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MeToamKka OLeHKN CUrbl PeKOMeHOaUUM U YPOBHS UX

npeancKas3atTesnibHOCTU, UCNONb30BaHHAA NP CoCTaBlIeHUN OAaHHbIX

KJIMHUYECKMUX peKkomeHaauumm *

Mo cune pekomeHOgauunn nogpas3geniaroTcA Ha Tpu KaTteropmm B y6bIBaI-OLIJ,eM nopsaake:

ypoBeHb 1 (3KCnepTbl PEKOMEHAYIOT); YPOBEHb 2 (3KCNepTbl NpeanaratoT);

«HeandepeHLmpoBaHHbIA YpoBeHb» (Tabn. 1). Cuna npeackasatensHOCTH

pekoMeHOauun nogpasgeneHa Ha 4 ypoBHs (Tabn. 2).

Tabnuua 1. OueHka cunbl pekomeHaaunn

YpoBeHb OueHka pekomeHgaumnm
Co CTOpOHbI Co CTOpOHbI HanbHenwee
nauymneHToB Bpa4a HanpaslieHne
Mcnonb3oBaHUA
YpoBeHb 1 «3kcnepTbl Mopaenstowee Mogasnsatowemy PekomeHgauunsa
peKoMeHAYIoT» BGONbLMHCTBO BGONbLIMHCTBY MOXET ObITb
nauneHToB, CBOUX NaUUEHTOB | MpUHATA B Ka4yecTBe
OKa3aBLUMXCA B Bpau byget cTaHpapTa
nogo6bHow cutyauum, pekomeHgoBaTb Jencrteusa
npeanoynu Gbl cneposatb MeAMLMHCKOro
cnegosatb UMEHHO 3TUM nepcoHana B
pekoMeHayeMbIM NyTeM | MyTem GonbLMHCTBE
n nuwb HebonbLlasa KNUHUYECKUX
YacTb U3 HUX OTBEPrnn cuTyaumm
Obl 3TOT NyTb
YpoBeHb 2 Bbonblasga Yactb [na pasHbix PekomeHgaumn,
«3KCrepThbl NonaraoT» nauneHToB, naumeHToB BEPOSATHO,
OKa3aBLUMXCS B cnepyet notpebytoT
nogo6bHow cutyauunm, nogbupartb obcyxaeHus ¢
BblCKa3anucb 6bl 3a TO, | pasnuyHble yyacTmeM BCex
yTobBI CNEegoBaTb BapuaHThbI 3aMHTEepeCOBaHHbIX
pekoMeHayeMbIM pekoMeHaauunn, CTOPOH 0 NPUHATUSA
nyTem, ogHaKo nogxopsiine nX B KayecTBe
3Ha4MTENbHas YacTb UMEHHO NM. KNUHUYECKOro
otBeprna 6ol aT0T NyTh | Kaxxgomy cTaHpapTa
naumneHTy
Heobxoauma
nomoub B Bolbope
N NpUHATUN
peLLeHusi, KoTopoe
oypet
COOTBETCTBOBATb
LEeHHOCTAM "
npeanoyYTeEHNSIM

JaHHOro nauneHTta

«HegundpdpepeHunpoBaHHbIN

YPOBEHb»
“Not Graded” NG

[aHHbI ypoBeHb NPUMEHSIETCS B TEX CIy4Yasix, Korga B OCHOBY
pekoMeHZauun yKknaablBaeTcs 3apaBblii CMbICT MCCMegoBaTens-
aKcrnepTa unu Torga, koraa obcyxaaemas TeMa He gonyckaeT
aeKBaTHOro NPMMEHEHUsI CUCTEMbI [OKa3aTeNbCTB, UCMOMb3yeMbiX

B KITMHNYECKOW NpaKkTUKe.




Tabnuua 2 NpeguKkTopHble YPOBHU peKOMeHaaL MM

YpoBeHb | XapakrtepucTtuka 3HayeHune/onncaHune
ypoBHA
npeacKkasaTenbHOCTU
A Bbicokumn OkcnepTbl abCOMTHO yBEPEHBbI B TOM, YTO MPU BbINOMHEHUN

[aHHOW pekoMeHdaumu, Habnogaembin 3 ekt noyTn
NOMHOCTbLIO COBMNAaAET C OXNaaeMbiM.

B ymepeHHbm OKcnepTbl 0XUAAKT, YTO NPW BbINONHEHUW AAHHON
pekoMmeHaauun, Habnogaembli apekT ckopee Bcero dyaet
BGnM30K K OXXMAaeMoMy, O HAKO He UCKMYaeTCcsl BO3MOXHOCTb
TOro, YTO OH ByAeT CyLWeCTBEHHO OTNNUYATLCS OT Hero.

C Hwusknn lMpenckasbiBaemblii 3PMEKT MOXKET CYLLLECTBEHHO OTNNYaTHCA
OT pearnbHoro.
O OyeHb HU3KUN lMpenckasaHune apdekTa KpanHe HEHaAEXHO U OYeHb YacTo

6yp,eT OTNIN4aTbCA OT peasibHOro.

[prMevaHme: * cocTasneHbl B COOTBETCTBUU C KITMHUYECKUMMU pEKOMEHAaLUAMMN
KDIGO.

Pasgen 1. OnpepgeneHue 60ne3HN MUHUMaNbHbIX U3MEeHeHUU. TepMUHonorus.

Mopdonoruyeckas guarHocTmka.

PekomeHpauunsa 1.1. bonesHb MMHUManbHbIX n3ameHeHu (BMW) — aTo HenponudepaTnsHas
rmomepynonaTtusi, He UMeloLLas Kakmx-nmbo MopoNnorMyeckmx KpuTepmeB Npu CBETOBOW MUKPOCKOMUMU,
obycrnoBneHHasi noBpexaeHnem (MMMYHHbIM UMW HEMMMYHHbIM) NOAOLMTOB (MO4OLMTONATHS), KOTOpOoe
ONarHOCTUPYETCH UCKMIOYMTENBHO NPU YNbTPACTPYKTYPHOM aHanuse B Buae AudysHoro cnusHus
HOXKOBbIX OTPOCTKOB noAountoB. [oBpexaeHre nogouuTa onpeaensieT oOpMUPOBaHME B KMMHMKE
3aboneBaHna HedpoTuyeckoro cuHgpoma (NG).

PekomeHngauunsa 1.2. [Npu ummyHomopdonornyeckom aHanuse ans bBMW xapaktepHo oTcyTcTBre
OTNOXEHMN UMMYHOrNo6ynMHOB NN ppakuun KOMNNemMeHTa B CTpykTypax HedpoHa. (1B)
PekomeHnpauunsa 1.3. Npu Hanuumm B rnomepynax HebonbLumnx otnoxeHun IgM, C3-cdpakuun
KOMMMemeHTa unu, B pegkux cny4vasx, |gA amarHos ytouHseTcs npu ynbTpacTpyKTYpHOM aHanumse.
OTcyTCTBME 3NEKTPOHHOMNMNOTHBIX AENO3MTOB NOATBEPXKAAET Hecneundurnyeckun xapakrep nogo6HbIX
OTNOXEHWIN, HE MMEIOLLMX B 9TOM Cny4yae AMarHOCTUYECKOoro 3HaveHus. (1B)

PekomeHpaumnsa 1.4.YnbTpacTpyKTyPHbIMU N3MEHEHUAMM, XapakTepHbiMy Ana BMW u BeisBngembiMun
npv TPAHCMUCCUOHHOW 3NEKTPOHHON MUKPOCKOMUW, crieayeT cumtatb AN y3Hoe CANAHNE HOXKOBbIX
OTPOCTKOB NOAOLMTOB U X MUKPOBUINE3HYIO TpaHCHOPMAaLMIO NPpyU OTCYTCTBUN APYrux
YNbTPACTPYKTYPHbIX NATONOMMYeCKMX U3MeHeHun B knyboukax. (1A)

PekomeHpauunsa 1.5. YnbTpacTpyKkTypHble n3aMmeHeHus npu BMU aensaioTca obpatmbiMmn n perpeccupyoT

npu passBuTuM pemmccumn HedppoTumdeckoro cuHapoma. (1B)

KoMmmeHTapui:
BMW oTHocaT K rpynne HenponudgepaTuUBHbIX rromepynonaTtum, TO €cCTb,

3aboneBaHun KJ'Iy60'-IKOB, O6yCJ'IOBJ'IeHHbIX nMMyHonatonorm4ecKkmMmm npoueccamum, HO




6e3 MopdOoNornyeckMx npU3HaKoB BOCMNaneHus, onpedensemMblX MO  HanMynio
rMNEepPKNeTOYHOCTUN Knybouka, koTopas MoxeT 6biTb 06ycrnoBneHa Kak nponudepaumen
COBCTBEHHbIX (PE3NOEHTHbIX) KMNEeToK Knybouka - MesaHrmanbHbIX, dHAOTENnanbHbIX
UM, B HEKOTOPbIX Criyvasix, napuetanbHblX 3nNUTenuanbHbIX, Tak U JIeMKOUUTapHON
WHUNbTpaumMen, npencTaBNeHHoOM HeuTpouiamn, MOHOUUTAMU  WUIK,  pexe,
numdcoumTamm.

NcTopuyecku, ansa onpegeneHns aton rpynnel 6onesHen B 1905 rogy Hemeukui
natonior Friedrich von Muller, npegnoxun TepMuyH «Hedpo3», MNPUMEHMB €ro K
naTosiorMm noyek, XapakTepusylLlencss OTCYyTCTBMEM MOPEONorndeckux npusHakoB
BOCMNaneHunsa, B OTNiMuMe OT «HedpuTa» — BOCMANUTENBbHOrO BapuaHTa 3aboneBaHuin
noyek. Bckope 3TOT, MCXOOHO MOPMONOrMYecKnin, TEPMUH CTan MCNonb30BaTbCs B
KNuHWKe ana obo3HayYeHns «reHepanu3oBaHHbIX OTEKOB C anbbyMuHypuen», npexae
HasbiBaeMblx «bonesHb bpanta», ogHako B 1929r Henry Christian npegnoxun
3aMeHUTb ero Ha UCMosb3yeMbl N HblIHE TEPMUH «HEPPOTUYECKUIN CUHOPOMY.

ansa ocoboro, HeBoCMNanMUTENbHOrO, BapuaHTa GonesHun bpanTa,
MaKpOCKOMMYECKM  XapakTepusylouwleroca  6onblMMKM  XEeNTbiIMA  NOYKaMn  C
TMCTONOrMYECKN OBHapY>XMBaAEMbIMU OTHOXEHUSIMU HEWUTPAribHOro >Xupa C OBOWHbLIM
ny4yenpenoMneHnem B KneTkax M3BUTbIX NPOKCUManbHbIX KaHanbLeB U UHTEPCTULNS, B
1913rogy F. Munk BBen TepMuH «nUNoOUAHbIA HedPO3», CBA3bIBAS BbiSBNSEeMble
OTIIOXEHMA NMUNNOO0B B KaHamnbLax U NUNnaypuo ¢ obLWMMM HapyLLEHUSIMU XXUPOBOTO
obmeHa. B 1914 rogy F.Volhard u T.Fahr B knaccudeckon moHorpadum o 6onesHu
BpanTa, TpakTysa BbisiBrisieMble npu Hedpo3e M3MEHEHUS KaK MEePBUYHYIO KUPOBYHO
AereHepaumio KaHanbueB, npunucann Hedposbl K AereHepaTvBHbIM OonesHsM C
nopaxxeHuem KaHarbLeB, B OT/IM4ME OT BOCMANUTENbHOIO U apTepUoCKepoTUYECKOro
nopaxxeHusi MOYeYHON NapeHXnMbI.

B cepeanHe 40-x rogoB XX ctonetusi E. Bell BepHyncs Kk Bonpocy o npupoae
«NUNoOVAHOro Hedposa» M onpefeneHHo BbiCKa3arncsa B OTHOLEHUM BTOPUYHOIO reHesa
NnoBpeXaeHst KaHanbLeB npyu 3Tom 3aboneBaHuu, B CBSA3M C YEM BBES «JIMNOUOHbLIV
Hedpo3» B rpynny XpOHWYecKux rrnomepyrioHedpputoB. B 1966 r. J.Hamburger n
COaBT., cuuMTas NUNOMaHbIN Hedpo3y», O6e3yCrnoBHO, rNomepynspHon 6onesHbro, C
LUenbio NOoAYEepKHYTb (PakT OTCYTCTBUSA TpyObIX MOPGONOrMYecknx WU3MEHEHUNn B
Knyboykax npu CBETOBOM MWKPOCKOMUM, npegnoXxun MUcnonb3oBaTb TEPMUH
«MUHUMarbHble n3ameHeHus». B 1987 rogy akag. B.B. CepoB npeanoxun MUCKOYUTb

«MUHUMarbHble W3MEHEHWUs» U3 TPynnbl [IOMepyrioHedpUTOB, W, Hapsay C



mMeMbpaHo3HOM HedponatTmen wn  oKanbHbIM  CErMeHTapHbIM  FNOMEpPYNAPHbIM
rMannuHO30M/CKIepo3oM, BKIKOUYUTbL WX B TPYNnNy MEepBUYHOrO HedpOTUYECKOro
cuHgpoma. M Bnnote Ao Hadvana 2000 rogoB v B OTeYEeCTBEHHOW U B 3apybexHou
Hay4yHoOM nuTepaType npeacrtasneHus o BbMW, eé& BapmaHTax © OTHOWEHUN K
XPOHMYECKUM rrioMepynoHedputam 6Obinv BeCcbMa NpPOTMBOpPeYMBLI. B HacTosulee
Bpems, cornacHo knaccudpukaumm BO3 (ICD 10), 6asupytowenca B OCHOBHOM Ha
natomoponornyeckon xapakrepuctmke onesHen, BMW oTHOCAT K rnomepynsapHbIM
6onesHam. bonee ToyHas Mopdonormyeckaa getanu3auus No3BOMsieT B HacToslee
Bpema npudncnnte BMW Kk nogouutonatnam, 10 ectb 6onesHam, obyCcnoBrneHHbIX
nepBUYHbLIM NOBPEXAEHNEM UMNN OUCPYHKLMEN NOAOLMUTOB.

TepmuHonorusa. B otedectBeHHOM nuTtepaTtype anga onucanHna bMW Hanbonee
4acTo MCMOMb30BaNUCb TEPMUHbI “NIMNONAHBLIN HEedPO3”, “NepPBUYHbIN/ MAMONATUYECKUIA
HedpOTUYECKMA CUHOPOM”, “TNOMepyrnoHedpUT € MUHUMAaNbHbLIMU U3MEHEHUAMU”,
‘He(ppoTUHECKUN  CUHOPOM C  MUHUMMArbHbIMA  U3MEHeHUsMKU®,  “HedoponaTus
MUHUMarbHbIX M3MeHeHu” u aOp. B neguartpuyeckon npakTtuke, npu OTCYTCTBUM
Mopdonornyeckn NOATBEPXKAEHHOro AnarHo3a, a uHorga u npu ero Hanu4mm, 4acTto B
kKayectBe cuHOHMMa BMW wncnonb3yetca TepMuMH  «CTEepOUMAYYBCTBUTENbHbIV
HedppoTmyeckun cnHagpom». MNogobHoe pasHoobpasve TEPMUHONOMMN NOPON NyTaeT u
AesopueHTupyeT Bpaden pasnuyHoro npodwunsa.  Mcxoga  u3  COBPEMEHHbIX
npeacTasneHnin, Hanbonee BepHbIM NpeacTaBnseTca TepMuH «bonesHb MUHUManbHbIX
n3MeHeHnn». Kpome TOro, TEPMUH «HEPPOTUYECKMMA CUHAPOM C MMHUMASbHbLIMA
N3MEHEHNAMN», SABMSIOWNACA NepeBodoM C aHrnmmnckoro «minimal change nephrotic
syndrome», MOXeT 6bITb, K NpUMepy, HEAOCTAaTOYHO NOHAT B ayaMTOPUN, HE CBA3AHHOW
C Hedponormen, W HEBEPHO WUCTOSMIKOBAH KaK «MWHUMASIbHO BbIPaXXEHHbIN
HedpoTuyeckun cuHgpom». [ocrnoBHbIM Xe nepeBogoM «minimal change nephrotic
syndrome» ABNSeTca «HePOTUYECKUN CUHOPOM MUHUMASTbHBLIX U3MEHEHUIN», HO 3TOT
TEPMUH SBNSAETCA BYfbrapHbIM aHIIMNCKUM COKpalleHnem apyroro, 6onee nosiHoro
TepMuHa - «nephritic syndrome in minimal change disease», T.e. «HedpoOTUYeCKUI
cvHAPOM Npy 60NE3HN MUHUMAMBbHBIX NU3MEHEHUINY.

Mopdonornyeckas pauarHoctuka. TunuyHom MOpPEPONOrM4eckom KapTUHOM
BEMW gBnsieTcs OTCYTCTBME KakUX-IMGO W3MEHEHWA CO CTOPOHbI FIIOMEpyNn Mpu
CBETOONTUYECKOM uccrnegoBaHun. B pegkux cnyyasx, vawle y geteun, BCTpedaeTcs
CKyOHasi Me3aHruarnbHas rmnepkrieTo4HOCTb B HECKOSTbKUX MNOMEPYNSAPHbBIX CerMeHTax.

Me3saHrnanbHasi rMnepkneTodHOCTb OBHapyXMBaeTcs U y B3pochnbix 6omnbHbix ¢ BMU,



OQHaKO KIUHMKO—MOpPMOnorndyeckoe 3HavyeHne [aHHOro (PeHoOMeHa Ha HacCTOALNK
MOMEHT OCTaeTCH Nnoka HeJOCTaTOYHO ACHbIM U U3yYeHHbIM. Hanuune cknepoTuyeckmx
N3MEHEHUN, NenKouuTapHOW  WHUNbTpPaLuMM, Hekpo3a wunu  nbbix  Opyrux
CYLLLECTBEHHbIX CTPYKTYPHbIX M3MEHeHu B Knyboudke wucknoyaetr gmarHo3 BMU. B
OTNM4Me OT rnoMepyr, B TyOYNOMHTEPCTULMM MOFYT BbISBNATLCA LUCTpOodMYeckue
N3MEHeHNa B BUAE WHTpaUMTOMIasMaTUYeCcKoro HakonneHus NpoTENHOB U NUNNOOB,
NPeMMyLEecTBEHHO B 3NUTENUM MNPOKCUManbHbIX KaHanbueB. CBeToonTU4ecKu
NnoAobHble KNeToYHble OMCNPOTEMHO3bl LOKYMEHTUPYIOTCA C MOMOLLbBIO CcneunanbHbiX
okpacok. Peakums c Ludpd-rnogHon kucnoton (PAS — peakumsa) u cepebpeHue no
[bkoHCcy wucnonb3yloTcd ONd  OMarHOCTUMKM  TMarnvMHOBO-KanenbHoOWn — Auctpodun.
JIvnnaHble BkMOYEeHUS OBHApPYXXMBaKOTCA B KreTkax npu nccrnegoBaHuM KPUOCTaTHbIX
cpe3oB kpacutenamu tuna Cyaad 3.4 nnn macnsaHbin KpacHbIn-O. MMeHHO n3bbITouHOe
HakonneHue B kneTkax 6enka n nunugos npu BMW nocnyxmno nosBogom Ansi BBEAEHUS
B 1913rogy F.Munk TepmuHa «nunongHbin Hedpo3d». Bmecte ¢ Tem, CTpyKTypa
nHtepctuuna npu BMW ob6blMHO Mano M3MeHeHa, XOTS B psge ClyyvyaeB MOXHO
HabnogaTb ovaroBble ANCLMPKYNSTOPHbIE pacCTPONCTBA.

O6HapyxeHne OONONHUTENBbHBLIX CTPYKTYPHbIX 3meHeHun npy BMW y Bapocnbix
TpebyeT npoBedeHus  OuddepeHunanbHOM — OMAarHoOCTUKM € Me3aHrnanbHo-
nponudgepaTnBHbiM rriomepynoHedputom, IgM- Hedponatnen, C1g-HedponaTuen,
nepeon cragmen membpaHo3HOM HedbponaTum BTOPUYHOrO reHesa um ap. [Ona aTtoro
TpebyeTca ncrnonb3oBaHve MMMYHOMOPAONOrn4ecKoro nccriegoBaHua C
COOTBETCTBYIOLLEA MaHernbl aHTUTeN W 3NeKTPOHHOM Mukpockonun. Criegyet
OTMETUTb, YTO Ha naToMopdonornyeckme U3MeHeHus xapakTepHole ana BMW moryt
HaknaablBaTbCA OOMOMHUTESbHbIE CTPYKTYPHbIE MPU3HaKW, CBA3aHHble, Hanpumep, C
Hanu4uMem apTepuonockneposa, caxapHoro pguabeta, wunM C  OCMAOXHEHUSIMU
neKapCTBEHHOW Tepanun, B 4acTHOCTW, HEeCTepouAHbIMU MPOTMBOBOCMANUTENbHLIMU
npenapatamu (HMBIT).

Mpn ummyHomopdonorndyeckom aHanuse ans BMW xapaktepHo otcyTtctBue
OTIIOXKEHMUIN UMMYHOTNOBYNMHOB UM hpakUMii KOMMNEMEHTA B CTPYKTypax HedpoHa.
Jinub B pepkmx cnydasx oOBHapyXkuBalT  Hecneuugpuyeckne  OTNOXEHUS
nmmyHornobynmHa (Ig)M n C3c dpakumm KomnnemeHTa B rnomepynax, 4To, npu
OTCYTCTBUM 3NEKTPOHHOMSTOTHbLIX AEeN03UTOB, He nNpoTnsopeyunT agmarHosy BMW. B page
cnyyaeB (ot 6 po 23,8% O6wuoncuni), B Me3aHrmm knyboykoB 6onbHbix ¢ BMU

obHapyxmBaloT oTnoxeHna geno3ntoB IgA. Cpeau HedponaTonoroB OTHOLUEHWE K



9TOM  Haxogke  HeoAHO3HayHoe. PasHble  aBTOpbl  pacuUeHMBaKT  Takylo
NMMYHOMOPJONOrNMYECKy0 KapTUHY, B OTNIMYME OT Hecrneunguiecknx otnoxeHun IgM,
KaK YacTHbI BapMaHT BMW, umetowimn nnm He nmetowmin HebnaronpusTHbIN NporHo3. B
TO Xe Bpems, D'Agati n Xin J.Zuo n gp. nuwyT o BO3MOXHOCTN coveTaHua BMU n IgA-
HedponaTuun, YTO Ha Hawl B3rnsj, y4YUTbiBas CyLLeCTBYHOLLUME pa3nnyus B naToreHese
ABYX MaToNorMyeckux npoueccoB, natoreHeTU4eCckn ManoBeposTHo. K Tomy xe, oTBeT
3TUX NAUMEHTOB Ha Tepanuio FMIOKOKOPTUKOMAAMUN C ObICTPbIM pPasBUTUEM PEMMUCCUN
HedpoTuyeckoro cuHgpoma TunudeH ana BMW, a He pana IgA-HedponaTuun. B
yutonnasme onuTenus npokcuManbHbIX KaHanbues npu BMW, BBuay BbiCOKOM
CENEKTUBHOCTU  MpOTEeMHypun,  OObIMHO  BbigBRsieTcs  anbbymumH, a  He
UMMYHOTrNoBYynnHbl, peako - C3c pakuma KomnnemeHTa.

YNbTpacTpyKTYPHbIMU N3MEHEHUSIMU, XapakTepHbiMU Ansg BMW 1 BeisBrsembimu
npu TPaAHCMUCCUOHHOMW 3IIEKTPOHHOM MUKPOCKOMUU, SABMSATCA OUy3Hoe cnusHue
HOXKOBbIX OTPOCTKOB MOAOLMTOB M UX MUKPOBUNNE3Has TpaHcdopMaums (nosisrneHune
Ha anuTenuanbHbIi MOBEPXHOCTM MHOFOYMCIIEHHBIX BOPCUHYaTbIX 0Gpa3oBaHUN,
HanpaBeHHbIX B MOYEBOE NPOCTPAHCTBO), MPU OTCYTCTBUMN APYIUX YNbTPACTPYKTYPHbIX
naTonornyecknx M3MeHeHmnm B krnybouykax. PaHee 3T M3MEHEHWs pacueHuBanu Kak
BTOPUYHbIE MO OTHOLIEHWIO K BbICOKOWM MPOTEMHYpUM WU, criegoBaTesibHo,
HecrneunuyHble. B HacToswee BpeMsa YCTaHOBMEHO, YTO CIUSIHUE HOXKOBbIX
OTPOCTKOB MOJOLMTOB SABNSAETCH pe3ynbTaTtoM NepBUYHOM OECTPYKUMU UX aKTUHOBOIO
uuTockeneta w/vnuM  NpOTEMHOB  WeneBuaHon guadparmbl, nNpuBoAsAllen K
NpPOTENHYPUN, @ HE HA0OOopPOT.

BblgensioT v gpyrme ynbTpacTpykTypHble npu3Hakn BMW, Takue, kak HabyxaHue
nogouMTOB 3a CYeT YyBeSIMYEeHUS Yucra opraHesnn, BHYTpULMTOMasMaTUYeCKux
ny3blpbkOB W Bakyorienm, B TOM 4YUCre W pe3opObuMOHHOM npupodbl, a Takke
CerMeHTapHOe pacluMpeHne Me3aHrnaribHOro MaTpukca M HakonfneHue B SnUTenuu
NPOKCUMasbHbIX KaHarnbLEeB 3fIEKTPOHHOMMOTHBIX U CBETIbIX BaKyonen, B TOM 4ucne
nunuaHon npupodel. OTcnonka v cnywmeaHMe nogounToB OT NOBEPXHOCTU BasanbHON
mMeMbpaHbl U yMeHbLleHne mx obuwero ynucna npun BMW 6biBaeT peako, B OTnuyume,
Hanpumep, OT Apyroro BapuaHta nogouutonatum — OCIC, xapakTtepusytoLlerocs
BGonee TXenbiM CTPYKTYPHbIM MOBPEXAEHWEM MOAOUUTOB C OrofieHnamMun GasanbHou
mMeMbpaHbl. Kpome Toro, BbISIBMEHbI U Apyrue yrbTpacTpyKTypHble pasnuyusa npu bBMU
n ®CrC. B 4vactHocTH, OBHapy>XeHO, YTO TOMLWMHA HOXKOBbIX OTPOCTKOB MpU MX

CNUSIHAKW, He KOppenupyetT C BENUYMHOM NPOTEUHYPUKU, a OnpeaensieTcss TUMNOM



rmomepynonaTtun, W, 3HaAYUT, XapakTepoM mnoBpexaeHus nogouutoB. Pasnununsa B
TOMLWNHE MECT CITUSIHUS HOXKOBBLIX OTPOCTKOB nogoumtoB npu BMW u nepsuyHOn 1
BTOpUYHbIX popmax PCI'C ncnonb3yroTca B AnddepeHumansHon guarHoctuke. BaxHo
OTMETUTb, YTO BMW MoXeT ObITb HEnpaBunbHO AnarHocTupoBaHa y naumeHtos ¢ PCIC
npu HegocTaToYHOM obbeme Hedpobuonarta, B CBA3N C (POKarbHBbIM PacnoNIOXXEHNEM
30H CErMeHTapHOro ckrneposa, unm Ha paHHux ctagusax OCIC, korga cermMeHTapHbIN
CKIepO3 MOXET PerMcTpmpoBaTbCs TONbKO B IOKCTArnomMepynapHbix Knybo4kax.

Takum o6pasom, noctaHoBKka guarHo3da BMW cywectBeHHbIM 0b6pa3om 3aBUCUT
OT aHanusa ©6uoncumHOro Mmartepuana nocpeacTtBOM MMMYHOMOPKOMOrnMYeckoro u
YyNbTPaCcTPYKTYypPHOro MEeTOOB. Cnegyetr  OTMETUTD, 4yTO  OnuUCblBaeMble
YyNbTPacTPYKTypHble M3MeHeHus npy BMW gaBnsioTca obpaTtumbiMn 1 perpeccupyroT
npu pasBuUTUM peMnccun HedoPOTUYECKOro CUHAPOMA.
Paspgen 2. KnuHuko-natoreHeTnyeckas xapakrepuctuka bBMU. OcrnoxHeHus.

PekomeHpauua 2.1. CnegyeT pasnuyatb uamonatuydeckyto (nepsuyHyto) dopmy BMW, koTtopas

oTMevaeTcsas B OOMbLUIMHCTBE CnyyaeB, M BTOpUYHYO opmy BMW, BosHukatowyo Ha ¢oHe
YCTaHOBMEHHbIX NPUYKH. (Tabn.3) (1B)

Tabnuua 3. CocTosiHMs, accoummpoBaHHble ¢ bonesHblo MMHUManbHbIX N3MEHEHWIA

Onyxonu MHdekumnn JlekapcTBeHHbIE U Atonunga Opyrue 6onesHn
TOKCMYECKNEe
BO30EeNCTBUA
Ilnmcbonponndpe | BupycHble HIMBIM, cenektusHble | lMNbinbua Peakuus
paTuUBHbIE (MHGEKLUNOHHBIN nHrnéntopsl COX-2, | pacteHun, "TpaHcnnaHTaHT
3aboneBaHus MOHOHYKIEeO03, aHTUBUOTUKM MOJTIOYHbIE NpoOTMB X03AnHA" Npu
(XopkuHckas n BWY, BupycHbIn (pnbamnuumH, NPoOaYKTHI, TpaHcnnaHTauum
HEXOKMHCKas renatut C) aMnuumnnuH/ OOMALLHASA Nbifb, | remMaTono3TUYeCcKux
nnumcomsl), GakTepuanbHble NEeHULMNNNH, YKyCbl Myen, CTBOJIOBbIX KIMETOK;
MakpornobynuHe | (cudunuc, uedanocnopuH), Mefy3; KoLlaybs CUCTEMHble
Mus Ty6epkynes), ramma uHTepdepoH, | WepcTb. ayTOMMMYHHbIE
BanbacTtpema, MWKOMNa3mMos, 30/10TO, NUTUN, 3aboneBaHuna (CKB,
ConugHele apnNuxmo3 pTyTb, B TOM 4ncne peBMaTOUAHbIN
onyxonu: napasvTapHble pTyTb-CcOAepXaLiune apTpuT),
kapumHoMbl XKKT, | (3XMHOKOKKO3, KocMmeTun4yeckue repnTMgOpPMHbIN
noaxenyao4yHom LumMcTocommas, Kpemsl; D- aepmaTuTt, TUPeouauT,
Xeneabl, CTPOHTUNONA03). NEHNUMINaMmnH, AHTUGOCHONUNUAHBIN
npocTtaThl, MN3oHnasug, CWUHAPOM, caxapHbIn
JIEerkoro, noyku, ondocdoHaThl, avabet tvn 1,
MOJIOYHOM cyrnbdacanasuHsbil, nepBUYHbIN
xenesbl, TUMOMa, NPOTMBOCYAOPOXHbIE GunuapHbIn LMppo3 ,
Me3oTenmoma (TpmeTaamnoH, capkongos, 6onesHb
AnYKa, capkoma. napameTagmoH) , penBca, MnacTeHus
aTaHepcenT, rpaBuc, CUHAPOM
TWOMNPOHUH. MmneHa — bappe.

PekomeHaauumsa 2.2. [NaToreHeTUYECKYO pOSib B pa3BUTUN NEPBUYHON

(vanonatunyeckon) popmbl BMU nrpaet kak gucdyHKLuma T-KNeTo4YHOro 3BeHa




UMMYHUTETA, TaK N TeHEeTUYECKN eTEePMUHUPOBAHHbIE U3MEHEHUS NPOTEMHOB
LeneBnaHou anadparmbl U uuTOCKENeTa nogoumTos. (Tabn. 2) (1B)
PekomeHaauums 2.3. KnuHnyeckasa kaptuHa BMW xapaktepusyeTtcsa 6bICTpbIM
(BHe3anHbIM) pa3BuTHeM HedpoTUyeckoro cuHapoma B aebrote sabonesaHusd. (1A)
PekomeHaauusa 2.4. [1ns ectectBeHHOro TedeHnss BMU (6e3 npumeHeHus
rNIOKOKOPTMKONOO0B) HE XapakTePHO pas3BUTME PaHHEN CMOHTAHHOW PEMNCCUA
HedppoTmyeckoro cuHgpoma. (2C)

PekomeHnpgauumsa 2.5. [Ing BMW xapakTepHbl BbICOKOCENEKTUBHAA NPOTENHYPUS U
OTCYTCTBME U3MEHEHWI MOYEBOro ocajka v apTepuarnbHon runepteHsunn. (2C)
PekomeHaauums 2.6. Hanbonee cepbesHbiMn ocrioxxHeHnamm BMU asnstoTca
CMOHTaHHbIE BEHO3HbIE 1 apTepuarbHble TPOM6O03bl 1 aIMOONMK, pasBuTue
BbIpaXX€HHOW r'MMNoBOfIEMUM C OPTOCTATUYECKOWN MTMNOTEH3NEN U TMMOBONEMUYECKUM
LLIOKOM C UCXOAO0M B OCTPOE NoBpexaeHue noyek, Hanbonee 4acTo BO3HMKatoLLee Y
N1 NOXMNoro Bo3pacta,. (2C)

KoMmmeHTapui:

OTcyTCTBME  MMMYHHbIX  OEno3nTOB  (OTNOXEHWA  UMMYHOMNOGYNNMHOB U
KomnnemeHta) B knyboykax npu  naToMopdosIorM4ecKkoM  uccrnegoBaHum
CcBMAETENbCTBYET O HEMMMYHHOKOMIMITIEKCHOM MexaHu3me nospexaeHuns npu MW, yto,
Hapsay C OTCyTCTBMEM MponudepaTMBHbIX U3MEHEHUN B KIybouke, B NpexHue roapl
Nno3BONANO cynTatbh 3TO 3aboneBaHNWe HEUMMYHHbIM. TeM He MeHee, psg AaHHbIX
CBMAETENbCTBYIOT O BOBIEYEHHOCTM UMMYHHOW cucTeMbl B natoreHe3s BMW, npunyem, B
nepByrd oyepedb - KMeTOYHOro uMMMyHuTeta. K STUM [daHHbIM OTHOCATCA CBS3b
obocTpeHun BMWU c aronuen, MHdEeKUNaAMHN " UMMYHU3aUMnEN, c
numdconponndepaTtMBHbIMM 1 ayTOUMMYHHbIMW  3a60NeBaHUsMU, MONOXUTENbHbIN
OTBET Ha UMMYHHOCYINPECCUBHYIO Tepanuio, Npu3Haky aktusaumm T-KNeToYHOro 3seHa
nMMyHuTeTa npu oboctpernn M.

B 1974 rogy R.J. Shalhoub npegnonoxwn cyliecTtBoBaHWe UMPKYNUpylOLEero B
KpOBM «akTopa MNpOHMLLAEMOCTMY», NpoayuMpyemoro T-KneTkamy M Bbl3blBatoLLErO
ANCCYHKLUNIO NOOOLUMTOB U pa3BuTne NPOTEUHYPUN, 8, BO3MOXHO, BO3AENCTBYIOLLETO U
Ha rnoMepynspHyo 6asanbHyio mMemMbpaHy WM akTUBMPOBAHHbIE Me3aHrmarbHble
kneTtkn. B ocHoBy cBoux npegnonoxeHun R.J. Shalhoub nonoxwun cnegyrowme cakthbl.
Bo-nepBbix, OTCyTCTBME MpU NUMNOMOHOM Hedpo3e B KPOBM aHTUTEN; BO-BTOPbIX,

criyyan ero pemuccuM npu  KOpeBOW WHMEKUUW; B-TPETbMX, 4YacToe CcoveTaHue



10

nunongHoro Hedposa ¢ NMMEPOMON XOMAXKKUHA U, HakoHeLl, 3dEKTUBHOCTb Mpu 3TOM
3abonesaHuu rnokokopTukonaos ([K).

Ha ponb obcyxgaemoro «akrtopa NpoHMLAeMOCTUy», 3a A0Nrne roabl U3yyeHus
BOMpoca, NpeTeHaoBany pasHble LUMTOKMHBLI U NpoTeasbl, CPean KOTOPbIX: COCYAUCTbLIN
aHAoTenuanbHbIn daktop pocta (VEGF), Bnusowmnin Ha cMCTEMHYI0 KanunnsapHyto u, B
TOM 4ucrie, rMOMepPynsApHY0 NMPOHULAEMOCTb, FEMOMNEKCUH — NpoTeasa, Bbi3biBaloLas
HepVH-3aBNCUMYIO  [e30praHu3auuio  akTMHOBOroO  LMTOCKerneTa  nogouuToB,
yMeHbllaWwaa SHAoTenuanbHbIM  NUKOKaNMKC W yBenuyueawwas anddyauto
anbbymuHa 4epes rnomepynspHyto 6asansHyto membpany (FBM), nHtepnevikun (M1)-
13, asnsawowmunca ctumynatopom IgE nmmyHHoro otBeta, u MHorue apyrve. Tem He
MeHee, MeXaHW3Mbl akTuBauuu KIeTOYHOro MMMYHUTETa, a TaKke cam «JdakTop
NMPOHMLIAEMOCTU» U MEeXaHW3Mbl MOBPEXOEHUS MNOAOLUTOB MO-MPEXHEMY OCTalTCH
HEeYTOYHEHHbIMU.

MNMepBuyHOe noBpexaeHne nogoumtoB npu BMW 6bINO0 NpoAeMOHCTPUPOBAHO
npu ynbTPacTPYKTYPHOM WUCCNesoBaHUU WU MNPOSABNAETCHA CIIUSHUEM WX HOXKOBbIX
OTPOCTKOB. MopouunTsl, Kak N3BECTHO, ABMAOTCA TepMUHaIbHO
AnddepeHUMpOoBaHHBIMU BbICOKOCMELMANU3MPOBAHHLIMWU 3NUTENManbHbIMU KIieTkaMu,
BbICTUMNAIOWMMN  HapyXXHyt0  noBepxHocTb [BM, o6palweHHyito B  MOYeBoOe
npoctpaHcTBo. OHW UrpaloT BaXHY pofb B  YHKUMOHUPOBaHMM krybouka -
ctabvnusnpyotr BM, NpoTMBOAENCTBYSA BbICOKOMY (UNbTPALMOHHOMY [OABMEHUIO;
obecneunmBaloT CeneKkTMBHOCTb (UMbTpauMoHHOrO Gapbepa 3a cyeT LeneBuaHOM
anadpparmbl, perynupys unbTpaumio MOMEKyn Mo 3apsay uM pasmepy; Gnarogaps
CBOVIM KOHTPAKTUNbHBLIM CTPYKTypaM, HOXKOBble OTPOCTKM MNOLOLMTOB BOBIEYEHbI
TaKkke B perynaumio ckopoctu knyboudkoBon dunbTpaumn. B HacToswee Bpems
YCTaHOBMNEHO, YTO (PEHOMEH CIIMSHUS HOXKOBbIX OTPOCTKOB MogouuToB 06ycrioBneH
HapyLeHNs MM UX akTUHOBOIO LiMTOCcKeneTa n npeacrasnseT cobon Hecneumpnieckyto

peakuuio anuTenuanbHOW KNeTkn Ha eCcTBUe naToreHHoro gpakropa.
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Tabnuua 4 MNogounTapHble NPOTENHBI N KOAUPYIOLWNE NX FEeHbl NPU HEPPOTUYECKOM

CUHOpOME
Jlokanusauus MpoteunH/ leH
LLeneBnaHasa anadparma HedpuH /INPHS 1

MopouuH / NPHS2
PLCE1'/PLCE1 (NPHS3)
TRPC-6%/TRPC6
NEPH1% NEPH1(KIRREL)
CD2AP?/ CD2AP

LinTosonb

PerynsatopHble 6enku Z0-1°170-1
TetpacnanuH /CD151

Bernku untockeneta a- akTvHuH — 4 | ACTN4
MMHC-A%/MYH9
Arhgap24’/ARHGAP24
Myo1E® /MYO1E

TpaHCKPMNUNOHHbIE (haKkTopbI WT -1°/ WT-1

LMX1B'/ LMX1B
SMARCAL1" /SMARCAL1
INF2'% /INF2

"PLCE1 —cpocchanunasa C ancumnoH 1

*TRPC-6 - MoTeHuMan- 3aBUCUMbIii BPEMEHHbLIN peLenTop KaTMOHOB 6

*NEPH1 - HedpunHonogoOHbIn 6enok 1

‘CD2AP - CD2-accounnpoBaHHbIA NPOTENH

°Z0 -1 (zonula occludens 1)- 6enok NNOTHbIX KOHTaKTOB

S NMMHC-IIA - Tspkenas uens lIA HeMbILLEYHOrO MMO3MHA

7Arhgap24 —NpoTeuH 24, aktusupytowmmn po-I' Tdasy

®Myo1E - MuosuH IE

SWT -1 - Genok onyxonu Bunsmca 1

'L MX1B - LIM romeo6okc daktop TpaHckpunumn 16eta (LIM homeobox transcription factor 1, beta)
""SMARCAL1 - hHARP - SWI/SNF2 -nogo0HbIN, aCCOLUMNPOBAHHBIA C MAaTPUKCOM; aKTUH- 3aBUCUMbIN
perynaTop xpomaTuHa, 6enok 1 nogcemencraa anbda

2INF2 - VHBepTMpoOBaHbI GOPMUH 2.

WccneposaHuss  criydaeB  CeMEWHOro  HepoTuUdeckoro  cuHgpoma U
HeppoTMyeckoro cuHagpoma Yy  OnmM3HeUOB  MO3BONUMM  MAEHTUOMUMPOBATL
nogouunTapHble 6enku, y4acTeyowme B GOpMMPOBaHUN LLENEBOWN Anadparmbl, a Takke
perynatopHbole Genku akTMHOBOro UMTOCKeNneTa NoAoLMTOB, reHeTUu4eckne myTtaumm
KOTOPbIX MPMBOOAT K pasBuUTUIO BpoxaeHHoro u npuobpeteHHoro HC. Cpeam aTumx
GenkoB - HedpuH, nogouuH, CD2AP, Neph1, TRPC6 wn gp. (Tabnuua 4). MNpwu
reHeTudyeckom aHanuse y pgetem ¢ BMW, a Takke y naumeHToB C CeMenHbIM
peunansmpytowmm HC ¢ ructonormyeckon kaptnHon MU BbisiBrneHbl heHoTUNn4eckue
BapuaHTbl HedbpuHa, KOTOpble, BEPOATHO, MPUBOASAT K «HECTAOUNBHOCTUY LLENEBUAHOM
anadpparMbl U €€  yA3BUMOCTM  ANA  UMMYHOMOIMYEeCKMX  CTUMYNOB  C
npeapacnosioXXeHHOCTbLHIo K passututo HC.

Kpome Toro, npu oboctpeHnn BMW, B otnnume ot ®CIC, 3apernctpmpoBaHo
YMEHbLUEHNEe aKcnpeccun B nogoumtax 6enkos, y4vacTByKOLWMX B (HPOPMUPOBAHUU

cuenneHuss nogouutoB C nognexawen [BM, - a- u B-guctpornuvkaHos, C
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HOopManuaaumen ux KonmyecTsa npu passuTUN PEMUCCUN B Criydae yCreLwHon Tepanum
KOopTUKOCTEpOMAaMU. YMEHbLUEHME 3KCMPEecCun 3HaYUMbIX MPOTEMHOB MNOAOLMUTOB -
HedpuHa, NoAouUnHaA, OUCTPOrfMKaHa BbISABISIOT U B 3KCNEepUMEHTalbHbIX MOOensix
BEMW.

[laHHble psga aKcnepuMEeHTarnbHbIX WUCCeAO0OBaHUW MPUMNUCHLIBAKOT KIHOYEBYHO
poSib B pPa3BUTUM CESIEKTUBHOW NPOTEUMHYPUU HEPPOTUYECKOrO YPOBHSA C TUMUYHBIMU
YNbTPACTPYKTYPHLIMU N CBETOOMTUYECKUMUN U3MEHEHUAMMU, XapakTepHbiMn ans BMWU,
n3bbiTovyHon npoaykumm nogountamm ANGPTL4 - 6enka, yyacTBytoLLEero B perynsaumm
romeocrasa [foKo3bl, MeTabonuama nuMnNUOoOB W NPEenaTCTBYIOLWEro anonTosy
aHOoTenunarnbHbIX KneTtok. [lodBneHne npoTenHypun CBA3bIBAKOT, MOMUMO APYrux
BO3MOXHbIX MexaHu3MoB, ¢ geduuntom B ANGPTL4 ocTaTkoB cnarnoBbiX KACIIOT.

B akcnepumeHTanbHbIX MCCnefoBaHUAX OOHapyXeHo Takke, 4to npu BMU
noaounTbl HE TOMbKO SBMSKTCA OOBEKTOM MNOBPEXOEHUHA, HO MOryT M npuobpeTaTb
npoBoOCnanuUTenbHbIN OEHOTUN N JKCMpeccupoBaTb TpaHCMembpaHHbI BGenok CD8O,
TaKKe M3BECTHbIN Kak B7.1, aBnawowmmnca Ko-CTUMYNupyowen MOMeKynon T-KreTok.
MoBbiweHHaa akcripeccus CD80 nogouutamm accouuupyetTcs € NPOTEUHYPUEN.
Bo3aMOXHO, 4TO HeadPeKTMBHbLIN KOHTporb 3kcnpeccun CD80 Ha nopouuTax noA
BO34eNCTBMEM NNBO LIMPKYNNPYIOLNX LUTOKMHOB, NMMB0 MMKPOOHBLIX NpoayKToB, NMbo
annepreHoB, nNpu Hanuuum QYHKUMOHANBbHOM HeAOCTaTOMHOCTU T-perynaTopHbIX
KneTok, BbigBnsgemon npyn bBMW, moxeT OblTb 0OHUM 13 NaTOreHeTU4YECKUX MEXaHN3MOB
passuta BMW. B 6GonblwuHCTBE crnydyaeB wauonatnyeckon dopmbl, BMW, no-
BUOMMOMY, He uMeeT eaWHOW 3TUOSMOTMM W BO3HUKaeT npu B3auMoLenCTBUM
reHeTU4YeCKUX U UMMYHOJSTOrMYeCcKUX OakTopoB, NpUYeM BEPOATHbLIN AedeKT NnogoumToB
N wenesMaHon Auadparmbl Bbl3blBaeT MpeapacrnonioXeHHOCTb K noBpexaatolemMy

AEeVCTBUIO MMMYHOMOrnyecknx ctumynos (Puc.1).
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MNospexkpatone
CTUMYbI
(nHdpekuma, anneprus,
TOKCMHbI 1 Np.)
CncteMHble paKkTopbI fnomepynapHble
(HapyweHune daKTopbl
perynauuu T/B > (NnpeapacnonokeHHOCTb
KNEeTOYHOro K peannsauum gemncrama
MMMYHUTETA) BHELUHEero cTtumyna)
z JedeKT reHos
Lmprynupyrowmi
6enKkoB nogounTtos/
dakrop (?), N36bIToYHas

LenesmaHom

npoayumpyembiii T-kn

\ Amad)parMbl nogounTamum
/ napa/ayToKpUHHbIX

dakTOpOB

3Kcnpeccuna

nOBpF.‘)KLI,EHMe UUTOCKeNneTa noaoumnTos

v
CnmnaHne HOXKKOBbIX OTPOCTKOB

v

MpoTtenHypua

PucyHok 1. Cxema BO3MOXHbIX NaTOreHeTU4eCKUX MexaHn3moB pa3sutna bMU
BaxHbiMm B knuHuYeckon  guarHoctuke BMW  aBnsieTtcs noHumaHwue

CYLLECTBOBAHUSA He TOMbKO MNEPBUMYHON, HO BTOPUYHBIX opm 3abonesaHus.
BonbwuHcTBO cnyyaeB BMW  aBngaioTcs  mguonatudeckumu, opHako 'y 10-20%
naumeHToB 3aboneBaHne BO3HWKAeT Ha (hOHe YCTaHOBMEHHbIX npuyunH (Tabnuua 3).
Mpn BO3HUKHOBEHUM BMW Ha oHe BUPYCHbIX WHQEKUMA wunv npu  npueme
neKkapCTBEHHbIX NpenapaToB AfIMMUHALMS NPOBOLMPYIOLLIErO areHTa MOXeT NPUBECTU K
CaMOCTOATENbLHOMY perpeccy HedpoTudyeckoro cuHgpoma. PasButne pemuccum
ONUCAHO Takke npu yadaneHuuM CONUAHbIX 3r0KavyeCTBEHHbIX onyxonen. Cpeau
nekapcts, camou Yyacton npudmnHon sTopudHon BMW aensatotcs HIMBI.

[aHHbIX 0 Kaknx-TO MpUHUUNUANbHbLIX MaTOMOPAONIOrMYECKNX OTIIMYUTENBbHbIX
npusHakax BTOpMYHbIX dopMm BMW no cpaBHeHuio ¢ nepsuyHon cbopmon GonesHn He
nmeetcs. [loMMMO nepeyncrieHHbIX Bbille BTOPUYHLIX BapUaHTOB, OMUCLIBAKOT
passutne BbMW Takke npu page Opyrux rnNOMEpyrsipHbIX W HErmoMepynsapHbIX
6onesHen. MNpudem, korga peyb naeT O BO3HUKHOBeHMM BMW npu yxe umetoLlenica
ayToMMMyHHOM nartonoruun, Hanpumep BMW npu aktuBHoctn CKB, BeposaTHO, nmeeTcs
He MpOCTO coyeTaHue AByx 6onesHen. NoasneHne BMW B aTmux crnyyasx, 04eBUAHO,
ABISETCA CrNeACTBUMEM YXe UMerwenca OUCPYHKUMM T-KNeTo4YHOro MMMyHUTETa WU,
3Ha4uT, NpeactaBnsaeT cobon BTopuyHyto hopmy BEMIA.

KnuHuyeckan kapTuHa u ocnoxHeHusa bBMU.
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[ebioT BMU xapaktepusyetcs ObICTpbiM pa3BUTUEM KapTuHbI pa3sepHyToro HC,
nposiBnsoweroca npotenHypuen 6onee 3,5 r/cytku, runoansbymmHemunen, nogyac
HenponopLMOHanbHOW CTeNeHN NPOTEUHYPUN, BbIPAXXEHHOW rmnepxonecTtepuHemMment, a
TaKke MacCUBHbIMW reHepanu3oBaHHbIMKU oTekamu. [loyTn BHe3arnHoe passutue HC
otnuyaetr BMW ot apyrux npmyunH HC, B 4acTHOCTK, OT MeMbpaHo3HOM HedponaTum,
npu KoTopoun pasBepHyTas kapTuHa HC cdopmupyeTcs nocteneHHo. TunuyHom YepTton
BEMW Takke gaBnsieTcs oTBeT Ha Tepanuio rntokokoptukongamum (MK) ¢ passutuem
NOMHOM pemuccun y 60nNbLUIMHCTBA NALMEHTOB, NO3TOMY B neanaTpuU4ecKon MnpakTuke,
npu OTCYTCTBUM MoOpcponormyeckon Bepudukalmu, rnonb3ytoTcd TEPMUHOM «CTepoua-
YyBCTBUTENbHbIA HEPPOTUYECKUN CUHOPOMY.

B cBasn c¢ Bbicokon adpdektuBHocTelo K npy BMWA mn ux wupokum
NpUMEHEHNEM, OaHHbIE O €CTECTBEHHOM TeYeHun 3aboneBaHus KpanHe OrpaHuyeHbl.
[o npumeHeHusa MK cnoHTaHHble pemuccnmn, oCO6EHHO paHHUe, Bbinn HexXapakTepPHbl U
Yawle Habnoganucb NUWb Yepes3 HECKOMbKo NeT OT MaHudecTaumm HepoTUYECKOro
cuHgpoMa. Y 4acTu nauMeHTOB pasBUTUIO KNMHUYeCKon KapTuHbl BMW npeawecTBytoT
MHEKUUM BEPXHUX AblXaTeSlbHbIX NyTeun, BakUuMHaUuK, anneprmiyeckne peakumm, B TOM
yucrne, Ha nuweBble NPOAYKTbl, HO B OONbLUMHCTBE Criy4aeB MNPOBOLMPYHOLLENO
dakTopa BbISBUTL He ypaeTcs. [NpotemHypus npy BMW y peten xapakrepusyeTtcs
BbICOKOM CENEKTUBHOCTLIO, T.€. NpeAcTaBfieHa B OCHOBHOM anbbyMWHOM, a N3MeHeHns
MOYEBOro oOcafka W apTepuarnbHas rUNepTeH3ns He XapakTepHbl. Y B3pOCHbIX
KnuHuyeckas kaptnHa BMW umeet psig ocobeHHocTen, no cpaBHEHMO C geTbMu. K
npuMepy, pexe pasBMBaAETCA aHacapka, NPOTEUHYPUA HOCUT MeHee CeSIeKTUBHbLIN
Xapaktep, Hepegko BCTpeyalTcs apTtepuanbHaa runepteH3una  (9-55%) wu
MUKpocKkonuyeckas rematypusa (21-33%), oOHAKO NosIBIEHWE MAaKpPOCKOMUYECKOW
reMaTypum UCKNIYEHO.

[eHepanu3oBaHHbIE OTEKM SBASAIOTCA CaMOW 4YacTom W Haubonee spKow
MaHudecTtaumen MU, ocobeHHO y aeTen, ¢ pa3BUTUEM TaKKe N MOMOCTHbLIX OTEKOB, B
TOM 4ucne acuuTa, rmgpoTopakca v rugponepukapga. Mo ytpam oteku Hambonee
BblpaXXeHbl B MEeCTax C HU3KUM MHTepCcTMuManbHbiM OaBneHnem (nepuopbuTanbHble
obnactn), n B TedyeHme OHA nepemeltatoTcs B obnactb HOr y xogasumx 60MbHbIX Min
KpecTtey u nosdAcHuuy y nexadux. OTeku pbixnble, MNOABWXHbIE, NPU HagaBnuBaHUU
OCTaBIIAOT AMKY, KOXa Hag oTekamun obblYHO GneaHas.

[MyckoBbIM MexaHu3mMoMm passutus otekoB npu HC B uernom, u npu BMU B

YaCTHOCTH, CHUTaAETCA NoTeEpPA aJ'Ib6yMl/IHa C MOYOM W CHWXEHWE OHKOTUYECKOro
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AaBreHns nnas3Mbl KPOBW, YTO MPUBOAMWT, COrnacHo YypaBHeHuto CTapnuHra, K
ABWKEHUIO XXMAKOCTN U3 COCYAUCTOro B MHTEpPCTUUManbHoOe NPoCTPaHCTBO N Pa3BUTUIO
BHyTpucocyaucton  runosonemumn.  CHWXeHHbIn  obbeM  nna3mbl  3anyckaeT
KOMMEHCaTOPHbIN MeXaHW3M, BKIYaLWwmMin BblcBOBOXAEHWE aHaNONYPETUYECKOro
ropmoHa (AlN), akTMBaUUIO peEHNH-aHIMOTEH3MH-anbaecTopoHoBon cuctemsl (PAAC) n
CMMMaTUYEeCKON HEPBHOW CUCTEMbI, U CTUMYNUPYIOLWUIA 3a0epXKy HaTpus U BOAbl B
noykax. OTO NPMBOOUT K BOCCTAHOBMEHWIO BHYTPUCOCYAUCTOrO obbema HO, B TOXe
BpeMs, K YycuneHuo runoanbbymmHemum (runoansOymuHemuns pasBedeHus), 4To

noggepxveaeTt obpasoBaHue otekos (Puc.2).

HedpoTtnueckunii cuHgpom

MpoTenHypusa

HedpoTUYECKOro 0
p AKTMBaUmA
YPOBHSA

TPaHCMNOPTepOB HaTpMA
B KaHanbuax (ENaC)

i

MNosbiweHne
peabcopbummn HaTpua

I'MI'lOBJ'IbGyMVIHEMMH

v

CHuxKeHune
OHKOTUYECKOro
[OAaBNEHWA Ni1asmbl

J

YBenunueHune
NPOHULLAEMOCTH
Kanuanapos

J

MepemeLlueHne XnaKoctv
B MHTEPCTULMANbHOE
NMPOCTPaHCTBO

P N 3afeprKKa NoYKoMn
CHuKeHue 3 deKTMBHOrO Na v Bogpbl B
apTepuanbHoro obbema opraHusme

\_KpoBU Y,

NPAAC, M CumnaTUYecKoit HEPBHOW CUCTEMbI,
M ApruHunH-BasonpeccuHa, | NMpeacepaHoro
\_HaTpuiypeTnyeckoro nentmaa

PucyHok 2. Cxema naToreHe3a OTEKOB Npu HeYPOTUYECKOM CUHOPOME

OpHako 3TOT, CTaBLUMIM YXe KNacCUYECKMM, MEXAHU3M He SABMSeTCH BegyLlimm
npu pasBUTUM HE(PPOTUYECKUX OTEKOB. N3BECTHO, YTO HEe BCsikasa rmnoanbbyMmmHemmns
COMPOBOXOAETCsA OTeKaMW M 3HA4YMMbIM ANA UX MNOSIBNEHUA SBNSAETCA YPOBEHb
anbbymnHa B nna3me meHee 15- 20 r/n, a y naumeHToB C reHeTU4eckn obyCcnoBneHHom
aHanbbyMMHeMmnen 3afepXku HaTpusi U OTEKOB HET UMM OHWM NUWb YMEpPEHHbIE,
HECMOTPS Ha HU3KOe OHKOTUYEeCKOe AaBneHune nnas3mbl kposu. OBHapyXeHo Takke, 4YTo
3agepxka HaTpusi npu passutum oboctpeHna BEMU n nosBneHun HedpoTMYeCcKon
NpOTEMHYPUN BbISIBNISIETCA €LLE NPy HOPManbHOM coAepXaHum anbbymumHa KpoBu, B TO

Bpemsl, kak Mpu pasBUTUM PEMUCCUN, HATpUype3 MosiIBNSeTCS OOHOBPEMEHHO CO
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CHWXEHNEM NpPOTENHYpUn, ewe npu coxpaHsioLencs BblpaXXEHHON
rmnoansbymmHemmn.  CornacHO  COBPEMEHHBIM  MPeACTaBNEHUAM,  «NEPBUYHbIN
AedekT», NPUBOAALLMI K 3a4epXKKe HaTpUs, HAXOAUTCA He TONbKO B Kybouke, HO 1 B
KaHanbuax, n obycnoeneH, Hapsgy cC aktuBauven PAAC, Takke M akTuBaumewn
TPaAHCMOPTEPOB HATpPUA B KaHanbuax naTonornvyeckn unbTpyembim  B6enkom.
O6HapyXeHo HapylleHne TpaHcnopTa HaTpus B PasfuyHbIX ydacTkax HedpoHa, B TOM
yncne Na/K-AT®dasbl anutenus guctanbHoro HedpoHa, Na-H kotpaHcnoptepa (NHE3)
NPOKCMMAarnbHOro KaHanbua W akTuBauus anvtenuanbHOro HaTpMeBOro TpaHcrnopTepa
(ENaC), pacnonoxeHHOro B  KOpTuKanbHbiX  cobupaTtenbHbiX  Tpyboukax,
paccMaTpMBaemMoro B HacTosLLiee BpeMs, Kak OCHOBHOM (DaKkTop 3aJepXXKu HaTpus npu
HC. lNokasaHo, 4YTO Natonoruyeckas ounbTpauna nnasMmMHoreHa u ero npesBpatlleHue B
MOYEBOM MPOCTPAHCTBE B MrasMuH MOXeT npoTeonntutyeckn aktusuposaTb YENaC u,
Takum o6pa3om, NPUBOAUTL K 3aAepPXKKe HAaTPUSA U Pas3BUTUIO OTEKOB.

[MomMuMo 3agepXkn HaTpusl, BaxkHasi ponb B pa3sBuTtum otekos rnpu HC npugaetca
TaKKe MOBbILWEHWNIO TMAPABINYECKON MPOBOAMMOCTU KanuminsapoB W KanunmsipHOM
npoHvuaemoctTn Ans anbbymuHa, 4TO BepoATHO OOYCnOBMEHO KaK yBeNnu4eHueMm
KOHLIEHTpaUMM BHYTPUKNETOYHOrO Kanbumsa BCneactBue rmnoanbbymuHemuu, Tak wu
NOBbILLEHMEM YPOBHS LIUTOKUHOB.

OcobeHHocTblo oTekoB Npu HC saBngeTca Takke TO, YTO Npy HePOTUYECKOM
CUHOPOME, Hapsily CO CHMXXEHWEM OHKOTUYECKOro AaBfieHUsl nnasMbl, napanneribHoO
CHMXaeTCa WHTepCTULManbHOE OHKOTUYEeCKoe [AaBneHne. OTO 0O0bACHAETCA Kak
pasBedeHVeM  UHTepcTuumanbHoro 6enka  XuakocTbto,  unbTpylowenca um3s
BHYTPMUCOCYOUCTOrO  MPOCTPAHCTBa  BCMNEACTBUE  CHWXKEHUS  BHYTPUCOCYAUCTOro
OHKOTMYECKOro [AaBneHusi, Tak U yBENUYEeHneM numaTn4eckoro OTTOKa,
noBbILatoLLero Bo3spart 6enkoB B COCyanucToe pycro.

BeposaTHO, VMEHHO MOBbLIWEHHON  KanWIINAPHOW  MPOHULAEMOCTbID U
KPUTUYECKUM CHWXKEHUEM rpafueHTa KanunnsapHoO-UHTepCTULNaribHOr0 OHKOTUYECKOro
AaBrneHnst 0bbACHSAETCS O0COBEHHOCTb HEeMPOTUYECKMX OTEKOB, 3aknio4varollascs B
NPEUMYLLECTBEHHOW  NoKanu3auuMm  M30ObITOYHOM  BHEKNETOYHOW  XMOKOCTU B
WMHTEpCTULMANbLHOM NPOCTpaHCTBE, 6e3 yBenmyeHnsa BHYTPUCOCYAUCTOro obbema, YTo,
Kak rnpasuno, npegoTrspallaeT passBuTue npu HedpoTUYECKOM CUHAPOME TSXKErown
rMNEepPTEH3MN 1 3aCTOS B NErknx. ATo, C OOHON CTOPOHbI, OOBACHAET ropasgo nyyLlyto
nepeHocnMmMocTb oTekoB nNpu HC no cpaBHeEHMIO C cepaedYHOn HeAoCTaTOYHOCTbIO, a C

APYroA  CTOPOHbI, TNEXWT B OCHOBE pPasBUTUS TSXKENOW rMnoBoriemMun  npw



17

HEKOHTPOSIMPYyEMOM HasHavyeHun OuypeTukoB. Tem He MeHee, npu HC y nauueHToB
MOXET ObITb KaK CHXKEHHbIN, TaK U YBEMNYEHHbIN NN HOPMaIbHbIA BHYTPUCOCYANUCTbIN
06beM. CHMXEHNe BHYTPUCOCYAMCTOro obbema xapakTtepHO B OCHOBHOM WUMEHHO AN
nauyweHTos ¢ BMW.

Takum o6pa3om, B HacTosiLee BpeMs CUUTAETCS, YTO, Hapaay C NOBpeXaeHUeMm
rnomepynsapHoro 6apbepa C pasBuMTMEM MPOTEMHYPUU W runoanbbymmHemmn, K
nosieneHuto otekoB npu HC npuBoaaTt Takke noBbileHHas peabcopbums B KaHanbLax
HaTpUs N yBENMYEHNEe NPOHULAEMOCTM KanunnspoB, CNocobCcTByOWmMe TpaHccyaaumm
XuakocTtu B TKaHu (Puc. 2).

OcnoxHeHns HedpoTuveckoro cuHgpoma npu BMW. Passutne HC moxet
COMpOBOXAATbCA pPa3BUTUEM psALa XU3HEHHO OMacHbIX OcnoXxHeHwun. K Hambonee
cepbe3HbiM M3 Hux npu BMW oTHOCATCA cnoHTaHHble BEHO3Hble U apTepuarbHble
TpoM603bl M 3amMbonun, WHGEKUMM, OCTPOe MOBPEXAEeHMEe MOovYeK, U pasBuTue
BbIpa@XX€HHOW TMNOBOSIEMUN C OPTOCTATUYECKOM TUMOTEH3MEN U TUMOBOSIEMUYECKUM
wokom (Tabn. 5).

Tabnuua 5. OCHOBHbIE OCNOXHEHUST HEPPOTUYECKOIO CMHAPOMA

OcnoxHeHunst HedhpOTUYECKOro cMHApPoMa

* 'vMnoBonemMn4yeckum LIOK

* OcTtpoe noBpexaeHne novyek

* Tpomb6oambonuam. Tpom603 rinybOoKMX BEH HUKHUX KOHEYHOCTEN, NOYEYHbIX
BEH, TPOMB3aIMBONNA neroyHom apTepun, gpyrme aptepuanbHbie TPOMOO3bl
(peako)

*  WUHdekumun. bakrepmanbHble nHpeKun (MTHEBMOHMUS, LENIONNT,
BGakTepmanbHbI NEPUTOHUT, cencuc). BupycHble MHeKUMK, B TOM Yncne,
XapakTepHble 4N UMMYHHOCKOMNPOMETUPOBAHHOIO COCTOSAHUS.

* benkoBo-3HepreTuyeckas HefJoCTaTOYHOCTb

MMnoBonemunyecknn wok Haumbonee xapaktepeH umeHHo ana BMW, no
cpaBHeHnto ¢ HC npu gpyrux rnomepyrionatusix. ATO OCIOXHEHWE pa3BMBaETCH, Kak
npaeuno, y geten B aebiote passutna HC, m cBA3aHO C XapakTepHbIM Ans 3TOn
GonesHn ObICTPbIM 3HAYUTENBbHLIM YMEHbLUEHMEM OBbemMa UMPKYNMPYIOLLEN KPOBU
BCreACTBME PE3KOro CHMXEHUSI OHKOTMYECKOro AaBneHus nrasmbl KpOBU, YTO NPpUBOANT
kK aktmBaumm PAAC [93]. [vnnoBoneMnyecknin LLOK TMpPOSBISAETCA T[UNOTOHUEN,
Taxukapguen, B TOM 4ucre B opTocTase, NpusaHakamMy HapylweHus nepudpepuyeckomn
nepcdysunn (6negHoOCTb, XONOAHbIE KOHEYHOCTU), CYXOCTbH CIIU3UCTBIX U aKCUMNAPHbIX
AAIMOK, YBENUYEeHUMEeM CKOPOCTU HanonHeHus kanunnsapoB (bonee 3 cek), CHUXEHUEM

Typropa KoXxu, yMeHbLUeHMEeM KOoJinyectBa MOYN. J'Ia6opaTopr|M|/| npoABNeHNAMU
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ABMAOTCA MOBbILEHWE YPOBHS reMaToKpuTa, YBeNIMYEHMEM OCMOMASNIbHOCTU MO4U
(2450 MOcCM/KT) K CHWKEHMEeM KOHUeHTpauum Hatpua moun (<10 mO3kB/n) wnu
YMEHbLUEHNEM  (ppakUMOHHOM  3Kckpeumm  Hatpua < 1%. Kpome  TOrO,
rMNOBONEMNYECKMI LLOK MOXET CONPOBOXAAaTbCA abaoMmnHanbHbIMM 6011iMU 1 PBOTOWN,
CBA3aHHbIMW  C  runonepdysven  XernygodHo-kMweyHoro  Tpakta.  Passutue
rmnososiemMmmnyeckoro woka npyn HC B oTeyecTBeHHOW nuTepaTtype, Kak npasBuno,
0603Ha4YalT TEPMUHOM «HE(POTMYECKUA KPU3». TEPMUH, MMEKLWNA UCTOPUYECKUE
KOpHW,  npeacTaBnseTcs, OAHaKO, HeydayHbIM, TaK Kak He  oTpaxaeTt
naTtouanonornyeckne MexaHuamMbl OMUCbIBAEMOro sBMneHus. HenoHumaHwe xe
naToun3anonorMm He NO3BOSISET rPAaMOTHO NMOAXOAUTb K NpodunakTuke, ANarHOCTUKE u
NEeYeHN0 3TOr0 CEepPbE3HOro, YrpoXaroLllero XWU3HU OCMOXHEHWS, BCNenCTBUE 4ero,
Nnosib30BaTbCA UM B MOBCEAHEBHOW KITMHUYECKOW MPAKTUKE HE PpEKOMEHOYeTCS.

CumnToMbl rMnoBonemMmnyeckoro woka npu passutun HC de novo vnu npwm
obocTpeHnn 6onesHun, Kak NpPaBuio, BO3HUKAKOT paHo, elle A0 NOABMAEHUS KITMHUYECKU
BbIpaXXEHHbIX OTEeKOB. PWUCK ero pasBuTUs YBEnMYMBaETCHA Mpu TSXKENOW CTeneHu
rmnoansbymuHemun  (ansbymmH < 10 r/n), “ COMNYTCTBYKOWUX COCTOAHMSX,
ycyrybnsaowmx rmnoBoneMmto, Takux Kak guapes n poTa, a Takke npyu npuMeHeHun
BbICOKMX [03 AuypeTukoB. [unosonemuyekun wok npu BMW npu otcytctBum
CBOEBPEMEHHOIO feYeHns, MOXeT MNPUBOAUTbL K pPasBUTUIO OCTPOro MOBpeXOeHus
noyvek B BuAEe NpepeHanbHOro OCTPOro NoBpexaeHUst MoYeK U OCTPOro ULLEeMUYeCcKoro
TyOynapHOro Hekposa.

OcTpoe nospexaeHue noyek (OlMl) pa3Hon cTeneHn TAKECTU BCTpevaeTcs y
YyeTBEepTU B3pOCrbIX NauneHToB ¢ BMW, 4tOo ropasgo 4awle, 4em npu  Opyrux
3aboneBaHuaX NoYeK C pasBUTUEM HedpOoOTUYECKOro cuHAapoma. bonee BbICOKMA puUCK
passutna Ol umeloT naumeHTbl NOXWNOro Bo3pacta C Gonee HU3KUM YPOBHEM
anbbymmnHa n ¢ apTepmanbHou runepTeHsnen. MNpu Hedpobuoncum nauynentos ¢ Ol
npu HC B psage cnyyaeB o6GHapyxmMBaltOT MNPU3HAKM KaHanbLEBOro MNOBPEXAEHUS,
BMSIOTb 4O OCTPOro KaHasnbLeBOro HeKpo3a - noTeps LWEeTOYHOW KalMbl, YrnsioueHue u
aTpodmss KNEeToK MNPOKCMMarnbHbIX KaHanbueB W dokanbHaa OTcrnonka wu/unm
crnywmBaHve KneTtok oT 6asanbHoOW MembpaHbl; HO WHOrA4a ONUChIBaKT MULLb
YMEPEHHbIA OTEK UHTEpCTUUMSA. MHTEepecHO, YTO B HEKOTOpbIX Guontatax Mnoyvku y
naumeHToB ¢ Oll1, mopdonornyecknx U3MeHeHuUrn B KaHanbLax U MHTEPCTULMU He
obHapyxuBaloT BoBce. [laToreHe3 no4YevyHoW AUCHYHKLMK, OYEeBUOHO, SABNAETCHA

CnoxHoiM. Mo Bcen BMOMMOCTW, rMaBHbIM MexaHuamom passutna Ol asnsetcs
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novyeyHas runonepdysvss BCneacTBMe MMNOBOSIEMUN U3-32 CHWXKEHUS 3GPEEKTUBHOIO
unpKynupytowiero obbema nnasmbl. BO3MOXHO Takke yyactue [ONOSHUTENbHbIX
MEeXaHU3MOB, TakuX, Kak Kosinanc KaHanbueB BCMeACTBME BbIPaXXEHHOro oTeka
WHTEePCTUUUNSA, TakK HasblBaemasi, «Hedpocapka», MOBbILUEHNEe BHYTPUKaHabLEBOro
AaBreHnst 3a cyeT OBCTpyKuMM KaHanbLeB GenkoBbIMW LUUIMHAPAMW N TOKCUYECKOro
NnoBpeXAEeHNsT  MPOKCUMAarnbHbIX  KaHanbueB  peabcopbupyembiM  anbOymMuHOM,
KOHBbIOMMPOBAHHBIM C XXUPHbIMK Kncnotamu. CyulecTByeT TOYKa 3peHUsi, OCHOBaHHasA Ha
nccrnegoBaHNax rmomMepyrisapHorM reMoAnHaMUKK, YTO FMaBHYKO posib B CHMKeHun CKP
npu BMW wurpaloT u3MeHeHue [noMepyrnspHOM MNPOHMLAEMOCTU U  CHWXEHue
KoadpumumeHTa yrbTpadunbTpaunm B OTAENbHO B3ATOM HedpoHe, BO3HMUKawLue
BCreAcTBMe notepu (ouUnbTpyroLLen NOBEPXHOCTU MPU CIIUSIHUM HOXKOBbBIX OTPOCTKOB
noBpexaeHHbIX nogouuToB. lMogouunTbl, Kak M3BECTHO, obecnedmBaloT CTPYKTYPHYHO
CTabunbHOCTb MIOMEPYNSPHbLIX KanunnapoB W, Takum obpas3om, y4acTBYOT B
perynauun rmgpoctaTtmyeckoro KanunnsapHoro gasrneHund. Kpome Toro, onmcaHHble
BblllEe W3MEHEHUSI MOryT YCyrybnatbCs NpPeAcyLEecTBYOWMM Y MNOXUMbIX Joaen
CHWXeHueM nepdys3mm Mnoyek BCreacTBMe apTepuoriockneposa v apTepuaribHOM
rmnepTeHsun, 4to nosblwaeT puck passutna OlM. K ycyrybneHuio wuwemum
WHTEPCTULMNA U PasBUTUIO NOYEYHOro MOBPEXAEHUs MPUBOAAT TakkKe nepeno3vpoBka
ANYPETUKOB, NpUMEHEHNe HedPOTOKCUYHbBIX npenapatos, B Tom Yucne HIBI u noa-
cogepXaumx KoHTpacTtoB. He cnegyet 3abbiBaTb, YTO MOMUMO BhbiLLE NEPEYNCIIEHHOTO,
NPUYMHON OCTPOro NOBPEXAEHNSA MOYEK MOXKET BbITb ABYCTOPOHHUI TPOMOO3 MOYEYHbIX
BEH, OCMNOXHEHHbIN pa3BUTMEM UHapPKTa NOYEK.

Y 60nblWMHCTBA NAUMEHTOB, OCTPOE MOBPEXAEHME MOYEK, acCOLUMPOBAHHOE C
HC npun BMW, npu neyeHun npegHU3ONOHOM U PasBUTUN PEMUCCUN HEPPOTUYECKOTO
cvmHapoma sBnsetca obpaTuMbiM. BO3MOXHO M HeEMONHOe BbI3AOPOBIEHME, Yalle
BCTpeyawLleecd Yy nauueHToB cTapwe 60 netr v npu npeacyliecTsylolem
Hedpocknepose. OgHako, pa3BuTne HeobpaTUMON NOYEYHON ANCHYHKLUMM HETUMUYHO
ansa BMW u, kak npasurno, xapaktepusyet Hanudne ¢CIC.

Tpomb6oambonusm saBnseTcss ogHMM 13 Hanbonee 4acTbiX YrPOXKALLNX XKU3HU
ocnoxHeHnn HC wn passmBaetca npumepHo Yy 25% naumeHtoB ¢ HC. TouHble
naToun3nonorn4yeckne MexaHmambl TpoMboTudeckux ocnoxHenun npm HC octaroTtcs
HEeACHbIMW, OOQHAKO, BEPOATHO, UMeeT 3Ha4YyeHue MOBbILWEHHAA BA3KOCTb KPOBU, HU3KUN
YPOBEHb B MNniasMme nrasMmuHoreHa, aHtutpombuna lll, npotenHoe C n S 3a cyeT ux

noTepu C MOYON, B codeTaHum ¢ runepdumbpruHoreHeMmen, MHrMbMpoBaHNEM akTuBaLun
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nnasMuMHOreHa, nMOBbILEHHOW arperauven TpoMOOUMTOB; a Takke JiedeHue
anypetukamn  n K. Puck BEHO3HbIX W apTepuanbHbiX TpomM6ambonunyeckui
ocnoxHeHu npun HC B 8 pas npesbllwaeT TakoBon B obLier nonynsaumm 3aBucuT OT
Tskectn HC n ero anutenbHocTn, Byayyn 3HauuTeNbHO Bbille B Nepsble 6 Mecaues
cywectBoBaHna HC. Yawe BcTpeyawoTcs BeHO3Hble (rMybokMe BeHbl HWKHUX
KOHEYHOCTEN, MoyeyHble, uepebparnbHble, Me3eHTepuarnbHble BEHbl) U pexe -—
apTepuanbHble Tpombo3bl. BcTpedaemoctb TpombGo3a nodeyHbix BeH npu HC
coctaBnsetr ot 500 62%. CneagyeT nogyepkHyTb, 4yto HC saBnseTca npuymnHom
TpoM603a NOYEYHbIX BEH, @ HE ero pe3ynbTaToM, KaKk cYMTanocb paHee. XpOHUYECKUN
TPOoMBO3 NOYEYHbIX BEH, KakK NpaBwso, npotekaet 6eccMMNTOMHO, B TO BPEMS, Kak
OCTpbI TPOMBO3 MOXET conpoBoXaaTbcA GonesbiM CMHAPOMOM B obnactyu dnaHKoB
XMBOTa M MUKPO- WM MaKPOCKOMUWYECKOW  remMaTtypuen,  MoBblLUEHUEM
naktatgernaporeHasbl CbIBOPOTKM KPOBUM U yBESIMMEHMEM pa3MepoB MOYKkM npu Y3
nccneposaHnn. [BYCTOPOHHUA TPOMOO3 MOYEYHbIX BEH MOXET MPOSABUTHCHA KapTUHOW
OrllN, OCHOBHbIM MEXaHU3MOM KOTOPOro HABMASIETCH CHWXEeHWe nepdy3MOHHOro
AaBneHuss n BcCrieacteume 9Toro cHwxkeHve CKO. Metogamm AnarHOCTUKM 3TOrO
OCMNOXHEHUS CcnyXaT MynbTUCNUpanbHas KOMMbKOTEPHas aHruorpadusa, MarHUTHO
pe3oHaHCHasa Tomorpadusa u gonnreporpadua noyeyHsix cocyaoB. OQHaKo «30M0TbiM
CTaHOapTOM»  OMarHOCTUKM Tpombo3a MNOYEeYHbIX BEH SBMSETCS KOHTPACTHOE
nccrnegoBaHne HUXKHEN MOMON BEHbI UMK CenekTUBHAas noyvedHas BeHorpadus. HacTtoTa
BEHO3HbIX Tpombambonun y B3pocnbix pocturaet 42%, cpean Hux - 12-30%
6eccumnToMHbIX, Npudem TIJTA moxeT npotekaTb 6€3 Tpombo3a rny6oKMX BEH HIDKHUX
KOHEYHOCTEWN Ui NOYEYHbIX BEH.

UHdekumoHHble ocnoxHeHus. [pyrum cepbe3HbiM ocnoxHeHnem HC npu
BMW aBngaeTtca passutue TaXenbiX U OMMNOPTYHUCTUYECKUX UHAJIEKUMIA, YyTo npu BMU
O0YyCnoBNeHO He TONbKO WUMeKLWencs ANCHYHKUMENn T-KNeTo4yHOro WMMyHUTeTa,
HapyweHnem obpas3oBaHUsi UMMYHOINOBOYNMHOB N AUCKHYHKUMEN KOMMMEMEHTA, HO U
noteperh C MOYOM MMMYHOrNOOYNIMHOB M KOMMOHEHTOB CUCTEMbl KOMMSIEMEHTA, YTO
ycyrybnsetca npyuemMmom KoOpTUKOCTEPOMAOB U/ LIMTOCTaTUKOB.

B3pocnble naumMeHTbl, HECMOTPS Ha MpUMEHEeHMEe aHTUOUOTUKOB, CKITOHHBbI
NPENMYLLECTBEHHO K MHGEKUUAM, BbI3BaHHbIM rpamMM-HeraTuBHbiIMM BakTepusimu C
pasBUTUEM WHAEKLMOHHBLIX OCIOXHEHUW IErkuX, KOXMW, OPHOLHOM MOMNOCTM U aaxe
cencuca. Kpome T0Oro, MMMyHOCYNnpeccusi yserimdmBaeT PUCK OMMOPTYHUCTUYECKUX

nHpekumn (LUMB — nHdekumnsa, nHeBMoLUMCTHAA NHEBMOHMS). Npruyem rocnutanunsaums,



21

B CBA3M C WCMOMb30OBaHMEM COCYAMCTOro [O0CTyna U HalMyuMeM KOHTakTa C
PE3NCTEHTHBIMW LUTaMMaMKk, cama no cebe npeacTaBNsAeT MOBbLIWEHHbIA PUCK
NHAEKLMOHHBIX OCITOXXHEHWI.

BepodaTHO Takke, YTO MPUYNHOM MHAEKUMOHHBLIX OCFOXHEHUA M/UnnM cuHapoma
CUCTEMHOro BocnanuTenbHoro otBeTta npy HC gaBnseTcs TpaHcrnokauusk MUKpOBGHOW
dnopbl (M nIMNoNonNucaxapuaoB MUKPOOHOW CTEHKWM) KULLIEYHWKA B KPOBb BCreacTBUe
yBeNUYeHUs NPOHULLAEMOCTU CTEHKN KULLIKU U3-3a €€ OTekKa.

UacTtoTa apTepuanbHOM rMNepTeH3uM Yy B3pocnbiXx nauueHtoB ¢ BMU, B
oTNMYMe OT AeTen, MO OaHHbIM pasHbiX aBTOPOB cocTaeBnsaeTr oT 9 go 55%, uto
XapakTepuayeT eé He3aBMCUMbIN OT BONE3HN xapakTep.

HC  xapakTepu3yetca BTOpPMYHOM  AUCAMNUAEMUEN C  MOBbILLEHNEM
KOHLeHTpaumm obLiero xonecrepuHa, xonecrepuHa nunonpotenaoB Huskon (JIMHI),
ovyeHb Huskor (JINMOHIT) wn NpoMexyTo4yHOW  NAOTHOCTW, nMnonpoTenHa(a),
TPUIMMLEPUAOB U CHUKEHNEM YPOBHS NMMNONPOTENO0B BbICOKOM MAOTHOCTU. OCHOBHbBIM
B pPasBuUTUM rMNepnnMnMaeMmnmn CHMTaeTCs NoBbILEHHbIA CUHTE3 NUNONPOTENLO0B HU3KON
NIIOTHOCTUN B CBA3WN CO CHMKEHMEM OHKOTMYECKOro AaBrieHus nna3Mbl, KOTOpoe BeaeT K
NnoBbILLEHHOW perynsauuu 3-rmgpokcu-3-metunrnytapun—CoA pegykrasel. Hapsagy c
3TUM BaXHYK poSib, MO-BUOMMOMY, UMEKT MNOTEPSs C MOYOM JIMMOPErynsaTopHbIX
cybCTaHUMM ” CHWXeHMe kaTabonmama nunuMAoB, BEPOSATHO, 3a CYET CHWXKEHUS
9HOOTENUN-CBA3AHHOW  NUMONPOTEMH  Nunasbl UM HapylweHWd  CBA3biBalOLLEn
cnocobHoctn  JIMOHI. Tpun BMW HedpoTU4eckMn CUHAPOM, Kak nNpasBwuno,
TPaH3UTOPHBLIN U MPU €ro pPeMuccun OUCrunonpoTengemMns perpeccupyeTr  unum
BblpaXXeHHOCTb €€ yMeHbluaeTcd. [Npn onutenbHOM, pe3ncTeHTHOM K fnedeHuro HC
ancnunuaeMmnsa npeacTtaBnseT pUCK aTeporeHesa, cepaevyHO-COCYAUCTbIX OCIOXHEHUN
n nporpeccupoBaHus XbIT.

[MToOMUMO nepeyuncrieHHbIX Bbille, noAvac YrpoXarwmx XU3HU OCMOXHEHUMN,
nmerowaaca npu HC rmnoansbymuHemumsa HC npuBoguT K passutuio GenkoBo-
3HerpeTU4ecKom HepoctaTtoyHocTu. [lpnyem noteps anbbymmHa C MOYOW He
ABNAETCA €AWHCTBEHHOM MPUYMHON runoanbbyMnuHemMun. XoTs cuHTe3 anbbymuHa
nevyeHoto npu HC coxpaHeH, MNOBbILlEHME CUHTE3a OKa3blBaeTCA HeadeKBaTHbIM
nmerwencs runoanbbyMmHemMumn, Kpome TOro NPOUCXOLMUT MOBbLILWEHME KaHambLEeBOro
katabonuama anbbymunHa, a Takke HapylweHue pacnpegeneHus anbbymumHa mexay

BHYTPpU- W1 BHECOCYOUCTbIM TMpPOCTpaHCTBaMMW. CHuXeHne cuHTE3a aJ'Ib6yMVIHa
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CBA3bIBAOT C Hanun4ymem BocnarneHud, a Takke C noBbllUeHHbIM YPOBHEM LMTOKMHOB,

Takux, Kak TYyMop HeKpoTuampytowwmi caktop anbca (THPa).

Pasgen 3. JleyeHue HechbpoTUUYECKOrOo CMHAPOMA U ero ocroxHeHun npu BMU.

PekomeHnpgaumna 3.1. JleueHne nauyueHtoB ¢ BMW n HedpoTMyecknm CUHOPOMOM criefyeT HauMHaTb C
MOMEHTa AWarHOCTUMKM MocnefHero, ewe A0 YyTOYHeHua mopdornorun 3aboneBaHUs M OOMKHO ObITh
HanpaBneHO Ha MWKBMOAUUIO OTEKOB, a Takke nedeHve W npodunakTuKy APYrnx NPOSABAEHUN U

ocnoxHeHnn HC. (NG)

KoMmmeHTapui:

OTekn. Tak kak obpasoBaHMe HePPOTUYECKNX OTEKOB, TaK UIN UHAYe, CBA3AHO C
3a[lepPXKKON HaTpus, ux neveHve TpebyeT, B NepByl0 odepedb, OrpaHUyYeHnsa HaTpus C
niwen. Hatpui HeobxoaAMMO OrpaHMumMBaTh Aaxe MpuM UCNOSMb30BaHMKM OUYPETUKOB,
Tak kKak ux addekt obpaTHO nponopumoHaneH notpebnenuto conn. O6blvHOE
notpebneHne HaTpus cocTaBnseT okono 4-6 r/cytku. MoTpebnenne Na* ¢ nuwen npm
HC pomxHo 6bITb orpaHnyeHo o 2,5 - 3 r/cyTtku, 4to cooTtBeTcTByeT 6- 7 r NaCl B
CyTkn. PekomeHnayetca ynoTpebrneHvme HaTypanbHbiX NPOAYKTOB, TaKMX KaK OBOLLW,
dpyKTbl, pbiba, NTMLA U MSACO, B KOTOPbIX COAepXuUTca mano conu. lNoacanveaHue
nuwm 1 ynotpebneHne coneHbix NpoayKTOB AOMKHO BbiTh MCKMoYeHo. K npogyktam ¢
BbICOKMM COAEpP)XaHMEM TMOBapEHHON CONMM OTHOCATCA Xned, KyKypy3Hble XIonb4,
nnaeBneHbln Cbip, COYChbl, CONEHbIE NPOAYKTbI: Macno, KapToderbHble YMNCbl, BUCKBUTHI,
opexu, MOMKOPH, MapwvHadbl, KOHCEePBUPOBaHHbIE MPOAYKTbl: KOHCEPBUPOBAHHbIE
OBOLLM, CyMbl, 3aCONEHHbIE MACO U pblba. XKXMAKOCTb pekoMeHayeTCs orpaHMyYnBaTthb 40
1, 5n B cyTkn. Pe3koe orpaHn4eHne Xngkoctn Heobxoanmo TONbKO Npu pedpakTepHbIX
oTeKkax M Mpu CHWKeHun auypesa. B atom cnyyae obbem notpebnsaemon XuakocTu
AOIMKEH onpenenatbca obbemMoM auvypesa C y4eTOM BHEMNOYEYHbIX MOTepb, KOTOpbIe
coctaBnstoT okono 500 wmn/cyt. OpgHako 6e3 orpaHudeHuss notpebneHnsa conwm,
BbI3blBAOLLEN pasgpakeHne LeHTpa >Xaxdbl, peKkoMeHZauuum Mo OrpaHuYeHuto
noTpebneHns XnakocTn MoryT Tak n octaTbCa «Ha bymare.

OueHunTb noTpebneHve NoBapeHHON CONM MOXHO No cyTouHoW akckpeumm NaCl.
Mpn cTabunbHOM COCTOSIHUM NauueHTa, YTO OLeHMBaeTcsa No CTabunbHOCTU Beca,
akckpeumst NaCl cooTtBeTcTByeT ero notpebneHuto. IKCKpeuus HaTpus, Kak yxe
yNOMWHANoCb, He AoSMkHa npeBbiwaTth 2,5 - 3 r/cytkn (6- 7 r NaCl) , npu pedpaktepHbIx
oTeKkax oHa MoOXeT ObITb CHkeHa 8o 1,5 - 2 r/cyT (4-5 r NaCl). bonee Bbicokne undpsbl

3KCKPELMN HaTpUs XJTopuaa XapakTepuaytoT M3ObITOK ero NOCTYNNEeHNs C NULLE.
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Ana neyeHus reHepanu3oBaHHbIX HedpoTudecknx oTekoB npu BMU
TPaAMUMOHHO UCNONb3YIT Hambonee MOLHbIE - NeTneBble AnypeTukn (pypocemua,
6ymeTaHng, Topacemus), nHrnbumpyowme peabcopbuunio NaCl B Tonctom Bocxoaswiem
KoneHe netnu exne.

Mo Hawemy MHOroneTHemy OnbITy, NPU OTCYTCTBUM IKCTPEHHbIX MOKa3aHWW,
LerneBoe CHWXEHMe Beca NPU HasHaAYe€HUU MOYEroHHbIX He OOIMKHO ObiTb Gornblue 1
Kr/cyT. BO u3bexaHne pasBuUTMS  HapyLeHUWn reMoAuHaMWKM  BCreacTBue
9NEKTPONUTHBIX PAcCTPOWUCTB M MMNOBOSIEMUN, U CBA3AHHBLIX C HUMW OCHOXHEHUN, O
Yyem ByaeT ckaszaHo HMXe.

OpgHako npu HC MoXeT oTMedaTbCsl pasHasi CTeneHb pPEe3UCTEHTHOCTU K
AnypeTukam, Tak Kak ux papmakognHammka n bapMakoKMHETUKA 4aCcTO U3MEHEHbI U,
HECMOTPS Ha BbICOKME [03bl NETNEBbIX AWNYPETUKOB, He yaaetca [obutbca
oTpuuaTenbHoro 6anaHca HaTpPUA N yMEHbLLUEHUSI OTEKOB. OTO MOXET MMETb HECKOMbKO
0OBbACHEHUA N onpedenseT CywecTByloWMe NOAXOAbl K NPeofoneHuio MMetoLLenca
PE3NCTEHTHOCTH.

MakcumanbHan a¢pdpekTusHan gosa (3)

dpakumoHHan sKkckpeuns Hatpus (%)

\Muuumanbuaﬂ apdeKTnBHan gosa (1)

Log MHTEHCUBHOCTU SKCKPELMU C MOYOI NEeTNEBOrO AMYpPeTUKa
PucyHok 3. dapmakogmHamuka neTneBbiX ANYPEeTUKOB.
dapmakogmMHamumka BCeX ANYPETUKOB, JENCTBYHOLLMX CO CTOPOHbI NIIOMUHANbHOW

MeMbpaHbl KaHanbLEB, ONMUCbIBAETCA KPMBOW A03a-3hdekT, MMEIOLLEN, KaK NpaBuno,

S-o6pasHbii Bug (Puc. 3). OnTumanbHbI YpOBEHb NpenapaTa B KPOBM, OKa3blBatoLLUIA



24

anypeTndeckni adppekT (onpegensieMbli NO YPOBHIO 3KCKpeuun HaTpus) (undpa 2 Ha
puc.3) COOTBETCTBYET KPYTO BOCXOASLLEMY CEFMEHTY KPMBOWN, PACMONOXEHHOMY MeXay
NMOpPOroBbIM YPOBHEM, COOTBETCTBYIOLLEN MUHUMANbHO addpekTuBHOM Ao3e (undpa 1
Ha puc.3), U KOHEYHbIM MNaTto, COOTBETCTBYIOLWNM MaKCUMaNbHOW 3KCKPEUMnU HaTpus,
T.€. MaKCUManbHOW A403€e, Bbille KOTOPOW HE MPOUCXOAUT HapacTaHus ANypeTUHEeKoro
apcbekta (uncppa 3 Ha puc.3). Ona [ocTMKeHUss TepaneBTUYecKoro adpdpekra
HeobxoamMmo, 4YTOObl KOHLEHTpaLMa AnypeTuka B MecTte okasaHusa adpdpekta (npocset
KaHanbLa) OOCTUrna «rnoporoBoro» YpPOBHSA ANS AaHHOro auypetuka. [lpeBbileHue
NMOpPOroBOro YpPOBHS HE AaeT AOMOSTHUTENbHO MOYErOHHOro adheKkTa, HO CyLLECTBEHHO
NoBbILIAET BEPOATHOCTb MOSABNEHNA MOOOYHbIX peakuuin, B TOM YUCFE CO CTOPOHbI
WHTEPCTULMSA TKaHM NOYKM (MHTEpCTULMAnbHbIA HEPUT).

Mpn HC npegnoytutensHee BHYTPUBEHHOE BBedeHWe anypeTukos. [lpu
nepopanbHOM npueme 6uogOCTYNHOCTb MOYErOHHbBIX NpenapaToB Kak Mexay pasHbiMu
Knaccamu, Tak U BHYTPU OAHOrO Kracca, a Takke Afisi OQHOro M TOro e npenapara
MOXET 3HaunTeNnbHO pasnuyaeTcs. K npumepy, npy aHTepansHOM npueme abcopbuuns
dypocemnga Bapbupyet ot 10 go 90 %, B TO Bpemsa kak abcopbums Gymetammnga m
Topacemmga ropasgo crabunbHee n Bbiwe n coctaenseTt 80-100%. Kpome Toro, otek
TkaHeun kuwkn npn HC MoxeT 3ameanaTb BCcacbiBaHME ANYPETUKA.

BaxHbIM ¢pakTopoM CHwKeHUs adpdpekTUBHOCTU auypeTukos npu HC asnsaroTca
rmnoansbymmHeMuss n BbiCOKas npoTenHypus. BcneacteBne HM3KOro coaepxaHus
anbbymmHa B KpOBM YMeHbLUaeTcs cBaA3blBaHWe dypocemuaa ¢ 6enkamm nnasmbl
KpOBM, 4YTO HeobXxoaMmo nAnis ero AOCTaBkM K NepuTybynsapHbIM - Kanunnspam,
BCeACTBME 3TOro yBennumBaeTcs Metabonuyeckuii KnmpeHc doypocemmaa B NneveHu u
CHUXXaeTCHa cekpeuuns ero akTMBHOM hopMbl B MPOCBET NPOKCMMAarnbHOro KaHanbLa, rae
OH AOJSMKEeH OKasblBaTb CBOE AencTtsume. B nmpocBeTe kaHanbLa, BCNeACTBME BbICOKOMO
cogepxaHuns ©enka npu HC, npoucxoguT YacTMyHas WHaKTMBaUMSA AOuypeTuka
anbbymmnHom, cteneHb kKotopon MoxeT npu HC pocturatb 1/2 - 2/3 KOHUeEHTpauum
AnypeTuka B NpocBeTe KaHanbLa.

Ana koppekumMn CHUXeHHon addektnesHocTn dypocemuga npum HC posa
npenapata MoxeT OblITb yBenuyeHa. PekomeHgauunm no MCNOMb3yeMbIM [O3aM
ANYPETUKOB HOCAT 3SMMNUPUYECKUA XapakTep W U3MEHSITCA B 3aBUMCMMOCTM OT
UMEKLEeNCs CTEeNeHN PE3NCTEHTHOCTU K MOYEroHHbIM. [MpyM HOpMaribHbIX 3HAYEHUSIX
CK® (>75 mn/muH) pasosas fosa gypocemuga npu HC npu npueme BHYTpPb HE AOMKHA

npeBblwate 240 wmr, cytoyHaa - 480 mr , a npegenbHou 6GONKOCHOM A030M MNpu
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BHYTpMBEeHHOM (B/B) BBegeHun cuuTaetca - 80-120 mr gna dypocemmnga unu
9KBMBANEHT 3TON [03bl ANA ApYrux netTnesbix AnypeTukoB (2—3 mr bymeTtaHunga n 20—
50 mr Topacemuga). [Ans ymeHbLUIEHMA pycKa TOKCUMYHOCTU, MakcuMarnbHble 60Mnt0CHbIE
A03bl ANYPETMKOB 00ObIYHO BBOAATCS Ha npoTskeHun 20-30 myvH. bonee BbicOkne A03bl
He OKa3sblBalT OOMOMHUTENBHOIO addekTa, a BEPOATHOCTb MOBOYHBIX 3PAEKTOB, K
KOTOPbIM OTHOCHATCSH OTTOTOKCUYHOCTb, 9NEKTPOSIUTHbIE PAaCCTPOMUCTBA U BeretaTtMeHble
HapyweHnss — cnabocTb, TrOMOBOKPY)XEHMe, TOWHOTa W pBOTa, 3HAYUTENBHO
yBenuynBaeTcs.

Kpome TOro, netneBble ONYPETUKM UMEKT OYEeHb KOPOTKMA nepuon
nonysbiBegeHus (~ 1,5 - 4 vyaca), 4To O3Ha4aeT, YTO NPU OLHOKPATHOM BBEAEHUU
npenapata B TeYeHWe ANUTeNbHOro nepuoga BpPEMEHWU, MNOCMe OKOHYaHus ero
AEeNnCcTBus, ONYpeTUK He okasbiBaeT apdpekta, a BbI3BAHHOE UM B nepuos OerCTBUA
CHMXeHne obbema LMPKYNNPYIOLWEN XXUAOKOCTU Bbi3blBAET aKTMBHYK KOMMEHCATOPHYHO
peabcopbumio HaTpUst B AUCTaNbHOM KaHanbue. OTOT, Tak Ha3blBaeMbll, «aaanTUBHbIN
OTBET AUCTanbHOro HedpoHa» B Nepuodbl OTCYTCTBUS OEUCTBUS OuypeTuka, MOoXeT
NPUBECTU K HenTpanusaumm ero adpdekta Ku, faxe, K pasBUTUIO MNOSIOXUTESTbHOro
GanaHca HaTpus. B cBA3n c atum, Ong npeogoneHus peabcopbumm HaTpus B
ANCTanbHOM KaHanbue B nepuon nocrne OKOHYaHus OeUCTBUS NeTrieBbiX OUYPEeTUKOB,
OHM MOTYT Ha3HayaTbCs 4Yalle ogHoro pasa B cyTku. CyToyHasa [o3a, pasgjerieHHas Ha
ABa-Tpy npuemMa, npu ycnoBuu, 4YTo Kaxzaas [o3a npeBbllaeT TepaneBTUYecku nopor,
AaeT nydwnn adpdekT, YyeM OOHOKpaTHbIM MnpuemM cyTovHouM [o3bl. Kak npasuno,
MHTepBan mexay 60MntoCHbIMM BBEAEHUAMUN aAeKBaTHbIX 403 JOMKEH COOTBETCTBOBATb
1-2 nepnogam nonysbiBegeHUA anypeTuka. Ana gpypocemunaa nepuon nosysbiBedeHUS
coctaBnseT 1,5 4, ana 6ymetannga — 1 4, ana Topacemmnga — 3-4 4. [Npu noyeyHom
ANCKYHKUUN OH MOXET yBenuinmeatbca 4o 2,6 4, 1,6 4 1 4-5 4 COOTBETCTBEHHO.

Apyrum adppekTnBHBIM MeToAOM 6opbbbl C PE3UCTEHTHOCTLIO K AuypeTuKam
ABNSAETCA X NPOJOIPKMTENbHAA MHAY3KS, YTO NOo3BoNsSeT nsbexarb NUKOB U NageHUn
KOHUEHTpauMn U NocTAnypeTU4eckon peTeHuun HaTpus, a Takke No3BondeT co3gaTtb
ANUTENbHYIO 3(P(EKTUBHYIO KOHLIEHTpAUUIO AWypeTMka B MecTe ero OenCTBUSA, 4TO
NPUBOOUT K YBENUYEHUD CYyMMapHOM 3KCKpeuun Hatpud. Kpome TOro, npu 9TOM
cnocobe BBeAEeHMA pexe BCcTpeyatoTcs nobouHble adhdekTbl 6onbLUMX 403 AUYPETUKOB,
O KOTOpbIX YNoOMMHaNocb Bbiwe. [locne HavanbHOW GOMOCHOW [03bl AnypeTuka
(dbypocemung - 40 mr, 6ymetanmg — 0,5 mr, Topacemung 5 Mr), pekomeHayeTcs npu

coxpaHHon CK® (> 75 mn/mMuH) HavaTb UHAy3uio ¢ Jo3bl 10 mr/y gna dpypocemnaa, 0,5
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Mr/d gnsa 6ymetanmaa, 5 mr/y gna topacemunga. lNpu oTCyTCTBUM agekBaTHOro auypesa
CKOPOCTb WH(Y3unm MoxeT ObiTb yBenudeHa C npeaBapuTenbHbIM  MNOBTOPHbLIM
BBeAeHneM 60nCHON 003bl MOYeroHHoro. pu cHwxkeHun CK® go 25 — 75 mn/muH,
pekomeHagyemasi ckopocTb WHdpy3um 10-20, 0,5-1 mn 5-10 mr/4 gns dypocemmaa,
6ymeTaHmnga n Topacemmaa cootBeTcTBeHHO. Mpn CKP <25 mn/muH — 20-40, 1-2 n 10-
20 mr/94 cooTtBeTcTBEHHO. [Mpn coxpaHHon CK® (> 75 mn/MuH) pekomeHayeTcsa B/B
BBeAeHMe HadanbHon GorntocHon aosbl pypocemnaa - 40 mr (BymetanHmpga — 1 wr,
Topacemug 20 wmr), 3aTem WHQy3ma dypocemuga 10-20 mr/v4 (BymeTaHuga w
Topacemuga - 1-2 mr/4 n 10-20 mr/4 cooTBeTCTBEHHO). [1py NOCTOSAHHOW UHPY3uK 6e3
BBeadeHus GontocHoM [03bl TpebyeTcsa OnuTEnNbHbIM Nepuon, COOTBETCTBYHOLLNN
YyeTblpeM nepuogamMm MosyBbIBEAEHUS [OAHHOIO AuypeTuka Ans OOCTMXKEHMS ero
CcTabunbHOM KOHUEHTPaLUN.

Apyron cnoco® npeogoneHnsa «adanTMBHOMO OTBETA AUCTANbHOrO HedpoHa»
3aKkn4yaeTca B COYETAHHOM HasHayYeHWn neTneBblX AUYPETUMKOB WM OUYPETUKOB,
AENCTBYIOLUNX B AUCTaNbHOM KaHanble, B YaCTHOCTW, TMa3ngHbIX (runotuasung — 25-
100 wmr/cyt wnn metonasoH 100 wmr/cyT). TuasmgHble AnypeTvku umeloT Gonee
ANUTENbHbBIA Nepuos MNonyBbiBEAEHUS U NpeaoTBpaLLaloT UM yYMeEHbLUAeT 3adepXKKy
HaTpus NOCNe OKOHYaHUA OEeNCTBUSA NETNEBOro AMypeTuka, yBennumaas B 3T nepmoapl
HaTpunypes. [lpn  gnMTeNnbHOM  MPUMEHEHWM  NETMEBbIX  AWYPETUKOB,  He
peabcopbupoBaHHbIi B netne leHne Hatpui B BoOnblIMX KOMMYecTBax AocTuraet
AncTanbHbli HEPPOH U CO BPEMEHEM BbI3bIBaeT rMNepTpoduio KreTok AUCTanbHOro
KaHanbLa M yCcuneHHyr peabcopbumio Hatpus B 3TOM cermeHte. [lpu codyeTaHHOM
Ha3Ha4YeHUN NeTNeBOro M TMa3NOHOro AuypeTuka, TMasuaHbIn ANypeTUK HasHavaeTcd
3a 1 4yac Oo neTneBoro Ans nonHom OGnokagbl OMCTanbHOro KaHvanbua K Hadany
AENCTBUS NETNEBOro AunypeTuka.

Ewe ogHOM npuYMHOM PE3UCTEHTHOCTU K ANypeTUKam MOXeT ObiTb npuem
HIBI1, koTopble 3a CYeT CHWKEeHUS WMU CUHTEe3a npocTarfiaHAUMHOB Bbi3blBAOT
BA30KOHCTPUKLUMIO W NPUBOAAT K CHWKEHWIO MNoYeyHon nepdy3vn W, BbI3BAHHbIX
anypetkamu, Hatpunypesa u guypesa. .Kpome Toro, HIBIT MOrytT KOHKYpEHTHO
MHIMBUPOBATb CEKPELINIO ONYPETMKOB B NPOKCUMANbHOM KaHanbLe U, Takum obpasom,
KOHLEHTpauMs guypeTuka B KaHanbLe He AOoCTUraeT noporoBour, Heobxogumown angd
peanusauuun ero apgekra.

Mpu Tskenom pesucteHTHOM HC, npu ypoBHe anbbymuHa CbIBOPOTKM KPOBU

meHee 20 r/n, Anst BPEMEHHOIO NOBbLILLEHNUSI BHYTPUCOCYANCTOrO 06 beMa 1 yBENNYEHUS
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CBA3bIBaHUA OUYPETUKOB C anbbymMnHOM, BO3MOXHO B/B BBeaeHne 20% 06ecconeHHoro
anbbymuHa (25-50 wr), obssaTtenbHO, B COYeTaHWUM C MakcumaribHbIMWM [J03aMu
dypocemnga (120 mr). dypocemng moxeT BBOAUTLCA GOMOCOM B cepeauHe wunn B
KOHUEe WH(y3um anbbymuHa, HO Ans nydwero adpdekta npu UCNonNb3oBaHUM 3TOM
KoMBuHauun, pekomeHayeTcs oba npenapaTta cMewmBaTb Nepes UX BHYTPUBEHHbLIM
BBegeHneM. CkopocTb MHGy3mm 20% pactBopa anbbymvHa He OOSKHa npeBbiwaTth 2-
3mn/muH. OgHako, addekT anbbymuHa GyaeT nNulb BPEMEHHbBIM, B CBS3M C ObICTPbIM
ero BbiBedeHMeMm, a kpome Toro, BBegeHne 20% anbbymuHa y nauMeHToB C
OTCYTCTBMEM CHWXEHWS BHYTpucocyauctoro obbema MOXeT CrnpoBouupoBaTb
pas3BuTUe rmnepTeH3nn N oTeka nerknx. N3-3a pucka aTux OCrnoXXHEHUN U HeJoKa3aHHON
apdeKkTMBHOCTM MeToda, ero pPyTUHHOe BBedeHue Ans NedYeHus HedpPOTUYEeCKOro
CMHOpOMa He peKkoMeHAyeTCs M AOMKHO OblTb 3ape3epBUPOBaHO NUWb ANS KpavHe
Tskenbix cnydyaeBs HC, OCNOXHEHHOro TsXKenow runoBorieMuen  BCreacTeve
BbIPa>X€HHOW rmnoansbymMmmHeMum.

Ocoboe BHUMaHWe [OMKHO ObITb yOeneHo COoYeTaHHOMY Ha3HayYeHUHo
ANYPETUKOB C MHIMOUTOpaMn aHrmoTeHsuH-npespawatwero dgepmeHta (MAMNP) u
6rnokatopamu aHrmoTeHsnHoBbIX peuentopoB (BAP). Tak kak y nauueHtoB ¢ BMWU, B
CBSA3M CO CHWXEHHbIM BHYTPUCOCYAUCTbIM OOBEMOM, COYETaHHOe WUCNoNb3oBaHWe
MOYEroHHblX M WAIM®/BAP MOXeT nerko npuMBECTU K PasBUTUIO  KITMHUYECKU
BbIP@XXEHHON TMMOTOHUN U/ a30TEMUU, UX HA3HAYEeHUEe C aHTUNPOTEUHYPUYECKOM
LUenblo He PeKoMEeHOYKTCA U MoXeT obCyXaaTbCA NPU Hanuuum pPEe3UCTEHTHOro K
neyexHvto npegHusorioHom HC npu  ctabunbHOM COCTOSHUWM  MauueHTa, 4To
nogpasymMeBaeT TakkKe KOHTPOISb OTEYHOro CUHAPOMA.

Mpyn HeadpPEeKTUBHOCTM OUYPETUKOB [MOKa3aHO MpoBedeHne MeasieHHOM
(HM3KONOTOYHOW) NPOASIEHHOW BEHO-BEHO3HON ynbTpadunbTpaumm, C UCNONb30BaHNEM
BbICOKO MPOHULAeMblXx MemMbpaH, nnn remodunstpaumn. [aHHble MeToabl ABMASTCA
ropa3go 6onee adpdeKkTUBHbIMKM M Ge30nacHbIMK, MO CPABHEHUID C MNPOAOIMKEHMEM
HapawuBaHua O03bl ANypeTUKoB. [pyn OTCYyTCTBMM STUX METOAOB B TepaneBTUYECKOM
apceHare HedpOoriorMyecKoro oTaeneHns, BO3MOXHO NPUMEHEHNE NHTEPMUTUPYIOLLENO
remoananusa B pexume Cyxon ynstpadunstpauuu.

MMnoBonemunyeckmn wokK. [lpy nevyeHMM  MNOBOSIEMUYECKOrO  LUOKa
NCNonb3yTCs BBEAEHUE dunanonormdeckoro pactesopa (20 mn/kr B TeyeHme 1-2 yacos)
n anbbymmnHa B MakcumanoHonm fose 1 r/kr B TedeHue 3-5 4yacoB nof KOHTposiem

apTepuanbHOro aaBreHus.
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Octpoe noBpexaeHue noyek. JleyeHne OCTPOro mMOBPEXOEHUS MoYeK
HauYMHaeTCs C yCTpaHeHus noBpexgarouwlero akropa, YTO MOXeT BKNYaTb OTMEHY
HepOTOKCMYHbIX npenapatoB (Hanpumep, HIBI), yctpaHeHue runosonemun. [pu
pasBuMTMM OCTPOro TpomOO3a MNOYEYHbIX BEH peKkoMeHAyeTcs TpombonuTuyeckas
Tepanus, B TOM 4uCre MeCTHad, BO3MOXHO, B COYeTaHUM C KaTeTepHOM
TpombakTommnen. B cnyyae oTcytctBus sBHOW npuumHbl gns Ol nodeyHas
ANCKYHKUMSA OKasblBaeTCs YyBCTBUTENbHOM K CTepoupam W perpeccupyeT npu ux
HasHayeHun. B pegknx cnyyasax TSHXKECTb MOYEYHOro noBpexaeHus Tpebyer
npoBeaeHns anannsa, Ho ¢ 0b6s3aTeNbHbIM OOHOBPEMEHHbBIM Ha3HaYeHNeM CTEPOUOB,
YTO, KaK NpaBumo, Takke NPUBOAUT K BOCCTAHOBIIEHUIO (PYHKLMMU MOYEK.

Tpom60oambonuam. TakTrka B OTHOLUEHMM TMNEPKOArynAUMOHHbBIX HapyLUEeHWN
npy HC moxeT 6bITb paccMOTpeHa C ABYX NO3ULNIA — Tepanus yXXe NpomusoLlenXx u
npodmnakTmka BO3MOXHbIX Tpombo30B/ TpombGambonuin. CKpUHUMHT AnNA  noucka
6eccuMNTOMHbIX TPOMBO30B HE pPEKOMEHAYEeTCs, OAHAKO MpU WX [axe CryvyanrHOM
BbIABNEHUN  Tepanusa  Has3HayaeTcss Takass Xe, Kak W nNpu  SBHbIX
TpombBo3ax/TpoM603aMbONMAX, HE3aBMCUMMO OT WX flOKanus3auuui, M HanpaefieHa Ha
pacTBopeHne wunu ypaneHne Tpomba nyTeM aHTUKOArynsHTHOM Tepanuu u/vnu
TPOMOB3SKTOMUM, OCOBEHHO NMPK OCTPOM TPOMOO3€ MOYEYHbIX BEH.

HauvHaoTt neveHne TpombGosos/Tpombambonuin npu HC ¢ HasHaveHus
HedpaKkUMOHMPOBAHHOIO WUIIM  HU3KOMOJEKYIISIPHOrO  renapuHa C  Mocreaylowmm
nepeeBogomM Ha BapdapuH. Leneson ypoBeHb MHO coctaenset 2,0-3,0. B cBda3n ¢
Hanu4Mem BblpaXKeHHOro geduumta aHTUTpombuHa lll, n3-3a notepmn ero ¢ Mmoyon, psa
naunveHToOB OKasblBAaeTCA YacCTUYHO pPEe3UCTEHTHbIM K Tepanuu renapuHom. [lpwm
OTCYTCTBMM ApYyrux (pakTopoB pucka TPOMOBO30B, ASIMTENbHOCTb JleYEHUS MOXET
onpegenaTeca anutenoHocTbio HC, HO, Kak npaBuno, cocTaBrisieT He MeHee 6-12
MecsaueB. [1pyM HasHayYeHUn npopunakTUYecKon aHTukoarynsHTHou Tepanuu npu HC
AOIMKHBbI NPUHUMATBCA BO BHUMaHWE, Kak pUCK TPOMOO30B, Tak M PUCK OCIOXHEHMWM
aHTukoarynauun. Becem 6onbHbiM ¢ HC pyTUHHO Npodunaktudeckas aHTukoarynsaHTHas
Tepanus He nposoauTtcs. [lokasaHueM Ona e€ HasHavyeHUs MOXET ABMATLCS BbICOKUM
pUCK pasBuUTUS TPOMBOIMBONNYECKMX OCMOXHEHUI, K KOTOPOMY OTHOCATCHA TSXKEnNbIA
HC c¢ maccuBHOM npoTenHypmen un anbbymmHom < 20 r/n, a Takke Hanudume
AONONHUTENbBHBLIX (PakTopoB pucka Tpombo3oB (unguonaTtudeckne TpombO3bl B
aHamMHe3e, 3acToMHasa cepaevHasi HeJOCTaTOYHOCTb, AnNuTenbHas uMmobunuaauus,

Tsbkenoe  oxupeHue (BMI-35 Kr/M2), abgomMmuHanbHble, oOpTOoMeaguyeckme  Unu
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r’MHeKosiornyeckme Xupypruyeckue BMeLLaTenbCTBa). Mpwn Ha3Ha4YeHUn
NpoMNakTMYeCcKon aHTUKOArynaHTHOM Tepanun ueneson ypoBeHb MHO cocTtasnser
1,8 -2,0.

MUHdeKUMOoHHbIe OCroXHeHUA. B HacTosiuee BpeMa faHHble NPOCNEKTUBHbIX
nccrnegoBaHuin 0 rnevyeHnun 1 npodunaktuke nHgekum npy HC oTcyTCcTBYIOT. YUnThiBas
HeonpeaeneHHbIn pUCK MHAEeKUM y B3pocrbix naumeHToB ¢ HC, npodunaktuyeckas
aHTubakTepmanbHaa Tepanus npu HC He pekomeHngyetca. OgHako npu nosiBNeHun
nepBblX CUMNTOMOB JHOOOro MHMEKLMOHHOrO npouecca, B TOM 4YWUCre BUPYCHOW
npupoabl, B CBA3N C BbICOKMM PUCKOM OakTepuarnbHbIX OCOXHEHWUA, aHTUOWOTUKK
AOIMKHbI ObITb HA3HAYEHBbI.

Adetam npu passutun HC, npu OTCYTCTBMM nNpeLlecTBYOWEeNn MMMYyHU3aLUumu,
pekoMeHOyeTCA Ha3HayeHue 23-BafieHTHOW nonucaxapuaHon MNHEBMOKOKKOBOW
BakumMHbl (MHeBM023, PPSV23). NogobHasa TakTuka MoXeT 06CcyaaTbCa 1 Yy B3POCHbIX
nauneHToB Npu AnuTernsHo cywecteyowem HC.

ApTepunanbHasa runeprTeH3usa. JledyeHne apTepuanbHOW  rMNEPTEH3UMU,
BKMNtOYaroLlee Kak MoauUKaUMIo CTUMSA XU3HW, TaK WU NeKapCTBEHHYK Tepanuio,
NPOBOAUTLCS COrfacHO pekoMeHAaLUuMsM Mo fle4YeHUo apTepuarnibHON rmnepTeH3umn npu
XBI1, ogHako npu HedpoTnyeckom cuHapome npu MW oHO nmeeT cBOM OCOBEHHOCTM.
B uactHoctn, WAI® u BAP npu obGoctpeHun BMW npumeHalTca € KpanHen
OCTOPOXXHOCTbBIO B CBA3U C YaCTOW BCTPEYaEeMOCTbI0 BHYTPUCOCYAMUCTON MMNOBOSIEMUN U
GONbWMM PUCKOM pasBUTUA MpepeHanbHOro NOBPeXOeHUs mnodek, ocobeHHO npu
coyeTaHUM npenapaToB ATUX rPynn ¢ guypetukamu. MNMpu NPUHATUM e pelueHns 06 mx
NCNonb3oBaHMK, OOMKHA ObiTb TWATeNbHO B3BELleHa Kak MX BO3MOXHaA Monb3a B
BUOE aHTUTMNEPTEH3MBHOIO M aHTUNPOTEMHYpPUYECKOro 3apeKkToB, Tak U BecbMa
BbICOKMI puck passutna OMM. MNpu 3TOM aHTUrMNEPTEH3UBHbBIA 3PEEKT MOXET ObiTb
AOCTUTHYT MPW UCNOSIb30BaHMM NpenapaTtoB APYrnx rpynn, a npoTenHypus ABnseTcs
4YyBCTBUTENBHOM K cTepougam. B cnyyae, korga naumeHTsl ¢ o6octpeHmem MU nmetot
AnuTenbHyto uctoputo npuema MAN®/BAP no noBoay yxe MMeBLLENCS apTepuanbHOM
rMnNepTeHs3uun, 1Ux, No Tem Xe npudnHam, npeanoyvTUTeNnbHO NMOMEHATb Ha npenapaThbl
Apyrux papmMakonorndeckux rpynmn, no KpanHen mepe, 0o passutus pemuccumn HC.

Oucnunupemusa. [lpu BMW HedpoTnyecknn cuHOPOM, Kak npasBuIo,
TPaH3UTOPHBLIN U MPU €ro pPeMuccun OUCrunonpoTengemMns perpeccupyeTr  unum
BbIP@XXEHHOCTb €€ YMeHblUaeTcs, MOo3TOMYy runonunugeMmyeckne npenapartbl, Kak

npaBuno, He HasHavawTcda. [lpy OnNUTENbHOM pe3ncTeHTHOM K nedeHuio HC
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ancnunuaeMmnsa npeacTtaBnseT pUCK aTeporeHesa, cepaevyHO-COCYAUCTbIX OCIOXHEHUN
n nporpeccupoBanma XbBI1. B HacTtosiwee Bpems Hambonee adPEKTUBHBIM U
AocTaTovyHO 6e3onacHbiM MeToaoM fedeHuns runepnunugemum npy HC cuutatoTes
nHrmbutopel HMG-COA peayktasbl - CTaTWHbl, Jl€YEHWEe KOTOPbIMU  LOSKHO
NPOBOAUTLCA B COYETaHUM C  TUNONMNNOEMUMYECKON AOueTon un  Mogudukaumen
accoummpyeMbix hakToOpoB pUCKa, TaKUX Kak KypeHue n aptepuarnbHasa rmnepTeHsns.

BenkoBo-3HepreTnyeckas HeOoOCTaTOYHOCTb. BbicokobenkoBass guerta He
Nno3BONSET KOMNEHcMpoBaTb NoTepn 6enka ¢ MOYON, a BeAET K YBENMYEHUIO Harpys3ku
Ha Kknybodek, rrnoMmepynspHon runepdunbTpauun K, TakuMm  obpasom, K
AONONHUTENBHOW neperpy3ke knybouka. M3BecTtHO, 4TO HM3KkoGenkoBasa auveta (< 0,8
r/Kr/CyT) OKasblBaeT aHTUMPOTEUHYPUYECKUA IPAEKT M MNPUBOAUT K YMEPEHHOMY
NnoBbILWEHNIO anbbymuHa cbiBOPOTKU. OQHaKo UCMONb3oBaHWE HU3KOOENKOBOW OueTbl
MOXeT  ycyrybnsaTb  pasBuBarowlylocs  npy  runoansbymvHemun  6enkoBo-
3HepreTUYecKytd HeJOCTaTOYHOCTb, YTO HexenatenbHo. [Moatomy y naumeHtoB ¢ HC
npu OTCYTCTBUM MOYEYHOM OUCHYHKUMN PEKOMEHOYeTCs YMepeHHOoe orpaHuyeHue
notpebnenna 6enka (0,8-1 r/kr/cyT), nntoc KonudectBo Genka, TepsemMoe 3a CyTKU C
MOYOW, C MNpPeanoyYTUTENbHBIM UCMONb30BaAHMEM pPacTUTENbHbIX 6enkoB u pblbbl.
BHyTpuBeHHOEe BBeAeHMe anbbymMuHa ¢ Lenbio Koppekunn 6enkoBoro metabonnama He
apcbekTMBHO UM He pekomeHayeTcs. WHdysmoHHas  Tepanus  anbbymmHOM
pe3epBUpyeTCa ANS fleYeHUs NauueHTOB C TAXErNON rMrnoBorieMment U pe3ncTeHTHbIM
OTE€YHbIM CUHOPOMOM.
Paspgen 4. NatoreHeTnyeckasa Tepanua BMU.

4.1. IleyeHne pe6rota BMU.

PekomeHgauua 4.1.1. Ina nedeHna pe6iota HC npm BMW pomkHa mcnonb3oBaTbCA MOHOTEpanusi
rMIOKOKOPTUKOMAAMM (MMMYHOCYNpeccuBHas Tepanus nepson nuHum). (1C)

PekomeHpauunsa 4.1.2. PekomeHayeTcsi NpUMEHeHWe NpeaHM30IIoHa Uy NpeaHM30Ha™ B CyTOYHON Ao3e
1 mr/kr B ognH npuem (Makcumym 80 mr) unm npuem 4Yepes AeHb Ao3bl 2 mr/kr (makcumym 120 wmr)
(anbTepHupyoLWmMn pexmm), Takke B ogunH npuem. (2C)

*MpeaHN30NoH SABNSAETCH CUHTETUYECKUM [TIOKOKOPTUKOMAOM, aKTUBHbIM MeTabonuMToM MpeaHU3oHa.
MpeHN30MoH 1 NPEAHU30H SIBNSOTCA 3KBMBANeHTaMu, UCNOSb3yeMbIMU B TEX Xe A03aX.
PekomeHpauma 4.1.3. [lpy Hanmuum OTHOCUTENbBHBLIX NPOTMBOMNOKA3aHMM (caxapHblini Auaber,
NMCUXMYECKNE PacCTPOMCTBA, TSHKEMbIA OCTEONopo3, s3BeHHas 6Gone3Hbs W Ap.) WM npu
HenepeHoCMMOCTN MPeaHM30II0OHa PEKOMEHAYETCH NPUMEHEHME UMMYHOCYNPECCUBHON Tepanuu BTOPOM
nuHun (cm pasgen 4.7). (2D)

PekomeHpaunsa 4.1.4. Cpok neyeHus TrNIOKOKOPTUKOMAAMW B HavanbHOW [03e [0 HacTynneHus

pemuccun y B3pocrbix bonblue yem y geten n coctaenseT B cpegHeM 4-8 Hegenb. (NG)
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PekomeHpauna 4.1.5. lna BMW npu neveHun rmnoKOKOPTMKOMOAMM XapakKTEpPHO pa3BUTME MOMHOMN
pemuccun, To ecTb NUKBUAAUNA HEPPOTUYECKOTO CUHAPOMA C CYTOYHOW NPOTENHYPUEN NPU NOBTOPHbIX
onpegeneHusax meHee 0,3 r/cyT n HopMmanusaumnen ypoBHs anbbymMmHa KpoBu.
PekomeHgauua 4.1.6. [pu pasBuTUM NOSHOW peEMUCCMM B JNOObIE CPOKM OT Hadana Tepanuu,
nepBoHavanbHasa 4o3a rMKOKOPTUKONA0B coxpaHsaeTcs ewe 1 Hegento. (2C)
PekomeHgauuna 4.1.7. O6wasn NnpoaomMKUTENBHOCTb NEYEHUS TIIOKOKOPTMKOMAAMN B NepBOHa4YanbHON
003e He MOXeT ObiTb MeHee 4-X Hefenb, Aaxe Npu ObICTPOM pPasBUTUU PEMUCCUM HEDPOTUHECKOro
cuHgpoma. (2C)
PekomeHpauunsa 4.1.8. [Npu oTcyTCcTBUN pemuccun B TedeHne 4-8 Hedenb, Tepanus NpegHUM30NIOHOM B
Ha4anbHOW Oo03e MoXeT ObiTb MpogorkeHa go 16 Hepenb, YTO CBA3aHO ¢ 6onee MoO3gHUMM OTBETOM
B3POCMbIX Ha Tepanuio No cpaBHeHuto ¢ aeTbMu. (2C)
PekomeHpauunsa 4.1.9. OTcyTcTBME pemuccun B TedeHne 16 Hegenb Tepanum npegHU3onoHom B fose 1
Mr/Kr/CyT pacLeHuBaeTCs kak cTepomaHasl pe3nucteHTHocTe BMW, B Tom cny4dae korga uckniodeHsl gpyrue
NpUYUHBI HepoTUYECKoro cuHagpoma(cm pasgen 4.5) (2C)
Pekomenpaunsa 4.1.10. HenonHaa pemwuccusi (CHwxeHue npotemHypum Ha 50% oT wncxogHom c
abcontoTHbiM ypoBHeM 0,3 - 3,4 r/CyTkn n HopmanbHbIM YPOBHEM anbbyMuHa KPOBM) B OTBET Ha Tepanuio
rMIOKOKOPTUKOMAAMN He xapaktepHa ans BMW u Takke TpebyeT wcknioveHus [pyrux MpudmH
npoTtenHypun. (NG)

4.2. TakTuKa Bpa4ya B nepmon OTMeHbI NpeaHU30NIOHa Npu nevyeHun geodroTa

BMU.

PekomeHgauuna 4.2.1. [locrne OOCTUXEHMSI MOMHOW PEMUCCUMU, CHUKEHME [O03bl [MOKOKOPTMKOUOO0B
OOIMKHO Mpom3BoAuTLCS nocteneHHo (B cpeaHem - 0,04 wmr/kr/Hen), ¢ obLier NpPoaoImKMTENbHOCTBIO
nepvoga oTMeHbl o 6 mecaues. (2D)
PekomeHpauna 4.2.2. [lpn HapactaHum npoTeuHypun 6onee 300 wmr/cyT B nepuog OTMEHBbI
npegHU3onoHa, nocrne LOCTUrHYTOW paHee peMUccun, PEKOMEHJOBAHO BHOBb YBENWYUTbL €ro [03y A0
YPOBHSI, NMpeaLlecTBYOLWEero passutMio 06ocTpeHus. locne NoBTOPHOMO MUCYE3HOBEHWUSI MPOTEUHYPUMN,
3Ty e [03y OCTaBWTb elle Ha 1-2 Hedenu, a 3aTeM BHOBb MPUCTYNUTbL K OTMEHE MpPeaHN30rioHa, Ho
bonee meaneHHbIMU Temnamu (B cpegHem - 0,02 mr/kr/Hen). (1C)
PekomeHpauna 4.2.3. lpn passutun peuuamsa HedpPOTMYECKOrO CUHAPOMA B Nepuod OTMEHBbI
npeaHU3onoHa, peKoMeH40BaHO BHOBb YBENUYUTL A03Y NPEeLHU30M0Ha A0 NepBoHaYanbHOro ypoBHs (1
mr/kr/cyT). lNocne AOCTUXEHNSA MOBTOPHOW PEMUCCUN CHUKEHUE 03kl MPOBOAUTL B 0ObIYHOM peXMMe, HO
npu NpUGNMXKEHUN K YPOBHIO MPEALUECTBYIOLWEr0 peLvamBa CKOPOCTb CHIDKEHWUSI 3amMeanntb (CpeaHsis
posa 0,02 mr/kr/neg) (1C)

4.3. TakTka Bpada npu cTepoMgHoOM 3aBUCUMOCTM.
PekomeHpauuna 4.3.1. Pa3sutne aeByx n 6onee peumamBoB cTabunbHon npotevHypun 6onblie 300
Mr/CyT nnu HedpoTUYECKOTO CUHAPOMA, BO3HMKAKOLWMX BO BPEMSI CHUXXEHUS 403bl NPEAHM30MoHa Unn B
TeyeHve ABYX HeJenNb Nocre ero OTMeHbl Ha3blBaeTCHd CTEPOMAHON 3aBUCUMOCTbI0. (NG)
PekomeHpauna 4.3.2. [pu cTepougHON 3aBMCMMOCTU PEKOMEHAyeTCs K Tepanum nNpeaHU30rIOHOM
NPMCOeaUHUTb WMMMYHOCYMNPECCUBHYIO Tepanuito BTOPOW JIMHUM WKW Has3HauuTb €€ B KayecTBe

MoHoTepanuu (cm pasgen 4.7). (2C)
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4.4. TakTnka Bpaya npv peungusax bMU
PekomeHgauua 4.4.1. Peungmneom npu BEMW HasbiBaoT passButne HedpOTUYECKOro CUHAPOMA UMK
nsonuposaHHon npotenHypum 6onee 300 mr/cyT. nocne JOCTUrHYTON paHee nonHow pemuccuu. (NG)
PekomeHgauus 4.4.2. PeokMMuy HasblBalOTCA peuuanBbl, BO3HMKAOLWMNE OLHOKPATHO MITM MOBTOPHO, HO
He valle yeM pa3 B 12 mec nocne gnsuencsa He meHee 1 mecdaua pemuccumn. (NG)
PexomeHpaumna 4.4.3. [lpu pegkmx peumavMBax HedpOTUMYECKOr0 CUHOPOMA peKkoMeHayeTcs
Ha3HayeHue rmKOKOPTMKONAO0B Kak n B Aebiote BMU (cm. pasgen 4.1). (2C)
PekomeHnpauuna 4.4.4. MNpu pegkux peunagusax BMW, nposasnsionxcs n3onnpoBaHHOW NpoTenHypuen
HeHe(POTUYECKOrO YPOBHS, BO3MOXHO HasHayeHWe HedponpOTEKTUBHON Tepanuu (MHIMOUTOpHI
aHIMMOTEH3MH NpeBpalatoLero dpepmeHTa, 6rnokaTopbl aHMOTEH3MHOBLIX PeLnTopoB) 6e3 NpUMeHeHUs
rMIOKOKOpTUKoMAoB. (2D)
PekomeHgauuna 4.4.5. YactbiM peunamBMpoOBaHMEM Ha3biBalOT pas3BuTME 2-X U Oonee obocTpeHui B
TeyeHne 6 mecsaueB unu 3-x 1 Gonee obocTpeHuii B TedeHne 12 mecsiueB nocre OOCTUIHYTOW paHee
pemuccun. (NG)
PekomeHpauna 4.4.6. lNpn vactom peuugumsmpoBaHun npu BMW pekomeHayeTcsa npumeHeHne
MMMYHOCYNPECCUBHOW Tepanuu BTOPON NIMHUM B Ka4eCTBE MOHOTEPanuUu UMM B COMETAHUU C HU3KMMMU
Jo3amu rnokokopTukomaos (20-40 mr/cyT) (cm pasgen 4.7). (2C)

4.5. TakTka Bpada npu CTepoMgHON Pe3UCTEHTHOCTM.
PekomeHpauunsa 4.5.1 CtepougHasa pe3ucteHTHoCcTb Npu BMW onpenensietcsa kak oTCyTCTBME peMUCCUM
HedppoTMYEeCcKOro crHapoma npv fneyvyeHun NpeaHM3onoHoM B fo3e 1 Mr/kr/cyT B TeveHue 16 Hefenb.
(NG)
PekomeHpauunsa 4.5.2. CtepongHas pe3ancTeHTHOCTb He XxapakTtepHa ans BMW, B cpegHem BcTpevaeTcs
B 8-20% cnyuyaes. (NG)
PekomeHgauua 4.5.3 lNpn Hanuumm CTepongHON PE3UCTEHTHOCTM Heobxoammo elle pa3 npoBecTn
anddepeHymnansHein guarHo3 BMU u uckniounts gpyrue npuymHel HedpoTudeckoro cuHgpoma. (NG)
PekomeHpauunsa 4.5.4. lNpn uctuHHom ctepougHon peaucteHTHoctn BMW pekomeHayeTca npumeHeHne
MMMYHOCYNPECCUBHOW Tepanuu BTOPOWA fIMHUM B Ka4yeCTBE MOHOTEpPanUM MM B COYETaHUU C HUKUMMU

Aosamm rnokokopTukongos (20-40 mr/cyT) (cm pasgen 4.7). (2C)
4.6. TakTuka Bpaua npu pasBuTUn OCJI0XXKHEeHUM1 Tepanuu

rMIOKOKOPTUKOMOAAMMN.
PekomeHpauuna 4.6.1. [Npu pa3BuTun cepbe3HbIX OCMOXHEHUIA Tepanun NPeaHU30NOHOM (BblpaXKeHHbIN
cvuHgpom KywimHra, ctepougHbii anabeTt, MCUXUYeckme pacCTpOMCTBa, CTEepPOuAHbIA OCTEONOPO3,
cTepougHasa €3Ba W Ap.) OO [OOCTMXKEHMS pEMUCCUMUM HedpPOTMYECKOro CUHApOMAa peKoOMeHOyeTcs
NMOCTENEHHOE CHWXEHWe [03bl NpeaHW3OoNioHa A0 NOoAAEpXMBaKWeW WMnM A0 MNOMHOMW OTMEHbl, C

OZHOBPEMEHHbBIM NPUCOEANHEHMEM MMMYHOCYNPECCUBHOW Tepanun BTOpon nuHun (cm pasgen 4.7). (2C)
4.7. AMMyHOCynpeccuBHas Tepanusi BTOpoun JIMHUM.

PekomeHpauna 4.7.1. K ummyHocynnpeccMBHOW T epanuuM BTOPOW NUHUN OTHOCHATCH WHIMOMTOPBLI

KanbLMHeBpuHa 1 Lmknodgocdamug.(2C)
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PekomeHpauuna 4.7.2. MNMpenapatbl VIMMyHOCYNpeCcCUBHON Tepanuy BTOPOW MMHMM MOTYT HasHayaTbCs
Kak MOHOTepanus unm B COMeTaHUM C HU3KMMU Jo3amu rmokokopTukonaos (20-40 mr/cyT). (2C)
PekomeHgauua 4.7.3. [llpun cTepouMgHOW 3aBMCUMOCTW, 4acTOM peuvManBMPOBaHMK, CTEPOUOHOMN
PE3NCTEHTHOCTU, HaNUYUM OTHOCMUTEINbHbIX MPOTUBOMOKA3aHWM K MPEeAHU30NOHY unu npu pasBuTum
CTEPOUOHON TOKCMYHOCTU PEKOMEHAYEeTCA MPUMEHATb WHIMOUTOPBLI KanbLUUHEBPUHA (LUKMNOCMNOPUH B
HauyanbHoW fose 2-2,5 mr/kr/cyTt, He 6onee 3-5 mr/kr/cyT, nnu Takponumyc 0,05 mr/kr/cyT., pasgeneHHble
Ha ABa npuema) Ha npoTsxkeHun 1-2-x net. (2C)
PekomeHgauua 4.7.4. [log6bop [03bl MHIMOMTOPOB KanbLMHEBPMHA MPOM3BOAUTCA HA OCHOBAHWMK
KOHTPOMNSA WX KOHUEHTpauum B KpoBu. OnTumanbHOW AN uuknocnopuHa npu BMW  cumtaetcs
KOHUeHTpauus B Hynesoun Touke Cy (Yepes 12 yacos nocrne npuvema npenapara) - 80-125 (150) Hr/mm,
ans Takponumyca — 5 — 10 Hr/mn. (1B)
PekomeHgauusna 4.7.5. KOHTponb KOHUEHTpauMm MHIMOGUTOPOB KanbLWHEBPUHA B KPOBU NPOM3BOAUTLCS B
nepsbIi Mecsil nnevyeHns 1 pa3 B Hefento, Bo 2-0M Mecsl neveHus - 1 pas B 2 Hegenu, 3 - 6 mecsubl — 1
pa3 B Mecsau u ganee 1 pas B 2 mecsiua. (1C)
PekomeHgauua 4.7.6. TepaneBTuMyeckasi KOHUEHTpaUuMss WHIMOUTOPOB KanbUWHEBPUHA B KPOBM
nogaepXXuBaeTcs Ha NpoTsikeHnn 1 roga, 3atem nogobpaHHas paHee Ao3a NOCTENEHHO, B TeYeHue 2-3-x
MeCsILLeB CHMXaeTCs HarofoBMHY, COXpaHseTcs ele Ha 5-6 mecdaueB M 3aTeM BHOBb MOCTEMNEHHO, BO
n3bexaHne pasBuTusa peungnsa 3aboneBaHusl, CHUXXaeTcsl 4O MOSIHOM OTMEHbI C 0bLWen ANMTEeNbHOCTbIO
neproaa CHWXeHusi He meHee roaa,. (NG)
PekomeHgauuna 4.7.7.. AnbTepHaTMBOM MHIMOGUTOpPaM KarnbUMHEBPUHA MOXET BbiTb UMKnodochamng.
Linknodocdamma HasHavaloT per 0s B go3se 2-2,5 mr/kr/cyT Ha npoTsxxeHumn 8 Hepgenb. (2C)
PekomeHpauuna 4.7.8.. [NoBTopHOe HasHadeHue UMknodochammaa npu peumamBax He peKkomeHayeTcs
n3-3a ero TokcnyHocTu. (NG)
PekomeHgauua 4.7.9.. T[lpu HenepeHOCMMOCTM /NPOTUBOMOKA3aHUSAX ANl KOPTUKOCTEpPOUaoB,
MHIMONTOPOB  KanbUMHEBpUHA M uumknodocdammaa, [[ONyckaeTcs  HasHavyeHue  mMmodpeTvna
mukocpeHonata 500 — 1000 mr gBaxabl B AeHb (MM 3KBMBANEHTHblE [03bl KULLIEYHOPACTBOPMMOIO
MukocpeHonaTta HaTpusi) Ha nNpoTsxeHun 1-2-x net. (2D)

4.8. JleyeHne BTOpPUUHBLIX hopm BMMW.
PekomeHnpauunsa 4.8.1. lNpu pa3sutum BTOpU4HbIX popm BMU ycTpaHeHne nepBMYHOWM NPUYUHBI (OTMEHa
neKkapCcTBEHHOro npenapara, IeyeHne nepBuYHOro 3aboneBaHUs) MOXET NpuMBECTU K PpeMUccuu
HecppoTudeckoro cuHapoma. (NG)
PekomeHpaunsa 4.8.2. lNpu nevyeHun BTOpUYHbIX GopM BMW moryT 6GbITb MCNONb30BaHbl  CXEMbI
neyeHus nepsu4Hon cpopmel BMU (cm. pasgen 4.1). (2D)

4.9. lononHuUTenbHaa Tepanus.
PekomeHpaunsa 4.9.1. B cnyyae passutns npm BMW ocTporo noBpexaeHus nodek, npyv Hanuymm
nokasaHu K 3aMeCcTUTENbHOW NOYEYHOW Tepanuu, OHa AOJKHA NPOBOAMTLCS 00a3aTeNbHO B COMETaHMMN
C KOPTUKOCTEPOMAAMU MO Cxeme, NpuMmeHsemon npu gebiote BMU. (2D)
PekomeHpauuna 4.9.2. [pu nepeom anu3oge HedpoTmyeckoro cuHgpoma npu BMW He pekomeHayeTcs

Has3HayaTb CTaTUHbI AN NeYeHUs rmnepnunuaeMmm u/unu ¢ uensto HedponpoTekuun. (2D)
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PekomeHpaunsa 4.9.3. lpu BMW He pekomeHayeTcsa HasHadyaTb C HePPOMNPOTEKTUBHOM LIENbIO
NUHrMbutTopbl AMN® ©n 6rokaTopbl aHMMOTEH3VHOBLIX PELLENTOPOB MpU  OTCYTCTBUM apTepuarnbHON
rmnepTeHsun. (2D)

PekomeHgauua 4.9.4. [Ins npodunakTukM pasBuUTUMS CTEPOMOHOro OCTEONOpo3a BCEM MaUMEHTaM,
nony4varoLmMM [NIOKOKOPTUKOMABI, pPeKoMeHOyeTcss HasHadeHnue kanbuusa (1000 — 1500 wmr/cyT) um
BuTamuHa D (xonekanbuedepona) (800 - 1000 ME/cyT). (1B)

PekomeHgauua 4.9.5. [pu ONUTENBHOCTM NEYeHUs NIOKOKOpTUKongamm Gonee 3-x mecsues, npu
Hann4MM OOMNONHUTENbHbIX (DAKTOPOB PUCKa OCTEONOPO3a U KOCTHbIX NEPErIoMOB, HA NPOTSXXEHWUM BCEro
nepuoaga npuema K, OONONMHUTENBHO K Ha3HA4YeHWIO Kanbuus M BUTamMmHa D B agekBaTHbIX A03ax,

pekoMeH0BaHo Ha3HayeHne budocgoHaToB. (1B)

KoMmmeHTapui:

mokokopTukonanbl. Nocrne mopdornornyeckon Bepudukaumm MU, ocHoBHOM
CXeMOW JleyeHusi, Kak y JdeTen, Tak M Yy B3pOCMbIX, CYMTAETCA Ha3HayeHue
npegHU30foHa B BbICOKMX A03aX. BOMbLMHCTBO nNauMeHTOB OTBEYalT Ha Tepanuio
ctepongamn  pasBUTMEM  MOSTHOWM  PEMUCCUM, OMpedenseMon Kak  CHUWXKeHue
npotemHypun oo < 300 mr/cyTkM mnu cooTHoweHne 6enok/kpeaTtuHuH moun <0,3 B
TedyeHne He meHee 3-x gHen. Y 50% peten HepOTUYECKUI CUHAPOM perpeccupyeTt B
TedeHne 2-x Hepgenb. OTBeT B3pocnbiXx Ha Tepanuio 6onee meaneHHon n y 60%
AOCTUraeTcs B TedyeHne 8 Hefenb neyeHus,-a B TedeHne 16 Hepenb -y 73 - 77%, HO
Takke 0ObIYHO NPOABNAETCS pa3BUTUEM MOSHOW pemuccun. bonee meaneHHbI OTBET
B3pOCIbIX Ha Tepanuio, BO3MOXHO, CBA3aH C MEHbLUEN YyBCTBUTENbHOCTbLIO B3POCHbIX K
'K nnu meHbwen Jo30M NpeaHN30NoHa B pacyeTe Ha BeC NauMeHToB MO CPaBHEHUIO C
AeTbMU (2 mr/kr/cyT). PasButue HenomnHON peEMUCCUM — CHUKEHNUSI NpoTenHypun Ha 50%
OoT ucxogHomn, ¢ ypoBHeMm 0,3 - 3,5 r/cyTknm, He xapaktepHo gns BMW un Ttpebyer
NCKIoYeHns apyrouv npmnymHel HC.

Y B3pOCnbIX NPeaHN30noH HasHavaeTca B Ao3e 1 Mmr/kr/cyTku, HO He Bbiwe 80
Mr/cyT vnu 4epes OeHb B pose 2 wmr/kr/cyT, HO He Bbiwe 120 mr (Puc.4). Ooasy
XenaTtenbHO NpMHMMAaThb YTPOM, nocne eabl, mexay 7 n 10 yacamum yTpa, Bo nsbexaHve
nogasrneHns PyHKUMM HagnodevyHukos. AddektneHocTb 'K npu BMW, no-suanmomy,
obecneunBaeTca Kak 3a CYET UX MMMYHOCYNPECCUBHOIoO / NPOTUBOBOCMANMUTENBHOMO
apdeKToB, Tak M 3a CYET MPAMOro AenCcTBUS Ha nogouutbl. B KynbType nogoumtoB
Yyenoseka obHapyxeHo Hanuume K peuenTopoB M KOMMOHEHTbI CUrHamNbHbIX NyTEN ANg
'K peuentopos. NokasaHo, 4To K noBbIWwaloT cTabunNbHOCTb aKTUHOBbLIX (PUITAaMEHTOB,
yBENUYMBAIOT  BHYTPUKIIETOMHOE CcoAepXaHue MOofIMMEpPU30BaHHOIO  akTUHa U

BbI3bIBAOT 3HAYUTEJIbHOE MOBbLILLEHNE aKTUBHOCTWU BHYTPUKIIETOYHOIO 3H3NMa RhoA-
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ryaHuHTpudpocodarasbl (RhoA-GTPasa). NogpobHee 3HaYeHNe n CTpoeHne 3NEMEHTOB

LMTOCKeneTa NodoLUMTOB ONMcaHo aarnee B pasaene, NOCBALEHHOM LIMKIOCMOPUHY.

[ HedpoTtnyeckunii cuHapom, ]

CMMNTOMAaTHN4YeCKaAa Tepanna
N

[ Hedpobuoncusa - }

BMU
\
MNpegHU3010H
(MP)

Het
NPOTMBOMOKa
3aHUMN

MpoTtusonokasaHus/
HenepeHocMMocTb/
TOKcMYHocTb MNP

Heaenb

—

Pemuccua CrepongHas
Pe3nCTEHTHOCTb

MNocteneHHoe
CHUXXeHue ao3bl [P
B TeyeHne 6 mec

— \
Pepgkue
obocTpeHus

YacTtble obocTpeHns/
cTepouaHas 3aBUCMMOCTb

[ MNP 1 mr/kr go 12

LIcA 3-5 mr/Kr +/-
MNP 0,6 mr/Kr/cyTku

Pemuccua

HenepeHocumocTb/n
POTMBOMOKa3aHMUA K

MM®/Ld/
PTX

MNoaaeprunsatoLL
ana posa LicA naun
LcA+MP go 1-2-x
net

CHUKeHue fo3bl
MNP o 0,2-0,3
mr/Kr/cyT + LicA
3-5 mr/Kr

OTcyTcTBME
pemuccnn B
TeyeHmne 6 mec

HenepeHocumocTb/
NPOTMBOMOKa3aHnA
K LIcA

MNosTopHa“
Hedpobuoncus,
nepecmoTp AMarHosa

MM®/Ld/
PTX

PucyHok 4. TakTnka neyveHns 6onesHn MMHUManbHbIX U3meHeHun. NP — npegHW30mnoH
LIcA — uuknocnopuH A, MM® — mukodeHonat mocpetun, Ld — yuknodocdamua, PTX -
pUTYyKCMab

CornacHo pekomeHgaumam KDIGO, anutenbHOCTb nNpuemMa HavarnbHOW [O03bl
npeaHn3onoHa JomkHa 6biTb He MeHee 4-X HeaeNb, HECMOTPS Ha TO, YTO NPOTENHYPUSA
MOXET CHU3NTbCA 3HAYUTENbHO, BMMOTb 4O NOMTHOrO NCYE3HOBEHUSA, B TeYEeHME NepBbIX
1-2-x Hepenb rnedenus. Npu pasBuTMM OTBETA Ha Tepanuio nocne 4-x Hegernb, CO
CcTabunbHbIM NCYE3HOBEHMEM MPOTEMHYPUM B TeYeHue OOHOW-ABYX Headenb, LO03Y
npegHunsonoHa cHwxkatT o 0,8 mr/kr/cyt. OQHOBPEMEHHO CO CHMXXEHMEM [O3bl Mbl
pekoMeHayeM nepeBecTV MNauueHTa Ha anbTepHUpPYLWYK CXemy npuemMa, Korga
nauueHT nosiydaeT ABOVHYHO CYTOYHYHO 003y NpeAHn30sioHa Yyepes AeHb, YTO COCTaBuT
1,6 mr/kr/484ac. MNMpenmyLecTB B OTHOLIEHMUM SOCTUXXEHUS PEMUCCUMM U NPOUNAKTMKK
peuvMamnBOB anbTEPHUPYIOLLAA CXema npuemMa He UMeeT, HO MO3BONsAeT YMEHbLUUTb

HeraTuBHble 3(PeKTbl ONUTENBLHON Tepanun KopTUKocTepougaMu. YkasaHHas [o3sa
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OCTaBMnsieTCA Ha OAWH Mecsl, W 3aTeM [MOCTEeNneHHo, BO u3bexaHue cuHapoma
«OTMEHbI», CHWXKaeTcs, C oblien ANUTENbHOCTbIO fleYeHnUss Mocne LOCTUXKEHUS
pemuccun He MeHee 6 mecdueB. CrniegyeT NOMHUTL, YTO Y B3POCHbIX, Kak U y AeTen,
PUCK BO3HUKHOBEHUSI OBOCTPEHNS CHUXKAETCA Npu yBenuyeHun oblien AnuTenbHOCTU
neyeHus. CHMXeHne O03bl NpeaHn3onoHa BO3MOXHO Nno criegytowlen cxeme: 0,4 mr/kr
/48yac oguH pa3 B 2 Hegenu go Ao3bl 30-40 mr/ 48 yac, nocne 4ero CHwXaroT
meaneHHee - 0,1 mr/kr/48 yac pa3 B 2 Hegenu. Nocne goctuwxkeHusa ao3bl 20mMr/48 vac
NpoaOmKaT MOCTENEeHHoe CHWXeHue [03bl no 2,5 Mr 1pa3 B 2 Hegenv OO MOSHON
OTMEHbI.

Y naumeHToB cTapLle 65 neT, u3-3a BbICOKOrO pUcka TOKCUYHOCTU U, BO3MOXHO,
Gonblen aPHEKTMBHOCTM NPELHM30NIOHA B NOXUITIOM BO3pacTe, HavyarbHy Tepanuto
Ha4YMHalOT B TOM Xe [J03e, HO YyXe 4yepe3 4 Hedenu rneyeHusi, He3aBUCUMO OT
pesynbtata, [o3y CcHuxawT. OOHOBpPEMEHHO peKkoMeHOyeTcs nepeBon Ha
anbTepHupylowmin npuem B gose 1,6 mr/kr/484 (He 6onee 120 Mr Yepes AeHb) elle Ha 4
Hegenu. B cBs3M C MeHbLUEn BEPOSATHOCTLIO peumanBea 1, Kak ynommHanocb, 60nbLwmm
PUCKOM TOKCUYHOCTW, Y MNOXWUMbIX JOAEN CHWXKEHWEe [03bl NPeaHU30sioHa MOXeT
npoucxoguTtb B 6onee 6oictpom Temne - no 0,4 mr/kr/48 u kaxable 2 Hegenu o oo3bl
1,2 mr/kr/48 4. MNpun OTCYTCTBMM pPEMUCCUM 3Ta A03a OCTaABNSAETCA elwe Ha 4 Hedenu u
3aTeM NPOLOIMKAETCH CHMKEHME NO 06LEN CXeMe OO0 MUHMMAIbHON NoAAEePKMBaLOLLEN
c obLien AnnTenbHOCTBIO NeYeHnsa 4o 6 mecsues.

B otnuumne ot geten, oTBeT B3pOCnbIX Ha nedenune K Gonee meaneHHbin, 1 B
TeyeHue 8 Hegenb Tepanum K Tonbko 50-60% B3pocnbix NauneHToB BbixogaT u3 HC, a
B TeyeHne 16 Hepenb — 75-80%. lMoatomy npu oTcyTcTBUM 3dbdekTa, neyeHne B
MakcumarnbHOMW [03e MpedHU3orioHa pekoMeHayeTcs npogorkatb Ao 16 Hepenb.
OtcyTcTBME 3dhheKkTa Ha MPOTSHKEHUW, MO KpamHen Mepe, 16 Hedenb neyeHus,
NMPUHSATO pacLeHnBaTb Kak cmepoudHasi pe3ucmeHmHOCMb.

Hanuune ctepovaHON pe3nCTEeHTHOCTU He xapaktepHo ans BMW v nossonser
obcyxgaTb npoBedeHue MOBTOPHOWM Hedbpobuoncun mn/vnn nepecmoTpa AuarHosa B
nosib3y Apyron npuymHbl HePOTUYECKOro CUHAPOMA, B nepsyto ovepenb, PCIC.

MNpu oTcyTcTBUM apdhekTa B TeveHne 16 Hegenb (3-20% crnyyaeB) nevyeHns o3y
npegHU3ofnioHa  MOCTEeNeHHO, MO  YyKa3aHHOW  Bbille CXemMe, CHWXKalT  [Jo
nogoepxuBatowen (0,2-0,3  Mr/kr/cyT) ¥ NPUCOEAUHSAIOT  MMMYHOCYMNPECCUBHYIO
Tepanuio (Puc. 4). lpenapatom BbiGOpa B nevyeHMM nogouuTonaTuin sBnsieTcs

LUMKIOCMNOPUH A, yuuTbiBasi, 4TO STOT MpenapaTt o6nagaeT He  TOSbKo
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WMMYHHOCYMPECCUBHbIM, HO U HENOCPEACTBEHHbLIM OENCTBMEM Ha YPOBHE LUUTOCKeneTa
nogoumnTOB.

MNocne HacTynneHus pemuccun, B nocnegywoweM, y naumeHtos ¢ BMU
BO3MOXHO pa3BuUTME peuuamBa, YTO OrnpefeniseTca Kak pasButue HedpoTU4ecKoro
CvHApOMa WMNU N30NMPoBaHHOW NpoTenHypumn Gonee 300 mr/cyT. nocrne LOCTUrHYTOW
paHee MonHon pemuccuun. Puck peunauea y B3pOCHbIX MeEHbLUe, YeM Yy AeTen, XOTH U
coctaBnsieT no pasHbiM fgaHHbiM oT 30 po 80%. O6octpeHus wmoryT ObiTb
CMOHTAHHbIMKX, OOHAaKO 4alle MpOoBOUMUPYIOTCA WHAEKUMOHHbIM rpoueccoM. B
nocrnegHeM crnyyae KynvpoBaHWe BoCnanuTenbHOro/ MHPEKUNMOHHOro npouecca MoxXeT
npuBeCTM K CnoHTaHHon pemuccun BMW. TMpun pegkmx oBoCTpeHusx, Kak npaBuno,
COXpaHSIETCH Takas e YyBCTBUTENbHOCTb K NPEeAHM30MO0HY, Kak 1 B aebtote. Moatomy
npu pegknx oBOCTPeHUAX C pasBUTMEM He(pPOTMYECKOrO CUMHAPOMa NpPeAHU30SIOH
Ha3HayalT No TOW Xe cxeMe, 4To U B AebioTe 3abonesaHus.

Mpn penkux peumansax MW, nposBnarowmxcsa N3onmpoBaHHOW NPOTEUHYpPUEN
HeHePOTMYECKOro YPOBHHA, BO3MOXHO HasHayeHue HeponpoTEKTUBHON Tepanun
(MHrMBMTOPBI aHIMOTEH3UH NpeBpaLlatoLLero epmeHTa, 6nokaTopbl aHIMOTEH3UHOBBIX
peunTopoB) 6e3 NPUMEHEHUS TMIOKOKOPTUKOMAOB. [1pn NO4O3PEHUN HA MHYIO NPUYMHY
npotenHypun (He BMW) Bo3aMOXXHO npoBeaeHne NOBTOPHOM Hedbpoburoncum.

Hacmbim peyudusupogaHuemM cunTaeTca Hannume 2-x unm donee oboctpeHuin B
TeyeHne 6 mec. unm 3-x unu bonee B TedeHne 12 mecsiLeB Nocre JOCTUrHYTOW paHee
pemuccnn. Ecnu  peumauB nNpoTeuMHypun pasBMBaETCS MPU  CHWXKEHUUM  O03bl
KOPTUKOCTEPOUAOB UMM B TeYeHne 2-X Hefeslb Nnocrne Ux OTMeHbl UCMONb3YIT TEPMUH
cmepoudHasi 3asucumocmsb. [pn YacTbiXx OBOCTPEHUSIX U CTEPOUOHOWN 3aBUCUMOCTM,
KaKk npaBuro, COXpaHSAEeTCA YyBCTBUTESIbHOCTb K MPEeAHU30SIOHY, OOHAaKo 4acTtoe
ANuTenbHOEe HasHayeHwe ero B GonbluMX Ao03ax NPUBOAUT K PasBUTUIO CEPbE3HbIX
no6oYHbIX ahPEKTOB, BKMNOHas ATPOreHHbli cuHapoM KyliunHra, ctepougHbin anaber,
3a[1ePXKKY XUOKOCTU, apTepuanbHyl0 rmnepTeH3nto, HAEeKLMM, MMonaTmnito, 0CTeornopos
C NaTosIorMYyeckMMun rnepenoMamu, ctepouaHble A3Bbl Xeryaka, KaTapakTy, KOXHble
N3MEHeHNd, Ncuxmyeckne paccTponctsa v np. B cnyyaax crepongHOM 3aBUCUMOCTH,
YyacTbIX OBOCTPEHWUA, Pa3BUTUS CTEPOUOHOM TOKCUYHOCTM, a TaKkKe Mpu Hanudmm
OTHOCUTESbHbIX MPOTUBOMOKA3aHUN ANA Ha3Ha4YeHUs NpPeaHU30SIoHa  (BblpaXKeHHoe
OXMPEeHWe, AEKOMMEHCUPOBAHHbIN CaxapHbli OMabeT, BbIPaXXEeHHbI OCTEONopos,

NcUXmMyeckne paccTpoucTBa) M MNpuM CTEPOUOHON PEe3NCTEHTHOCTU, Tepanua BMU
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NpOBOANTCA C WCMNOSIb30BaHMEM WMMYHOCYMNPECUBHOM Tepanuu (LMTOCTaTUKU W/vnu
BGuonormnyeckue npenaparbl).

Xota npu BMW y B3pocnbIX MOXHO paccyuTbiBaTb Ha pasBuUTME peEMUCCUN B
TeyeHne 4-8 Hepenb, No KpavHen mepe, y 60% nauveHTOB, NpMeEM MpeaHU30noHa B
BbICOKOW [103e B TeyeHue 4- 16 Hedenb u nocneaywouwee ero nocterneHHoe CHMXeHue
Ha TMpPOTSHKEHUW, MO KpamHen Mepe, 6 MecsaueB MOryT NpUBOAUTbL K PasBUTUIO
cepbe3HbiX No60o4HbIX 3ddekToB. [M0O3TOMY NOMMMO Ha3HAYEHUS NPEaHU30N0oHa U/Unu
LUMTOCTATUKOB N Bronornyeckmx npenapatoB Ansa neyeHns obocrtpexus, nedeHmne bMU
BKMOYaeT He TOMbKO Tepanuio, HarnpaBfeHHYl Ha redyeHve U npodunakTuky
OCNOXHEHUN HePOTUYECKOro CUHAPOMA, HO M Ha NMPOMUNAaKTUKY OCITOXHEHUA CamMou
Tepanun K.

CrepougHbin octeonopo3. OgHuMM un3 Hambornee 4acTbiX U CEepbe3HbIX
WHBaNUAN3NPYIOLWLNX OCIOXHeHnn npuema [K aBnseTcsa noteps KOCTHOW TKaHU C
pas3BUTUEM OCTEONOpo3a U KOCTHbIX NepenomMoB. PUCK pa3BuTUs neperioMoB 3aBUCUT
OT CYTOYHOM N KyMynsaTuBHOM 03bl K, npy 3TOM oTpuuatensHoe BIiMsiHAE Ha KOCTHYHO
TKaHb OKa3blBalOT HEe TONbKO BbICOKME, HO W Hu3kne (2,5-7,5 wmr/cyT) [o3bl
npeaHU30soHa.

[MoTepss KOCTHOM TKaHW Mpu runepkopTuumMame HocuT Anddy3HbIA XapakTep,
nopaxas kak TpybuaTble, Tak W ryb4atble KOCTW, C NpPeapacrnosioXeHHOCTbI K
NnopaxeHU0 OCEBOro ckereta C pa3BUTUEM CMOHTaHHbIX NeperioMoB MO3BOHKOB WK
pebep. Kpome Toro, npu anurensHom npueme K y 9-40% naumeHTOB pasBMBaeTCs
acenTuU4ecKnin HEKPO3 roNoBkM 6eapeHHON KOCTU

OCHOBHOW MexaHMU3M pasBUTUS CTEPOUAHOro OCTeonopo3a 3akf4vaeTca B
npsimom genicteum 'K Ha ocTeobnacTbl U OCTEOKNACTbI CO CHUXXEHMEM NPOAYKLMN U TEX
N Opyrnx, M yBENUYEeHMM anonTto3a ocTeobnactoB, YTO MNPUBOAUT K YBENTUYEHMIO
NPOAOIMKUTENBHOCTUN XN3HN ocTeoknactoB. B Hauyane Tepanuu MK pesopbums koctu
noBbilaeTcd. IMeHHO Ha nepBbIX CTaAnAX CTEPOMAHOI0 OCTEONopo3a NoTeps KOCTHON
TKaHW Haubonee 3HauMTenbHa W NeperioMbl KOCTEW BO3HWKAKOT, Kak nNpaBuio, B
TeyeHue nepBbix 3-6 MecsLeB OT Havana Tepanun. B uenom, puck neperioMmoB 3aBUCUT
OT ONUTENbHOCTU NledeHus u Ao3bl npegHusonoHa. [lpu gnutensHom npueme K
pe3opbumnsa KOCTU C MOBLIWEHHOW CMEHSETCA Ha MOHWXEHHYK W3-3a Cynpeccum
OCTEOKacToB, W, TakuMm 0O6pa3oM, MOAaBMEHHbIMM OKa3blBAlOTCA Kak npouecc
obpas3oBaHMst KOCTWU, Tak U pe3opbumsa KOCTW, HO nogaBfieHne obpas3oBaHUs KOCTU

npeobnagaer.
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MpodunakTnka ocTeonopo3a HauyMHAETCA C KOPPEKUMM CTUMS KU3HKU, BKIOYas
npekpaweHne KypeHuss U M30bITOYHOro noTpebneHus  ankoronsi, YMepeHHble
dusnyeckme Harpysku, agekBaTHyl No KarnopuUMHOCTM U codepXaHuto 6enkoB n conu
aneTty. BaxHO 3HaTb, YTO OrpaHMYeHne B ANETE CONMM YMEHbLUAET SKCKPELMIO KanbLms,
YTO OOBACHAIOT HATPUEBO-KasnbLMEBbIMW B3aUMOAENCTBUSIMU KakK B MPOKCMMAarbHOM,
Tak 1 B ANCTaNbHOM KaHarbLax.

[Ana npodmnakTukn CTepongHoOro ocTeonoposa BCEM NauveHTam, noslyyaroLum
K, pekomeHgyeTcs HasHadveHue kanbumsa (1000 — 1500 wmr/cyt) n ButammHa D
(xonekanbuedepona) (800 - 1000 ME/cyt). K cHwkatoT abcopbumio kanbums B
KALWEYHNKE W YBENUYMBAOT €ro noYeuvHyt akckpeuuto. ButamuH D, HanpoTwms,
yBENMUYMBaeT KuweyHyto abcopbumio kanbumsa. OgHako TOMNbKO Kanbuun 1 Butamud D |
Kak npaBuno, HeOoCTaTOYHbl ANs NpefoTBpalleHMst noTepyu KOCTHOW MaccChbl U
YMEHbLUEHUS puUcka NeperioMOB U AOSMKHbl paccMaTpMBaTbCA Kak AOMOMHUTENbHas
Tepanusa B neYeHnn n npodmnaktTmke CTepongHoro octeonoposa.

[opa3go ©Gonee BbICOKOW OGMONOrMYECKOM aKTUMBHOCTbIO, MO CPaBHEHUIO C
xonekanbuedgepornom, npu npueme K obnagatoT aktuBHble popmbl BUTamuHa D —
Kanbumtpuon (1,25 gurmgpokcmeutamuH D) n anbgakanbumgon. XoTa Kanbsumtpuon u
anbgakanbumgon 6onee adeKkTMBHbI ONA 3aWMTbl KOCTHOM TKaHW, OOHAKO U3-3a
pucka pasBUTUS rUNepkanbuMeMmm n runepkanbumypun, M Npyu OTCYTCTBUMM OPYrux
nokasaHum Ons WX Ha3HayeHusi, B YaCTHOCTU, MOYEYHOM [OUCHYHKLUMK, OHMU
NCNOSb3YHTCS pexe.

Kanbuntpron, obpasyrowmnca B noykax npyu ruapoKCunnmpoBaHMm Kanbuugmona
(25—-rngpokcmButamumHa D), sBnsieTca caMbiM akTUBHBIM MeTabonmMToM, CHMTaOLWUMCH
ropmoHoM. Anbdakanbumaon — 3TO NPONeKkapcTBO, NPeaWeCcTBEHHUK KanbumMTprona,
OH NpeBpaLlaeTcs B KanbunTpmon, Metabonmampyack B neyeHu. lNMocne npuema BHyTpb
anbakanbumgon (B oTnvuMe OT KanbuuTpuona) gencrtsyet 6onee menneHHoO, 4To
CHMXaeT puck rmnepkanbunemuun. NMpyn octeonopose cpefHaa TepaneBTuyeckas gosa
kanbuutpuona coctasnset 0,5 mkr B cyTku, anbdakansumgona — 1,0 Mkr B cyTkn. B
CBA3NW C PUCKOM pPas3BUTUS TUNepKanbuuypum npu npueme 3TUX MpenapaTos
pPEKOMEHOYETC UW3MepeHMe CYTOYHOW aKcKpeuun kKanbuusa. [lpy  nosiBneHun
BblpaXXeHHOW runepkanbunypumn (> 400 mr/cyT) K Tepanun MoryT ObiTb NPUCOEOUHEHDI
TMasugbl, MMeLMe runokanbunypudeckoe LEeWCTBME W OKasbiBaloWMe 3aliMTHbIN

3pdeKkT B OTHOWWEHUN OOpa3oBaHUS KaMHEN N BO3MOXHOW MOTEPU KOCTHOW TKaHMW.
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[MeTneBble ANypeTUKU, B OTNIMYME OT TUA3MAOB, YBENMNYMBAIOT SKCKPELMIO KarnbLNd, YTO
Takke Heob6XxoaAMMO NpMHMMaTh BO BHMMAHWE y NALUUEHTOB C OTEYHbIM CUHAPOMOM.

TeM He MeHee, a(peKT akTUBHBIX POPM BUTaMmnHa D B OTHOLLEHUM yBENUYEHUS
NOTHOCTU KOCTHOW TKaHW npu Tepanuu [K okasbiBaeTcs OOBOSIbHO YMEPEHHbIM Mo
CpaBHEHMIO C adpdpekTom BudocchoHaToB, KOTOPblE B HACTOSILLEE BPEMSI CHUTAKOTCS
Tepanven nepBov fNIMHUM CTEPOMOHOro OCTeonopo3a U 3(PEPEKTUBHOCTL KOTOPbLIX Mpu
CTEpONOHOM OCTeonopo3e MNpPOAEMOHCTPMPOBaHA B KIMHUYECKUX WUCCIedoBaHUAX.
BudpocdoHatel MHIMOBKMPYIOT pacnag rugpokcmanatuTa u, Takum obpasom, apPeKTUBHO
nogaBnaAlT pe3opbumnio KocTu. UX HasHayeHue pekomMeHayeTcs npu AnuTenbHOCTU
neyeHusa K Gonee 3-x mecaueB NpU HanMuuu AOMNOMHUTENbHbLIX (PaKTOPOB puUCKa
OCTEeOonopo3a W KOCTHbIX MEpPerioMoB (KEHLUMHbl B MeHoMmay3e, MNoXunble noaun,
yKasaHus Ha paHee nepeHeceHHble nepenomsbl). bornee Toro, B rpynne BbICOKOrO pucka
UX NPUMEHEHne SBNAETCA 3KOHOMUYECKM 3dpdeKkTMBHbIM. [lpnem OGudocdoHaToB
pekoMeHAOyeTCa Ha npoTskeHuu Bcero nepuwopa npuema K. [pu 9TOM NauuneHTsb
AOJSDKHbI MpoJoskaTh NpueM KanbLUms U BuTamuHa D B agekBaTHbIX 03ax.

OcTOpOoXHO HasHavarT OudochoHaTbl XKEHLWMHAM OEeTOPOAHOro nepuona, B
CBSI3M BO3MOXHbIM pUckoM Ans nnoga. [JaHHble 06 adhdekTUBHOCTM U 6e30nacHOCTU
6udgocgoHaToB y naumeHtoB ¢ CK®d< 30-35 Mn/MMH HeOoCTaTouHbl B CBA3UM C
OTCYTCTBMEM MPOCMNEKTUBHbIX UCCNefOoBaHUM Yy 3TOW rpynnbl naumMeHToB. ECTb AaHHble
0 HEPPOTOKCUYHOCTN BUPOCEHOHATOB, C pasBUTUEM NPU UX MPUMEHEHUN, B YACTHOCTH,
3onegpoHata W naMmuapoHarta, OCTporo TybyrnouvHTepcTMumManbHOro Hedputa n,
BCreAcTBME MPAMOro TOKCUYECKOro [AeWCTBUMS Ha NOAOuUMTbI, KornancupyloLwero
BapnaHta O®CIC. Haubonee 6GesonacHbiM B nNnaHe  HePPOTOKCUYHOCTU
npeacraBnseTca B HacToswee Bpema nbaHapoHat. Cpean noteHumanbHbiX NOBOYHbIX
adpdekToB nNpu OnUTENBHOM Mnpueme O6MdpOCHOHATOB OYEHb BaXHbIM SBMSETCA
OCTEOHEKPO3 YemNCTU, PUCK KOTOPOro acCOLNNPYETCH C MIOXOM rTMrMeHon NnosiocTu pTa,
npoBeAeHMEM WHBA3MBHbIX 3y6oBpayebHbIX npoueayp, B TOM 4YMChe 3KCTpakumMum u
npoTe3npoBaHnsa 3y060B, U ANUTENbHLIM BHYTPUBEHHBIM BBeAeHNEM GMdocthoHaToOB B
6onbwmnx gosax. OkasbiBaeT N HEraTMBHOE BIIMSIHWE Ha pa3BUTME OCTEOHEKpPOo3a
npoBogumasa 3TMM nauueHtam xummotepanus unu npmem K okoH4YaTenbHO He SACHO.
OnucaHbl Takke aTUNUYHbIE NEPenoMbl APYrMX foKanmMsaumi n Ux Nnoxoe 3auBneHune,
B YaCTHOCTU, Anadmsa 6egpeHHON KOCTU, HO UX PUCK OOCTATOYHO HU3KMK (~2 cny4yas

Ha 10,000 naumneHTOB/rog).
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Mpn Hanmuum npoTuBonokasaHwn gns  OucoccoHaToB wunmM  nNpu KX
HEenepeHOCUMOCTH, NPU HEOBXOANMOCTM YCUIEHUS Tepannun Ha3HA4YalT KanbLUTOHWH,
KOTOpbIN, OOHaKO, He SBMSEeTCA Tepanuen rnepBov fIMHUKU NpU NevYeHnn CTepongHoro
ocTeonopo3sa. KanbUMTOHUH YMEHbLUAET NOTEPI0 KOCTHOW TKaHW MHIMbupya pe3opbuunto
KOCTU ocTeokrnactamu. Kpome TOro, npu npueme KarnbUUTOHWMHA OTMEYEHO, YTO OH
MOXET YMeHbLlaTb 60nmn Npy nepenomax No3BOHOYHMKA.

AHabonunyeckum adpdekTtom Ha obpasoBaHMe KOCTHOM TkaHM obnagaet
PEKOMOUHAHTHbIN YyerioBeyYeckum napaTupeovaHbIn ropMOH [rhPTH(1-34)]
Tepunapatug. Ero exegHeBHOe HasHadeHve nipegynpexgaeTr wuHayuupyemoe [K
ycurneHue anonto3a OocTeobnacTtoB U OCTEOLMTOB, CHMXKEHME 4Yucra octeobnacros,
YMEHbLLUEHNE OCTeOoreHesa W MNPOYHOCTM KOCTU. [lokazaHa 3dPEKTUBHOCTD
Tepuvnapatnga B OTHOLUEHUW YBESIMYEHUS MMOTHOCTU KOCTHOM TKaHW Yy NaLMeHTOB,
nonyyatowmx Tepanuio K. OgHako npu octeonopo3se, uHagyumpyemom K, addekr
Tepunapatnga MeHee BbIipaXeH, MO CPaBHEHWO C APYrMMu dopMamMy OCTeonoposa.
Mpn aTtom umeeT 3HadeHue Oonblwas gos3a [K, HanuMume noyeyHon ANCHYHKUUN,
COMyTCTBYIOLWAs Tepanusi, YpoBeHb WHCynuHonogobHoro dakrtopa pocta-1 n ap.
Hanbonbwmnin apekT npn npMMEHeHUn TepunapaTnga oXXnoaeTcs npu NCXOOHO OYEHb
HWU3KOW NIIOTHOCTU KOCTHOW TKaHW M Yy NaLMeHTOB C NeperioMaMn HeCMOTPS Ha NleyeHue
6udocdoHaTamn.

UmmyHocynpeccueHasi mepanusi

MMmMyHOcynpeccusa MoXeT Ha3HavyaTbCs B Ka4eCTBe CaMOCTOATESIbHOMO fevyeHns
UNn B codeTaHuMm ¢ manbiMu gosamu npegHmsonoHa (10-15 mr/cytkn). Ocoboe mecTto B
nevyeHnn MW 3aHnmaeT umknocrnopmH A, KOTOpbIA, C Y4E€TOM COBPEMEHHbLIX 3HaHUN O
MexaHu3Max ero OeucTBus, Mbl B CBOEW MNpPakTUKe OTHOCUM K MMMYHOCYMNPEeCCUBHOW
Tepanun NepBon NUHUMN.

Uuknocnopun A (LicA). CornacHo knaccuyeckum npegcrasnexHvsm, LicA
ABNAETCA MHIMOMTOPOM KamnbUMHEBPUHA M obpaTumo MHrMbupyeT nponudepaunto
nMmdounToB, B NepByld odepedb T-knetok. [NaBHOW MULWIEHbIO OEUCTBUA
unknocnopuHa saenstca CD4+T knetku (T-xennepbl), B KOTOPbIX OH BNOKUpyeT CUHTE3
WI-2, Heobxogumoro Ansa reHepaumm n nponudepaumm T-UMTOKCUYECKMX KINETOK U3 UX
npegLecTBeHHUKOB. AKTMBauna TpaHckpunuun reHa WUI1-2 B agpe T-xennepa 3aBucut
OT OEeNCTBUSA TPaHCKPUMNUMOHHOIO haktopa, Hocswero HassaHne NFAT (HykneapHbiv
daktop  aktmBMpoBaHHbIX  T-knetok). NFAT B nokoswemca  T-numdouunte

pacrnonaraeTcs B LUMUTO30M€ M MOXEeT MNepemMecTuTbcs B AOpO KMeTkn (K MecTy
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TpaHckpunuuu reHa UJI1-2) Tonbko B criydae cesoen gedocdopunmsaumm (notepm 3-x
octaTkoB docdopHon kucnotbl). dedochopunusauma NFAT ocywectsnseTcs nof
AENCTBMEM  BHYTPUKNETOYHOrO 3H3MMa - KanbuuHeBpuHa. KanbuuHeBpUMH C
OMOXMMNYECKOM TOYKM 3peHust npeacraensieT cobon cepuH-TpeoHuH-cboccaTtasy u
cocTouT n3 AByx cybveamHuy kanbemogynuHa (59KDa) n perynsatopHon cybbeanHuubl
(19KDa), aktuBmpyemon moHamm Ca++ (3anyckarowmmn npouecc aktmBaumm NFAT).
LinknocnopuH, nNpoHMKas 4Yepe3 KNeTovHyt MembpaHy numdouuTa, nonagaeTr B
UMTO30MNb KNEeTKW, rae coefuHAeTcsa C UUKNOUNMHOM . BHyTpukneTouHbin 6enok
uuknocpunnmH  (18KDa) otBevyaeT 3a npouecc [-CknagbiBaHUA NPOTEUHOB U
npuobpeteHne MMM TpeTUYHOW CTPyKTypbl. OH Takke CnocobCTBYET MX TpaHCnopTy
BHYTPW KNeTkn. B HacTosllee BpeMs YCTAHOBMEHO, YTO LMKNOMUNNUHBI Y4acTBYIOT B
npoueccax pennukaumm PHK n npotenHoB Bupyca renatuta C (BaXHbI MexaHWU3M
nnenoTponHoro adpdekTa UMKNocnopuHa npu BupycHom renatute C). HaTuBHbIN
LUMKNOUNIMH M cBOBOAHBIM LMKINOCNOPUH HE OKasbiBalOT Kakoro-nmbo AencTBus Ha
KanbumHeBpuH. OpaHako, KOMMMEKC UMKIOCNopMHa C  UuknogunuHom obnagaet
BbIP@XEHHbIM  MHrMOMpyOWMM  3pbdekToM Ha  CepuH-TpeoHuH-cboccaTtasy, B
pesynbTate Yyero Hapywaetcsa npouecc gedocdopunusaumm NFAT, a cnegoBaTernbHO
ero TpaHcnokauus B aapo. Kpome tpaHckpunumu reHa UJ1-2, NFAT Takke oTBevaeT 3a
TPAHCKPUNUUIO TEHOB MHTEepdEPOHa Y 1 TyMOp-HeKkpoTusmpyowero dakropa a (TH®-
Q).

Ho addpektbl LICA He orpaHuymBaioTCa uMMyHocynpeccuen. LICA pgencrteyet
HenocpeacTBEHHO Ha YpPOBHE MOAOUUTAa, OKasblBas NPSMOW aHTUNPOTEUHYPUYECKUN
adpeKT 3a cuyeT cTabunusaumm ero akTMHOBOMO LMTOCKerneTa nocpeacteom Grokaabl
AedocopnnupoBaHns CMHaANToONoauHa.

OcCHOBHas yHKUMSA BHYTPUKNETOYHOro Oenka CHMHaNTOMOAMHA 3akryaeTcs B
cTabunmnsaumm o-akTMHOBOro uutockeneTta. CMHaNTONoAMH NpenaTcTByeT Aerpagaunm
BHYTpuKreToyHoro 3sH3numMa RhoA-GTPasa, KoTopbin B CBOKW oO4epedb nNpuHMMaeT
yyactme B 00Opa3oBaHMM MYYKOBbIX BOSIOKOH M3 GOree TOHKUX O-aKTUHOBbLIX HUTEWN.
[MydykoBble  BONIOKHa, HasblBaeMble TakkKe  CTPEeCC-BOSIOKHaMKW, He  MpocCTo
cTabvnuanpyloT uuTocKeneT, a AenawT ero AuHamudHbiM, 4TO obecneuymBaet
HOXKOBbIM OTPOCTKaM NOAOUMUTOB NOABWXHOCTb. OOHOBPEMEHHO CUMHaNTOMOAWH
npensaTcTByeT o6pas3oBaHMIO KNETKOW MENKUX, LUMTONMa3MaTUYecKnx BbIPOCTOB —
dunonoaun, HasblBaeMblX Tak M3-3a TOro, YTO OHW UMEKT CPOACTBO ApYyr K Apyry

(Hanogobue «kanenb pTyTM»), B pesynbTate 4ero obnerd4aetcs nNpouecc ChUSHUA
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HOXKOBbIX OTPOCTKOB  MNOAOUMTOB. BbINONHATL  Bblle  OMUCaHHble  PYHKUUK
CMHaNTOMNOAWH MOXET TOMbKO TMpu OBYX YCNOBUAX: BO-MEPBbIX, Haxogscb B
docopunmpoBaHHo opme, a, BO-BTOPbIX, Oyayum cBA3aHHbIM C Apyrum 6enkom,
HOCAWMM  ycrioBHoe HasBaHue 14-3-3. docopunvpoBaHve cuHanTonoauHa
obycrnosnuBaeT MNpPOYHOCTb €ro CBsA3M C npotemHom 14-3-3, a, cnegoBaTenbHO,
obecneunBaeT BbINOSIHEHWE CUHAMNTOMOAMHOM CBOMX (YHKUMWA NO cTabunusaumm
uuTockeneTa.

B uuTtonnasme nogouuTa HaxXoOUTCS SH3MM KanbUMHEBPWUH (CEpPUH- TPEOHMH-
doctaTasa), nNogobHbIN TakoMy e 9H3uMy B T-numdoumntax. KanbumHeBpuH
aedocopunupyet CUHaANTOMNOAMH, KOTOPbIA WK3-3a 3TOr0 TepsieT CBOK CBSA3b C
npotemHoMm 14-3-3 M MOMeEHTanbHO MoABepraeTcss MNPOTeonu3y nog AencTBuveM
katencuHa-L. [llomnaraiwT, 4TO aKTMBHOCTb MOAOLMTApPHOro KasnbUWHEBPUHA pPe3ko
BO3pacTaeT npu BO3AEUCTBMM Ha InuTenuasribHyK KreTKy naToreHHbIXx (OakTopoB.
[MOHATHO, YTO LMKIIOCMNOPUH, BNOKNPYSA KanbUUHEBPUH MO YXXe U3BECTHOMY MEXaHU3MY,
obecneunBaeT cTabunmsaumio CMHaNToNnoAnHA U TEM CaMbiM €ro CBA3b C NMPOTEMHOM
14-3-3.

Takum obpasom, LIcA, nomrmo Bo3gencTems Ha uMmyHHoe (T- 1 B- numdounTbl)
3BEHO naTtoreHesa nepBuYHbIX M BTOPUYHBIX romMepynonatui, obnagaeT yHUKanbHbIMU
CBOMCTBaMM BOCCTaHaBNMBaTb CTPYKTYPY U (PYHKLUUIO NOOOLUMTOB, YTO onpeaensieT ero
BbIpaXXEHHbIN aHTUNpoTenHypudeckumn adpdekt npmn HC.

LICA ycnewHo npuvMeHsieTCcs npu NeyYeHuu nogoumtonaTtuii, U, B YaCTHOCTMU,
BEMW. LicA (B Buae MMKpO3MyIrbCUMK) Ha3Ha4vaeTcs B HavanbHoOW Jose 2 — 2,5 mr/kr/aeHb
B 2 npuema, C yBenunyeHuem [03bl Kaxable 2 Hefenn OO OOCTUXKEHUS pemMuccum,
MakcumanbHon o3bl (He 6ornee 5 Mr/kr/geHb) NN TOKCUYHOCTMW.

LICA nmeeT GonbLuyio MeXuHanBMayanbHyto 6MogoCTyNHOCTb NPy NepopanibHOM
npueme. lNpu 3TOM OH ABNAETCH JIEKAPCTBOM C HU3KUM TeparneBTUYECKUM WHOEKCOM,
4YTO O3HayaeT Vy3KMW AuanasoH Mexay TepaneBTUYECKOW U TOKCUYECKOU
KOHUeHTpaumsamn. 3710 TpebyeT nHamBmayanm3aumm n NOCTOSIHHONO KOHTPONs 403bl Ha
OCHOBE OnpefeneHns KOHUEHTpauum npenapata B KpoBuM Ana  obecneyeHus
TepaneBTMYeckoro adpdpekta 1 npefoTBpaLleHUss TOKCUYeCKuX peakuui. Hamnyydwunm
MeTOAOoM onpeaeneHus npoguna npenapaTa B KpoBu aBngetcs 12 yacoBas cepunHas
OLleHKa KOHLeHTpauuu npenapaTta B KPOBU C MOCTPOEHMEM KPUBOW «KOHUEHTpauus -
BpemsaA» n oueHkonm nnowaau nog kpuson (AUCo.12). TpagMuMOHHO MCNOMb3yeTcd

Hyneeas Touyka Cy (MMHMManbHLIN YPOBEHBL), KOTOpas onpegenseT yposeHb LICA B
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KpoBu 4epe3 12 yacoB nocne npuema npenapata. OnTuManbHbIM 3HA4YeHMEM MO
Hynesoun Touke (Co) Npu nevyeHnn nogoumtonaTui MoxeT cumtatbesa ypoBeHb 80-150
Hr/mn. CyuwiectByeT MHeHue, 4yTo Touyka C, (4epe3 2 yaca nocne npvema) nydwe
KoppenupyeT C nnowanbio Mnog KpuMBOM W, cCnepoBaTenbHO, TOXEe MOXeT ObiTb
ncrnonb3oBaHa anga nogbopa go3bl. OgHako ueneBble KOHUeHTpaumn LIcA B Touke C,
ANA  NauMeHToB C [fOMepynsipHbiMKM  GonesHamMu, B OTNMYME OT  PeuunmneHToB
TpaHCNMaHTaToB, Noka ele OAHO3HAYHO He onpefeneHsbl.

Mo6ouHble adhdekTbl Npy NpuMeHeHUn LICA aBnsoTCca 4030-3aBUCUMbLIMA U, NPU
NPUMeHsIEMbIX B HedpOSiormyeckon MpakTuke [03ax, OHU, KakK MpaBuso, BblpaXKeHbl
yMepeHHO n aBnaTca obpatumbimn. K Hanbonee yacTbiM OTHOCATCA apTepuarnbHas
r’MNepTeH3nsi, HeMPOTOKCUYHOCTb, TUPCYTU3M, Tunepnrasvss OeceH, Tpemop,
rmnepnunuaemMusl, rMneprivMkeMmns, rmnepypukeMmns, Kpome Toro, YacTtble, HO OObIYHO
mMsrkme n TpaHsutopHble XXKT pacctponctBa, B BUMAE aHOPEKCUM, TOLUHOTHI, PBOTHI,
anapen, abgoMmMHanNbHOro AnckomMa@opTa, a Takke rmnepkanMeMmns u, kak gns noodomn
MMMYHOCYMMPeCccuun, NHMeKLnn.

Mpn nevennn LICA pemuccust gocturaetcs, Kak npaBuno, B TedyeHne 12 Hegenb
neyeHus. B cBA3N C BbLICOKMM PUCKOM peumnamsa npu peskorn oTmeHe LIcA, obwmm
npasunomMm npu nedeHuun LIA aenseTtca anuteribHoe nevYeHne n nocterneHHoe CHMXeHne
po3bl. Mpn aTom BO3MOXHO ABa noaxoga. Mpu nepsom, nocne 3 mecsaueB cTabunbHOM
peMuccn 003y NOCTEMEHHO OYeHb MEANIEHHO CHWXaKwT [0 MUHMMarbHOW,
nogoepxueawowen pemmccmio  (06blMHO  MeHble 1-2  mr/kr/cyTkn) ¢ obuien
ONNTENbHOCTLIO NeveHus 12-24 mec. Haw onbIT BegeHUsa Takux O60nbHbIX NO3BONSET
pekoMeHAoBaTb BTOPOM Noaxon, npu KOTOPOM, HECMOTPS Ha LOCTUXKEHUE pemMuccum,
nepBoHavanbHad posa LICA HasHavyaeTcs B TeyeHve 12 wMecsiueB, 3ateM eé
nocteneHHo (0,5 wmr/kr/cyTkn ¢ 4-8 HegenbHbIMW WHTEpBanamu) ymeHblUalT OO0
MUHUMarnbHON NoaaepusBatowlen (He bonee 2 Mr/Kr/cyTkn) n coxpaHsaT e€ oo obuuen
NPOOOIMKUTENBHOCTN Kypca Tepanun 0 24 Mec. Takas ANUTENbHOCTb JleYeHus, C
nocrerneHHom otmeHou LIcA, yBenuuneaeT BEPOATHOCTb YCTONYNMBOW PEMUCCUN.

Mpn npumeHenmn LICA B KayectBe 6asoBow Tepanum OBOCTPEHUHA, OH
Ha3Ha4aeTCs B yKasaHHbIX Bbllle [03ax B codyeTaHuu ¢ npegHusonoHom B pose 0,6
Mr/KF/CYTKN B TEYEHME MeCsILa, XXenaTenbHo, B anbTepHUpyoLwwem pexume. [Janee gosy
npeaHn3onoHa nocteneHHo cHwxkatT o 0,15 mr/kr/cyt (He Gonee 15 wmr/cyTkn) u
coxpaHsaT ee o 12 mec. 1o uctevyeHnn nepebix 12 mecsaues, 403y NpeaHU30sioHa

CHWXaloT ganee, oo nogaepxmsatowen — 0,10 mr/kr ¢ obLen AnNUTENbHOCTBIO NTEYEHMS
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0o 24 mec. [Ina noggepxaHna peMmnccum BO3MOXHO npumeHeHue ogHoro LicA. OgHako
npeacTaBnaeTca natoreHeTU4eckn uenecoobpasHbiM coyeTaHHOe Ha3HadeHue LICA ¢
HU3KMMW O03aMW NPeaHM30M0oHa A0 OKOHYaHuA npuema LICA ¢ obuwen anuTenbHOCTbIO
neveHns go 24 mec. lNpu peumanee nNpoTeMHYpUM He-He(PPOTUYECKOro YPOBHS, 003a
LIcCA moxeT OblTb BpEMEHHO yBenuyeHa Ha 1-2 mMec. M 3aTeM BHOBb MOCTEMEHHO
CHWXeHa.

Ana npepoTBpaweHns pasBUTUA HePOTOKCUYHOCTU MpU npumMeHeHumn LIcA
HeobX04MMO KOHTPONMPOBaTb YPOBEHb KpeaTUHWHA KPOBU Kaxable 2 Hepenu B
TeYeHue rnepsbiX 2-X MecdaueB, 3aTeM OOUH pa3 B MecsL B TeyeHue 6 MecsueB 1 3aTem,
no KpavHen mepe, pa3 B 2 Mecsaua. [Npn yBenuyeHMn KOHUEHTpauuu KpeaTuHWHa B
KpoBu 6onee Yyem Ha 30% No cpaBHeHMIO € ero 6asanbHbIM YPOBHEM (faxe B npegenax
HOpMmarnbHOro AnanasoHa) TpebyeTtcs cHuxeHue Ao3bl LICA - 06biMHO Ha 1 Mr/Kr/cyT.
Ecnu po3a cHuwxkeHa Ha 1 Mr/kr/cyT u yepes 1-2- Heenu ypoBeHb KpeaTMHUHA OCTaeTCs
>30% oT HauanbHoro, LIcCA BpeMeHHO oTMeHseTcs. Koraa KpeaTUHUH CHWXaeTca 0o
YPOBHS, He MpeBbilawero HadanbHbin Ha 15%, MoxHO BO306HOBUTL LICA B Gonee
HU3KMX Jo3ax. HecmMoTps Ha noTeHumanbHyo HedpoToKCHMYHOCTb LICA, HabnoaeHns 3a
nauyneHtamu, nonydaswmmun LICA o 4-7 net, nokasbiBalT, YTO ANUTESbHBLIN MpUem
npenapata B HW3KMX [03ax MOXeT ObiTb 6Ge3onacHbiM. TemM He MeHee, npu
ANUTENBHOCTN NiedeHnss Ao 2-x neT u 6onee Ans BbISBNEHUA MOPEOSIOrMYECKNX
NPU3HAKoOB  LIMKIOCTMOPUHOBON  TOKCUYHOCTM MOXeT obcyxaaTtbCss npoBeaeHue
NOBTOPHON Hedpobroncun.

CTouT ele pa3 nogyepkHyTb, YTO OTMeHa LICA, kak u npeaHW30noHa, OormKHa
NpPoOBOOUTLCH MOCTENEHHO WU3-3a puUcKa peumgmea MpU BHE3anHOM MpeKpaLleHun
npuema atnx npenapartoB. [Npu HeaddekTnBHoctn LICA B TeyeHne 6 mecsiueB npwu
BEMW, neyeHne [omkHO ObiTb MpekpalleHo, a AuMarHo3 NepecMOTPeH, BO3MOXHO, C
NOBTOPHON Hedpobroncuen.

Lnpokoe npumeHeHne LICA moxeT OblTb OrpaHMYeHO W3-3a €ro BbICOKOW
CTOMMOCTU. [NA yMeHbLUEHNA [003bl, @ 3HA4YMT 1 cToMMocTu npenaparta (go 37-80%),
BO3MOXHO €ro COBMECTHOe npumeHeHne ¢ uHrmbutopammn CYP3A4, depmeHTa,
meTabonuaupytowero LICA, B 4acTHOCTM, C NPOTUBOrPUGKOBBLIM MNpenapaTtomM
KeTokOHa3onoM. [laHHaa TakTuka Halwfna rMpuMeHeHMe B TpaHCnaHTauMoOHHON
Hedporornm, ogHaKko nNpu nevyeHnn rnoMepynonaTnin NCNonb3yeTcs peako.

Opyrum npenapaTtom, OTHOCALMMCA K rpynne WHrMOUTOpOB KanbLUUHENPUHA,

angetca Takponumyc — FK-506 (TAC), oTtHocawwminca k makponvaam. Komnnekc
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Takponumyca, BHYTPUKINETOYHOro cBa3sbiBawowero ©6enka FKBP-12, «kanbuus,
KanbMogynMHa W KanbUWUHENpuHa  uMHrMbupyetT  dpocdaTasHyld  aKTUBHOCTb
KanbuMHenpuHa n nogasnseTt TpaHckpunuum WUJ1-2 n nntepdepoHa-y, a takke WJ1-3,
WI-4, U-5, rpanynount-makpodar konoHui ctumynupyowero gpakropa (GM-CSF), u
TH®-a. Bce 310 NpMBOAUT K NOAABMEHUI0 PaHHUX 3TarnoB akTuBauun T-nMM@OLNTOB.
Mo cpaBHeHuto ¢ LicA, TAC Bbi3biBaeT 60nee MowHoe nogaBneHne LUMTOKMHOB, a ero
npocune NoBO4YHbIX 3PdEKTOB Heckornbko oTnnyeH oT LicA. U Bce ke, Kk Hambonee
yacTbiM NOBGOYHbIM  3pdhpeKkTaMm, SABMAKWNMCH  [0030-3aBUCUMbIMKW,  OTHOCATCHA
HePOTOKCUYHOCTb, apTepuanbHas TrUnepTeH3ns, runepkanvemMus, runepypukemus,
rMNeprrivkeMmnsa, Tpemop, Xenyao4yHo-KuweyHble paccTtponcTtsa, anoneuus. TAC, no
cpaBHeHno ¢ LICA, He Bbi3blBaeT runeprpuxosa W runepnnasvn  OeceH,
XapakTepuayeTcsa MeHbLUen HePPOTOKCUYHOCTBIO, HO Yallle BO3HUKAET rmneprivkeMus.
Mpn npueme TAC HeobXoOUM MNOCTOSAHHBIA  KOHTPOSb  (PYHKUMM  MOYEK U
MOHUTOPUPOBaAHME OPYrux NoBO4YHbIX 3PEEKTOB, KenaTenbHO onpeneneHue ypoBHSA
npenapaTta B KPOBMW, YTO 3HAYUTESIbHO YyBenunyMBaeT CTOMMOCTb fedveHud. Llenesas
koHueHTpaums TAC B Touke Cp - 5-10 Hr/mn. Takponumyc HasHadatoT B gose 0,1-0,2
MKI/KF/CyTKWN, C NOCTENEHHbIM CHMXEHMEM [03bl 40 NOALEPXKMBAKOLLEN NPU NONyYeHUn
KNUHU4Yeckoro adpgekra.

NHpopmaums o npumeHeHun TAC npu BMW orpaHnyeHa. N3BeCTHO O XxopoLumnx
pesynbtatax HasHadyeHus TAC npu cTepoua3aBUCUMOM U CTepPOUMAPE3NCTEHTHOM
HedpOTUYECKOM CUHOPOME Yy AeTen 1 'y B3pocnbiX. Anga oueHkn mecta TAC B neveHun
BMU HeobxoauMbl AnuTenbHble paHOOMMU3NPOBaAHHbIE KOHTpOnupyemble
nccregoBaHus.

Ewe ogHum npenapatom, LWUMPOKO npumMmeHdembiM npu BMW npu ctepoungHomn
PE3NCTEHTHOCTU, CTEPONOHON 3aBUCUMOCTU, MPU YacTOM peunamBMpOBaHUU, a TakKxke
npy NPOTMBOMNOKa3aHUAX K MNPEegHU3ONIOHYy M OO0 CUX MOp, HECMOTPS Ha BbICOKYH
TOKCUYHOCTb,  CYMTAKOWMWACA  CTaHgapToOM B 9TUX  CUTyauusix,  SBrseTcd
umknodocohamug (LP), apnawowminca UUTOCTATUKOM ankunmpytowero AencTaus.
OpHako, HeCMOTpS Ha 3KOHOMUYECKME NpeuMyLLecTBa (HEBbICOKas LieHa) Ha3HayYeHune
Li®d HexenaTenbHO U3-3a €ro TOKCUYHOCTW, BKNHOYaKOLWEN MUENTOTOKCUYHOCTD,
pasBuTUe TSXKEmNbIX U ONMOPTYHUCTUYECKUX UHPEKUNN, reMopparnyecknin UUCTUT, pUCK
3M10Ka4YeCTBEHHbIX HOBOOOpPAa30BaHWA, TFOHAAOTOKCUYHOCTb, a TakKke >Kenyao4vHo-
KMLIEeYHble paccTponcTBa, obnbiceHne. Kpome ToOro, npu HasHadeHun LIO, ero

3(pPEeKTUBHOCTb NpK YaCTbiX 06OCTPEHUAX U CTEPOUOHON 3aBUCUMOCTHM ropasao Bbille,
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4yeM MpU CTEPOMOHOM PESUCTEHTHOCTU. A Te nauumeHTbl, KTO, MpU CTEPOULHON
PE3NCTEHTHOCTU YyBCTBUTENbHbI K LI®, kak npaBuno, dysBctBuTenbHbl U K LIcA. LUd
MOXET Ha3HayaTbCAa nepopanbHO B Jo3e 2-2,5 Mr/kr/cyTkn B TedeHne 8-12 Hegenb unm
BHyTpuBeHHO 500-750 Mr/mM%/Mec. B TeuveHne 6 MecsiueB. LI®, npu cTepomaHoii
3aBUCMMOCTU M NpPU YacTbiXx OBOCTPEHMSX, ODObIMHO Has3HayaeTcss B COYeTaHuu C
ManbiMM [o3aMu NPeAHU30fI0Ha, HO CYMTAETCs, YTO MpM YacTbiX OBOCTPEHUAX OH
BbICOKOQ(P(PEKTMBEH U MPU CaMOCTOATENbHOM Ha3HaydeHuu. CymmapHasa gosa Ud He
pomkHa npesblwate 200 wmr/kr. Kpome TOro, wu3-3a KyMynaTMBHOMO Xapakrepa
TOKCUYECKNX 3(P(PeKTOB, MOBTOPHbIE KypChbl Tepanuu L|® HasHa4yaTbCa He JOMKHBbI.

MNpenapaTtbl MukocdeHonoBon kucnotbl (MPK) (MukodeHonata modeTnn —
MM®, kunweyHopacTBOpMMbIN MuUKkodeHonaT HaTpusa - KP-MH) Takke ucnonb3yroTcs
npy BMW. M®K - nHrmbuTtop kntoveBoro pepmeHTa CuHTe3a de novo ryaHo3UHOBbIX
HYKNeoTUaoB - MHO3UH 5-MOoHOocdaT aermaporeHasbl, NPeMMyLLeCTBEHHO U30(OPMbI
Il Tvna, BCneacTeue Yero NPOUCXOAUT CENEKTUBHOE MHIMBMPOBaAHNE aKTUBMPOBAHHbIX
T- n B- numdountos, He umerwmx Apyrux nyten cuHtesa Hykneotngos. MOK He
OKasblBaeT CyL|EeCTBEHHOro BIUSIHUA Ha Apyrue TKaHu C BbICOKOW MponvdepaTuBHOm
aKTUBHOCTbIO (HEMTPOMOUIbI, KOXa, KULWEYHMK, KOCTHbIA MO3r), KOTOpble MWMeIT
3anacHoOn NyTb pecuHTe3a HyKNeoTnaoB. OTO 0OBACHAET MEHbLUYH TOKCUYHOCTb MOK,
no cpasHeHuto ¢ LId. K nobo4yHbim adpdhektam MOK oTHOCATCA XenygodHO-KULLIEYHbIE
paccTpoucTtBa, WHEKUUM, NEenKoneHus, nMMQoneHnsi, renaToTOKCUYHOTb, MpwU
ANIUTENbHOM  MPUMEHEHUN  YBENUYMBAETCA pPUCK  PasBUTUA  3ITI0KAYECTBEHHbIX
HOBOOOpPa30BaHUMN.

Mpenapatel M®K  BbidbiBatoT  pemuccumio BMW npu  ctepougHom
YyBCTBUTENBHOCTU, NPU YacTbiX 060OCTPEHUAX U NPU CTEPONOHON 3aBUCUMOCTU Y AeTeN
1 B3pOCHbIX, a Takke npu HeadpdekTuBHoCcTU LID.

OpHako, aaHHble o npumeHeHun npenapatoB MO®K npn BMW He noaTeepXxaeHsl
BONbWMMKN KOHTPONMpYyeMbIMU uccnegoBaHmsmn . CyuiectByeT MHeHue, 4to MOK
oKasblBaeT Nyywunn 3pekT npu nponudgepaTuBHbIX PopMax rrnomepynoHedpuUToB.
BeposaTtHo, npenapatbl M®K moryT ObiTb HasHayeHbl nauueHtam ¢ BMW ¢ yacTbimu
0BOCTPEHMAMM M C OCIOXHEHUAMU CTEPOUOHON Tepanuu Mpu HanmMyunum BO3MOXHbIX
npotmeonokasaHmn ons LicA. HavyanbHaa gosa gnst B3pOCnbiX MOXET ObiTb 2 r/CyTku
ang MM® (1440 mr gna KP-MH), koTopas HasHavaeTca 0O pa3BUTUS NONHOW peMuccum
C nocneyowmm cHmwkeHnem go3bl go 1,5 r/cytkm (1080 mr ana KP-MH) Ha 2 mecqua, a

3ateM u go 1 r/cytkm (720 mr gna KP-MH). B Takom p[ose, npu Xxopowlen
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NnepeHoCMMOCTN, BO3MOXHO MPOAOIIKeHe neveHna Ao 2-x net. OgHako npy oTMeHe
npenapara nocre fneyeHus, B TeyeHne 1-2-x neT onucatHbl peunamnsbl B 68% crnyyaes.

Putykcumab (PTX)- [lpeacrtaesnsier cobGon XMMEPHOE MOHOKITOHaNbHOe
aHTUTEno MblILLM/YenoBeka, KOoTopoe cneynduyecku CBsA3blBaeTCH C
TpaHCMeMOpaHHbIM aHTureHom CD20, pacnonoxeHHbiM Ha npe-B-numdountax wu
3penbix B-numdountax 1 BbI3biBaET NU3NUC 3TUX KINETOK NO KOMMIEMEHT-3aBUCUMOMY U
KOMMNIEMEHT He3aBUCMMOMY MexaHu3dmam. [lpu WMPOKOM  UCMONb3OBaHUM B
KnuHuyeckon npaktuke PTX  xapaktepusyetcs ©6e30MacHOCTbO M XOpOLUEeWn
NepeHoCUMOCTbiO Y OOMbLUMHCTBA NauMEHTOB. TemM He MeHee, MOryT BCTpeyaTbC
WH(PY3NOHHbIE peakumn (nuxopagka, O03HOO, cCbinNb, OGpPOHXOCNa3Mm, rMMNOTEH3UNA) W
TShKenble UHPEKUMM BCNeaCTBUE NIENKONEHUM U rMnorammMarnobynmHeMumm.

O6nactn npumeHeHns PTX npy MMMYHHOM NATOMOMMK MOYEK B HacTosLiee
BpemMsa ObICTpO pacwupsaTcs, B 4vactHocTu ¢ 2013 roga B MoKasaHWa K ero
npumeHeHnto BkntoveHbl AHLIA-accoummpoBaHHble Backynutbl. MmetoTca coobLieHns
06 ycneLHbIX OAHOKPATHbIX U NOBTOPHbLIX HAa3Ha4YeHWsIX 3Toro npenaparta npu MU npu
CTepongHOM 3aBUCUMOCTM U NPU  CTEPOUOHOW PE3UCTEHTHOCTU. EOuHBbIX Ccxem
HasHadeHua PTX npu BMW HeT. BBOAMMbIE 003bl BapbupytoT mexay 375 Mr/mM® pa3 B
Hefjento B TeyeHMe 4-6 Hedenb M OAHOKPATHbIM BBEAEHMEM TOW Xe [J03bl.
[AnuTenbHOCTb peMuccumn, Kak npasuno, COOTBETCTBOBaNa AnNnTeribHOCTU cynpeccun B-
KNeTok, BO3MOXHO pa3BuTue peumausos. Npegnaraetcs ucnonb3oBaHue npenapara B
KayecTBe cTepouacbeperatollero npenapata npu CTEPOUMAHOM PE3UCTEHTHOCTU U
CTEPOMAHON 3aBUCUMOCTM.

YuntbiBad, 4TO B natoreHese bBMW ocHoBHOe 3HayeHuMe npuagaeTca
rTMNoTeTUYECKOMY  LIMPKynupylowemy aktopy, Bblaensemomy T-numdoumtamu,
acppekT PTX npu aTton 6onesHn okasancsa HeoxumaaHHbIM. B kayecTBe TeopeTnyeckoro
ob6ocHoBaHuA adpdpekta PTX npu BEMU obcyxaatoTca BO3MOXHbBIE MEXAHU3MbI BIIUSIHNSA
B-numcounToB Ha aktMBaumio u perynauuio T-nuMEOULNTOB KakK 3a CYET ceKpeuun
uutokmHoB  (UJ1-10, TpaHcdhopmupytowmin  daktop pocta 6erta, WI1-6), Tak un
nocpeacTBOM MPSAMOrO MX KOHTaKTa 3a CYeT 9KCMPEecCUM Ha MOBEPXHOCTU KIEeTOoK
mMonekyn, obecneuymBaloWwmx KocTumynupytowme curHanel (CD80/86,MHCH, CD40,
0OX40). OgHa vHTepecHas Teopus npeanonaraet, 4Yto addekt PTX ocywecTBnaetca
He TOSIbKO 3a CYeT UCTOLLUEHUs B KneTok, HO 1 3a cYyeT, No KpanHen Mmepe, YacTUYHO,
nHaykumm T-perynsatopHbix kneTtok. Kpome Toro, Fornoni et al. (2011) nokasanu, 4to

PTX, nomumo gencteunsa Ha B numdounTbl, okasbiBaeT HENOCPEeACTBEHHbIN 3PeEKT Ha
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noaouunTbl, CTabunuanpys Mx UUTOCKENeT, U npegynpexgaetr ux anonto3 3a cyet
B3aMMOOencTBusa ¢ npogyuupyembiMm nogouutamu npotemHom SMPDL-3b (nogo6bHas
Kncnon cduHrommenuHase docgogmactepasa 3b) n perynmpoBaHus akTMBHOCTU
Kucnow ccpmHrommnennHasbl (ASM-asbl)).

Ana npuvHAaTMA 0GOCHOBAHHOrO pelweHns o HasHadeHun PTX Heobxoguma
MHdopMauus, nosiydeHHas B MHOMOLEHTPOBbLIX PaHOOMU3UPOBAHHBIX KITMHUYECKUX
nccrnegoBaHnaXx.

AsatunonpuH (A3A) - [gepuBaT  MepkanTonypuHa-6, BKM4YadAcb B
mMeTabonuyeckne peakumu, HapylaeT CWUHTE3 HYKMEMHOBbIX KUCMNOT, WHrMbupys
nponudepaumnto KneTok, ocobeHHo numdoumnTos. B Bbicokmx gosax (10 mr/kr) yrHeTaeT
PYHKUMIO KOCTHOro Mo3ra, nogasnseT nponudepaumio rpaHynoumMToB, Bbl3blBaeT
nevikoneHnto. OnbIT NnpumeHeHns A3A npu BMU HeGonbwon n HeonpeaeneHHbl, HO
ecTb AaHHble 06 adhdpekTnBHOCTM A3A npn BEMW, pe3ncTeHTHON K KOpTUKOCTEPOULAM.

B uenom, npu BMW npu Hannumm 4yBCTBUTESILHOCTU K KOPTUKOCTEpOWUOaM,
OTOANEHHbIN NPOrHO3, Kak MnpaBuno, 6rnaronpuATHbIN, Uy GONbLUMHCTBA B3POCHbIX
naumMeHToOB pas3BMBaeTCs CToWKash pemuccusi. [1porHO3 B OTHOLWIEHMU MOYEYHOW

dyHKUMKN Takke 6naronpusiTHbIN.



