KaTb HaGJ'”O,D,eHMe LIMKITOCNOPUH £ Marnble A03bl CTEPOMAOB LIMKIOCMOPWH + Manble [03bl CTEPOMA0B
B TeueHue 6 mec B TeueHue 6 Mec
q (Co 125-2500 Hr/mn) (Co 125—200 Hr/mr)
"""""""""""" OueHka Cl'leLlVl(in“lerKVlX OueHka cneungunyeckmx
""""""""""""""""""""""" H NpOTUBOMNOKa3aHnn NpPOTUBOMOKa3aHWM
YBenuyeHne npoTenHypum,

KOHCEPBATUBHYIO TEpanuio l
""""""""""""""""""""""" v

y
| Lintoctatuku + creponbl

'
'
[

HECMOTpPA Ha MakCuMarbHYHO H I
E
'

LinknocnopuH * ctepounasbl [Mpun 3HaUMTENBHOM HapyLUEHUN YHKLN.

(Co 125200 Hr/mn) LinknocnopuH + ctepounapl
UM LUUTOCTaTUKUN + HU3KMN
HeadhdekTnBHOCTL nn untocta 3kne
[03bl CTEpoMaoB
Tepanuu unu peumaus
MonHas pemuccus YacTtuuHas pemuccus HeT oTBeTa Ha Tepanuto
YMeHbLUeHVEe J03bI MpogomxaTe LMKIOCNOPUH B TeyeHne 3—6 mec
uyMKnocnopuHa B TeYeHVe MUHUMYM 1-2 net NPUMEHEHNs B HETOKCUYHOW A03€e
B TeyeHve 2—4 mec Mpu peunanee yBenuunTb 403y TpebytoTcs anbTepHaTUBHbIE
MpopomkaTs HabnogeHne 1 NPOJOIMKMTb LIMKNOCMOPUH BUObI NleYeHus

!

Mpw gocTmkeHnn agpdekTa, HO pasBUTUM
CepbesHbIX HeXenaTenbHbIX ABNEHUA  faaeaeeea- »| LinToctatukm + ctepounabl
rokasaHbl ansTepHaTVBHbIE BUAbI NIe4YEeHNS

A 4

PucyHok 1. Anroputm nevyeHus MembpaHo3Hoin HedponaTuu.

MporHos

B Lenom nporHos 6n1aronpuUsiTHbINA.

Y HeneyeHHbIx 60bHbIX C ManonaTuydeckon MH ¢ HC nporpeccupoBaHume ¢ pa3sutriem TepMmuHanbHol MNH vyepes 5 net Habniopaetcs
y 14% naumneHToB, yepe3d 10 net -y 30% , uepesd 15 net -y 40% . Y peteii passutue NH otmeyeHo B 17-25% cnyyaeB

dakTopamu HebnaronpuaTHOro NporHosa sensoTcs MY> 6onee 8 r/cyT, CHMXEHME NOYEYHON GYHKLIMM HA MOMEHT NOCTaHOBKM Aina-
rHO3a, MYXCKOV noJsi, Bo3pacT cTapLue 50 neT, BbIpaxXeHHOCTb TyOyNoMHTepCTULManbHOro Grubposa, OTCYTCTBUE OTBETA HA NleHeHne
(cMm. Bbilwe cTpaTudmKaLmio pucka)
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