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MeToauka oLeHKU CUNbl peKoMeHaauum n yYpoBHSA UX
npeackKkasaTenlbHOCTU, UCNOSIb30OBaHHaA NMPU COCTaBNEeHUN AaHHbIX
KITMUHUYECKMUX peKoMeHaauum *

Mo cune pekomeHgauunn nogpas3genAaroTcAd Ha TPpU KaTteropmm B y6bIBaI-OLLI,eM nopsaake:

ypoBeHb 1 (3KcnepTbl peKOMeHAYHOT); YpOBeHb 2 (3KCnepThl NpeanararoT);

«HeandepeHLMpoBaHHbIA ypoBeHb» (Tabn. 1). Cuna npeackasaTensHOCTH

pekoMeHOauun nogpasgeneHa Ha 4 ypoBHs (Tabn. 2).

Tabnnua 1. OueHka cunbl pekomeHaaunn

YpoBeHb OueHka pekomeHgauunn
Co CTOpOHbI Co CTOpOHbI HanbHenwee
nauymneHToB Bpa4a HanpaslieHne
Mcnonb3oBaHUA
YpoBeHb 1 «3KkcnepThl Mogaenswowee Mogasnsatowemy PekomeHgaums
PEKOMEHYIoT» BONbLUNHCTBO BoNbLNHCTBY MOXeT BbITb
naumeHToB, CBOUX NAUUEHTOB | MpUHATA B Ka4yecTBe
OKa3aBLUNXCA B Bpay Oygert CcTaHgapTa
nogo6bHow cutyauunm, pekomeHOoBaTb OencTBeus
npeanoynu 6ol cneposatb MeOULMHCKOro
cneposatb NMEHHO 3TUM nepcoHana B
pekomeHayeMbIiM NyTem | nyTem GonbLIMHCTBE
n nuwb HebonbLlasa KNUHUYECKUX
YacTb 13 HUX OTBEPrnu cuTyaumm
Obl 3TOT NyTb
YpoBeHb 2 Bbornbwaga yactb [nsa pasHbix PekomeHgauuu,
«3KCnepTbl nonarawT» naumeHToB, naumeHToB BEPOSATHO,
oKasaBLUMXCS B cnepyet notpebyioT
nogo6bHow cutyauunm, noabupatb obcyxaeHus ¢
BblCKa3anucb 6bl 3a TO, | pasnuyHble yyacTnem Bcex
4yTOObI CriegoBaTh BapuaHThbI 3aMHTEepeCOBaHHbIX
pekomeHayembiM pekomeHgaumn, CTOPOH [0 NPUHATUSA
nyTem, ogHaKko noaxoasiune nX B KayecTse
3Ha4MTENbHadA YacTb UMEHHO NM. KNUHUYECKOro
otBeprna 6ol aToT NyTh | Kaxxgomy CcTaHgapTa
naumneHTy
Heobxoanma
nomoub B Bolbope
N MPUHSTUN
peLleHuns, KoTopoe
oypet
COOTBETCTBOBATH
LEHHOCTAM U
npeanoyYTEHNSIM

JaHHOro nauyneHTta

«HegudpdpepeHunpoBaHHbIN

YPOBEHb»
“Not Graded” NG

[aHHbI ypoBEHb NPUMEHSIETCS B TEX CIy4Yasx, KOrga B OCHOBY
pekomMeHaLmMmn yknaablBaeTcs 34paBblii CMbICI UccregoBaTens-
akcnepTa unu Torga, korga obcyxaaemas Tema He gonyckaet
afeKBaTHOro NPUMEHEHUS CUCTEMbI JOKA3aTENbCTB, UCTONb3YEMbIX

B KIMNMHNYECKOWN NpaKTUKE.




Tabnuua 2 NpegukTopHbie YPOBHU peKOMeHaaL MM

YpoBeHb | XapakTepucTuka 3HayeHune/onucanue
YpOBHSA
npeacka3aTtesibHOCTU
A Bbicokumn OkcnepTbl abCOMTHO YBEPEHBI B TOM, YTO MPY BbINOMHEHWM

OaHHOW pekomeHaauuun, Habngaembin 3MEEKT NOYHTK
NOSTHOCTbIO COBMaeT C OXKngaeMbiM.

B ymepeHHbm OKcnepTbl OXXMAAKT, YTO MPY BbINOMHEHUN JAHHON
pekoMmeHaauun, Habnogaembli appekT ckopee Bcero byaet
BGnM30K K OXXMaaeMomy, OLHAKO He UCKMYaeTCsl BO3MOXHOCTb
TOro, YTO OH ByAeT CyLWeCTBEHHO OTNNYATLCS OT Hero.

C Hwu3knn lMpenckasbiBaemblii 3PMEKT MOXKET CYLLLECTBEHHO OTNNYaTHCA
OT pearibHoro.
a OuyeHb HU3KUN lMpenckasaHune apdekta KpanHe HeHaZeXHO U O4YEeHb YacTo

6y,u,eT OTNN4aTbCA OT peasibHOro.

MNpumeyaHue: * cocTaBrneHbl B COOTBETCTBUM C KIMHUYECKUMU PEKOMEHAaLmMAMU
KDIGO.

Paspen 1.0npegeneHue 60ne3Hn MUMHUMaNbHbIX U3MEeHeHUN. TepMuHonorus.

Mopdonornyeckas guarHocTuka.

PekomeHnpauunsa 1.1. bonesHb MMHUManbHbIX n3ameHeHu (BMW) — aTo HenponudepaTnBHas
rmomepyrnonaTus, He MMeroLLas Kaknx-nmbo mopdonornyeckmx KpuTepmes Npm CBETOBOW MMUKPOCKOMMWM,
obycnosneHHas NoOBpeXxaeHNeM (MMMYHHbBIM UM HEMMMYHHBIM) NOAOUMTOB (MogouMTONaTns), KOTOpoe
ANarHoCTUPYyeTCs NCKMIYNTENBHO NPU YNbTPacTPyKTYpPHOM aHanuse B Buge AvddysHoro cnusaHns
HOXKOBbIX OTPOCTKOB NMOAOUMTOB. oBpexaeHne nogounTa onpegenseT popMupoBaHne B KITMHNKE
3abonesaHna HedpoTmyeckoro cuHapoma (NG).

PekomeHnpgauus 1.2. [Npu ummyHomopdonornyeckom aHanuse ans bBMW xapaktepHo otcyTcTBre
OTNOXEHWUN NMMYHOTNOBYNMHOB UK Ppakuni KOMNIEMeHTa B CTPYKTypax HedpoHa. (1B)
PekomeHnpgauunsa 1.3. [Npu Hanuumm B rmomepynax HebonbLuunx otnoxeHun IgM, C3-cdpakuun
KOMMNnemeHTa unu, B pegknx cnyyasx, [gA guarHo3 yTo4HseTCsa Npu ynbTpacTpyKTYpHOM aHanuse.
OTcyTCcTBME 3MNEKTPOHHOMMOTHBIX A4ENO3MTOB NOATBEPXKAAET Hecneundmnyecknn xapakrep nogobHbIX
OTNOXEHWIN, HE MMEIOLLMX B 9TOM Cny4yae ANarHOCTUYECKOro 3HaveHus. (1B)

PekomeHpaumnsa 1.4.YNbTpacTpyKTyPHbIMU N3MEHEHUAMU, XapakTepHbiMu Ana BMW u BeisBnaembiMun
npv TPAHCMUCCUOHHOW 3NEKTPOHHOW MUKPOCKOMUW, crieayeT cumtatb AN y3Hoe CnsaHNe HOXKOBbIX
OTPOCTKOB NOAOLMTOB M UX MUKPOBUMME3HYIO TpaHCOPMaL Mo Npu OTCYTCTBUN pYruX
yNbTPaCTPYKTYPHbIX NATONOMMYECKNX N3MEHEHMI B krnyboykax. (1A)

PekomeHpauunsa 1.5. YnbTpacTpyKkTypHble n3aMmeHeHus npu BMU aensatoTca obpatnmbiMu n perpeccupyroT

npu pasBuUTUN peMmnccum HeppoTmyeckoro cuHgpoma. (1B)

KommeHTapui:
BMW oTHOCAT K rpynne HenponudepaTuBHbIX rMoMepyrionaTuin, To ecTb,

3aboneBaHuUi kny604koB, 06yCNoOBMEeHHbIX UMMYHOMATONOMMYECKMMM NpoLeccamm, HO




6e3 MopdonorMyecknx NPU3HaAKOB BOCNaneHns, onpeaensaemblx no Hanm4ymto
rMNEPKNEeTOYHOCTU KNybouyka, KoTopas MOXeT ObiTb 0BycnoBneHa Kak nponudepaumen
cOBCTBEHHbIX (PE3NOEHTHBIX) KNETOK Knybo4yka - Me3aHrnanbHbIX, dH40TENManbHbIX
UIn, B HEKOTOPbIX Crydasax, napueTanbHbIX anuTennarnbHbIX, Tak U NenkoumuTapHom
MHUNbTPaUmen, NpeacTaBneHHon HenTpounamm, MOHOLMTaMU UNK, pexe,
numdcoumtTamm.

NcTopuuecku, ana onpegenenns atom rpynnel 6onesren B 1905 rogy Hemeukum
natosnor Friedrich von Muller, npeanoxuwn TepMuH «HepPO3», NPUMEHNB €ro K
NaTosiorMm NoYekK, XxapakTepusyrLwenca oTCyTCTBUEM MOPEONOrMYeCcKUX NpU3HaKoB
BOCMNaneHus, B OTNn4ne oT «HedpmTa» — BOCNanMTenNbHOro BapmnaHTa 3abonesaHui
noyek. Bckope aTOT, ICXOAHO MOPAGONOrMYEeCKUn, TEPMUH CTas UCNOMb30BaTbCS B
KNnHMKe ana o603Ha4vYeHns «reHepanm3oBaHHbIX OTEKOB C anbOyMUHYypuen», npexae
Ha3biBaeMblx «6one3Hb bpantay, ogHako B 1929r Henry Christian npeanoxun
3aMeHUTb ero Ha UCMosnb3yeMbl N HblIHE TEPMUH «HEPPOTUYECKUIN CUHOPOMY.

[na ocoboro, HeBocnanuTenbHOro, BapmaHta 6onesHun bpanra,
MaKpOCKOMUYECKN XapaKTepuayroLerocs 60nbWMN XenTbiM1U NOYKaMu C
TMCTONOrMYEeCKN OBGHapPY>KMBAEMbIMU OTIIOXKEHUAMU HENTPAITbHOO X1pa ¢ 4BONHBIM
nyyenpesioMrieHMeM B KneTkax U3BUTbIX MPOKCUManbHbIX KaHarnbLeB U UHTEPCTULMS, B
1913rogy F. Munk BBEN TEPMUH «JIUMOUAHBIN HEPPO3», CBA3bIBASA BbisiBMSEMblE
OTIIOXXEHMSA NMNUAO0B B KaHanbUax 1 NMnMaypuio ¢ o6LwmMm HapyLLEHUSIMM XXUPOBOTO
obmeHa. B 1914 rogy F.Volhard n T.Fahr B knaccudeckon moHorpadgum o 6onesHu
BpanTa, TpakTys BbiBnsSieMble Npyn HePpo3e U3MEHEHNSA KaK MEPBUYHYIO XKUPOBYIO
AereHepaumio KaHanbueBs, npunucany Hedpo3sbl K AereHepaTMBHbIM 6ONEe3HAM C
nopaxeHuem KaHarbLeB, B OTNiMYMe OT BOCMNANUTENBbHOrO 1 apTePUOCKIEPOTUYECKOTO
nopaxeHusi MOYEeYHON NapeHXNMbI.

B cepeguHe 40-x rogoB XX ctonetus E. Bell BepHyncsa k Bonpocy o npupoae
«NUNOVAHOro Hedppo3ax» 1 onpeaerieHHO Bbicka3arncs B OTHOLEHUM BTOPUYHOIO reHesa
NoBpeXaeHNs KaHanbLEB Npu 3TOM 3abonesaHnn, B CBA3N C YeM BBEN «IUNOUOHbIV
Hedpo3» B rpynny XpOHUYECKNX rinomepynoHedputos. B 1966 r. J.Hamburger un
COaBT., cunTasg NMNOMAaHbIN Hedpo3», 6e3ycnoBHO, rMOMepynaApHON 6oesHblo, C
Lenbio NoaYEepPKHYTb (hakT OTCYTCTBUS rPyObiXx MOPONOrMYECKUX N3MEHEHNI B
KnybGoykax npy CBETOBOWN MUKPOCKOMNUKN, MPEASIOXNI UCNONb30BaTh TEPMUH
«MUHUMarbHble n3aMmeHeHunsa». B 1987 rogy akaa. B.B. CepoB npeanoxun UCKnio4vnTb

«MUHUMallbHblE€ USMEHEHUA» U3 TPpynnbl FJ'IOMprJ'IOHGd)pVITOB, n, Hapaay C



mMeMbpaHo3HOM HedponaTmen n okanbHbIM CErMEHTapHbIM FNOMepPYNAPHbIM
rmariMHO30M/CKNepo3oM, BKITHOYUTL UX B FPynny NepBUYHOro HedYPOTUYECKOro
cvHapoma. U Bnnotb Ao Havyana 2000 roqoB u B OTEYECTBEHHOW U B 3apybexHOom
Hay4YyHoM nNuTepaType npeacrasneHns o BMU, eé BapmaHTax n OTHOLEHUM K
XPOHMYECKUM rromepynoHedpuTam Obinv BeCbMa NpoTuBopeymnsbl. B HacToswee
Bpems, cornacHo knaccudgpukaumm BO3 (ICD 10), 6a3unpytroenca B OCHOBHOM Ha
natomopcdonornyeckon xapakrepuctmke 6onesHen, BMU otHOCAT k rmomepynsapHbIM
6onesHam. bonee ToyHaa mopdonornyeckas getanmsaumsi NO3BONSAET B HAcTosLLee
Bpems npununcnmte BMU k nogoumtonatnam, To ectb 60ne3Ham, 06yCnoBneHHbIX
nepBUYHbLIM NOBPEXAEHNEM UMM OUCHYHKLMEN NOAOLMUTOB.

TepmuHonorus. B oteyectBeHHOM nutepatype ana onncaHna bMW Hanbonee

4acTO MCMNOJSIb30BaSIMCb TEPMUHbI “NMUNOUAHBIN HEPPO3”, “NEePBUYHBLIN/ naMonaTU4eCcKni

HedpOTUYECKMI CUHOPOM”, “rmoMepynoHedpPUT C MUHUMANbHLIMU N3MEHEHNSMW™,
“‘HeppoTUYECKUN CUHOPOM C MUHUMANbHBLIMU U3MEHEHUAMK”, “HedponaTus
MUHMMarnbHbIX U3MeHeHU” 1 ap. B negmnatpuyeckon npakTuke, npyu oTCyTCTBUN
Mopdonornyeckn NOATBEPXKOEHHOrO AnarHo3a, a MHoraa v npu ero Hanu4mm, 4acTo B
KayecTBe cMHOHUMa BMW ucnornb3yeTcs TepMUH «CTEPOUAYYBCTBUTENbHbIV
HedpoTmyeckun cuHgpomy». NogobHoe pazHoobGpa3ne TEPMUHONOrMK NOPON NyTaeT n
Ae3opueHTupyeT Bpaden pasnmyHoro npodpungd. icxoaa ns coBpeMeHHbIX
npeacrasneHnin, Hanbonee BepHbIM NpeacTaBnseTcs TepMH «bonesHb MUMHMManbHbIX
N3MeHeHnny». Kpome Toro, TepMUH «HEPPOTUYECKUNA CUHAPOM C MUHUMASbHBIMN
N3MEHEHNAMMNY, ABMSOLWLMACA NepeBo4OM C aHrnMunuckoro «minimal change nephrotic
syndrome», MOXeT ObiTb, K NPUMeEpPY, HEAOCTAaTOYHO NOHAT B ayaUTOPUN, HE CBA3aHHON
C HedpOnormen, 1 HEBEPHO UCTOSKOBAH KaK « MUHUMAasbHO BblpaXXeHHbIN
HedpoTUyeckn cuHapom». [1ocrnosHbIM Xe nepesogoM «minimal change nephrotic
syndrome» ABnseTcsa «HepOTUYECKUN CUHOPOM MUHUMASTbHBLIX UIBMEHEHUI», HO 3TOT
TEPMUH SBNSETCA BYbrapHbIM aHIMMACKUM COKpaLLeHnem gpyroro, 6onee nonHoro
TepMuHa - «nephritic syndrome in minimal change disease», T.e. «HedpOTUYECKUI
CMHAPOM Npy 60NE3HN MUHUMAMNBbHBIX NU3MEHEHUINY.

Mopdonorunyeckana gauarHoctuka. Tnnn4yHoM Mopdonorm4eckon KapTUHON
BMW aBnsieTca oTcyTCTBME KaKNX-NMBO M3MEHEHNN CO CTOPOHbI FoMepyn npu
CBETOONTUYECKOM nccreaoBaHun. B pegknx cnyyasx, vyawle y geteun, BCTpedaeTcs
CKyOHas Me3aHrnarbHas runepkrieTO4HOCTb B HECKONbKUX MOMEPYNAPHbIX CErMeHTax.

Me3saHrnanbHas rmnepkreTo4HOCTb OBHapy>XMBaeTcs U y B3pochbiX 60mbHbIX ¢ BMU,



OAHaKO KIMMHUKO—MOopdonornyeckoe aHa4eHne gaHHoro peHomMeHa Ha HacTosLWmMIn
MOMEHT OCTaeTCs Noka HeOCTaTOYHO ACHLIM N U3yYeHHbIM. Hannyne cknepoTn4eckmnx
N3MEHEHUN, NENKOUMTaAPHOM MHUNbTPaLUKN, HEKPO3a Unu nobbix opyrux
CYLLLeCTBEHHbIX CTPYKTYPHbIX U3MEHEeHWI B knybouke ncknoyaet auarHo3 bMU. B
OTniM4me OT rromepyn, B TYOyNOMHTEPCTULMM MOTYT BbISBNATLCS AUCTpOodryeckue
N3MEHEHNA B BUAE UHTPaLMTONNIa3MaTU4eCKoro HakonmneHns NpoTeMHOB U NMNUO0B,
NnpenMyLLecTBEHHO B aNUTENUU NPOKCUMarbHbIX KaHanbues. CBETOONTUYECKU
Nnoao6HbIe KNETOYHbIE ANCNPOTENHO3bI JOKYMEHTUPYIOTCA C NMOMOLLBIO CneunanbHbIX
okpacok. Peakuus ¢ LWndpd-nogHom kncnotom (PAS — peakums) n cepebpenne no
[bKoHCy Mcnonb3yTca AN ANarHOCTUKM rManuHOBO-KanensHOW UCTpoduu.
JiunugHble BKNOYEHUA 0BHAPYXMBaKOTCA B KNETKaxX Npu UcCnegoBaHnm KpUOCTaTHbIX
cpe3oB kpacutenamm tuna Cygad 3.4 unu macnsaHbii kpacHbln-O. MMeHHO n3bbiTouHOE
HakonneHue B knetkax 6enka n nunugos npu BMU nocnyxunno noBoagom Ansi BBEAEHNS
B 1913rogy F.Munk TepmuHa «nunongHein Hedopo3». BmecTe ¢ Tem, CTpyKTypa
nHTepcTuumnsa npy BMU o6bIMHO Mano nameHeHa, XoTa B psi4e CnyyYyaeB MOXHO
HabnogaTb ovaroBble ANCLMPKYNSTOPHbIE pacCTPONCTBA.

O6HapyxeHne OONONHUTENBHbLIX CTPYKTYPHbIX n3meHeHnn npy BMW y B3pocnbix
TpebyeT npoBeaeHnsa anddepeHunansHON ANarHOCTUKM C Me3aHrnanbHo-
nposnmdgepaTnBHbIM rnomepynoHedputom, IgM- Hecpponatnen, C1g-HedpponaTunen,
nepeou ctagnen membpaHO3HON HehponaTMm BTOPUYHOIO reHesa un ap. [na atoro
TpebyeTca Ncnonb3oBaHNe UMMYHOMOPEOSTOrMYECKOro NCCreaoBaHus ¢
COOTBETCTBYHOLLEN MAHENBLIO aHTUTEN N 3NEKTPOHHOW MUKpockonun. CneayeT
OTMETUTb, YTO Ha NaToMopPdOrornyeckne n3MeHeHNsa xapakrepHole ana bBMW moryt
HaknagblBaTbCA AOMNOMHUTENBbHbIE CTPYKTYPHbIE MPU3HAKN, CBA3aHHbIE, HanpumMep, ¢
Hanu4Mem apTepuornockneposa, caxapHoro guabeTa, Unm ¢ OCIIOKHEHNAMM
neKkapCTBEHHOW Tepanuu, B YaCTHOCTU, HECTEPOUAHBIMU NPOTUBOBOCNANUTENbHBIMU
npenapatamu (HIBI).

[Mpn nmmyHomopdornornyeckom aHanmse ans bMW xapaktepHo oTcyTcTBme
OTIIOXXEHUIN UMMYHOTNTOBYNMHOB MW (bpakLumi KOMNIIEMEHTa B CTPYKTYpax HedpoHa.
JInwb B pegkux cnyyaax obHapyXmMBatoT Hecneunduieckme OTNoXeHUs
nmmyHorno6bynuHa (Ig)M n C3c cdpakuyumn KomnnemMeHTa B rnomepynax, 4to, npu
OTCYTCTBMUM 3IEKTPOHHOMIOTHBLIX AeN03UTOB, He NpoTusopevnt anarHody bMW. B page
cnyyaes (o1 6 go 23,8% 6uoncwuit), B Me3aHrnm kry6o4koB 60nbHbIX ¢ BMA

oBGHapyXmBaloT oTnoxeHms geno3ntos IgA. Cpeam HedponaTonoroB OTHOLLIEHME K



39TOW Haxo4Ke Heo4HO3Ha4yHoe. PasHble aBTOpbI pacLeHBaloT TaKyro
NMMYHOMOPJONOrMYECKYH0 KapTUHY, B OTNIMYME OT Hecneunduyeckmx oTnoxeHunn IgM,
Kak YacTHbI BapuaHT BMW, nmetowmin nnn He nmerowmnin HebnaronpusaTHbIN NporHo3. B
TO e Bpems, D'Agati n Xin J.Zuo v ap. nuwyT 0 BO3MOXHOCTK coveTaHns BMU un IgA-
HedponaTuu, YTO Ha HaLl B3rNa4, y4UTbIBas CyLLEeCTBYHOLME Pas3nuinga B natoreHese
ABYX MATONOrM4Yecknx Npoueccos, NaToreHeTU4Yeckn ManoBeposTHO. K Tomy xe, oTBeT
3TUX NAUNEHTOB Ha Tepanuio rMIOKOKOPTMKOMAAMM C BbICTPbIM pasBUTMEM PEMUCCUN
HedpoTuyeckoro cuHgpoma TunudeH ona MW, a He ona IgA-HedponaTun. B
uuTonnasme anuTenus NpokcMmarbHbIX KaHansues npy BMW, BBuay Bbicokomn
CENEKTUBHOCTU NPOTENHYPUN, OOBIYHO BbISBNSETCA anbbyMuH, a He
UMMYHOTrNoBynuHel, pegko - C3c dpakumsa KomnnemeHTa.

YNbTpacTPYKTYPHbIMU U3MEHEHUAMUN, XapakTepHbiMun Ana BMW n BeissnsembiMu
nNpu TPAHCMUCCUOHHOMW 3ITIEKTPOHHOM MUKPOCKOMNUU, ABNATCA ANdy3Hoe cnusHue
HOXKOBbIX OTPOCTKOB MOAOLMTOB U UX MUKPOBUMNE3Has TpaHcgopmMauna (nosisreHne
Ha anuTenuanbHbI MOBEPXHOCTU MHOMOYUCIIEHHBIX BOPCMHYaTbIX 06pa3oBaHui,
HanpaBfieHHbIX B MOYEBOE NMPOCTPaAHCTBO), MPU OTCYTCTBUN OPYINX YIIbTPACTPYKTYPHbIX
naTonorn4yecknx N3MeHeHnn B knyboukax. PaHee aTm naMeHeHust pacLeHBanm Kkak
BTOPWUYHbIE MO OTHOLLIEHUIO K BbICOKOW NPOTEUHYPUN U, crieqoBaTenbHO,
HecrneunguyHble. B HacTosiLee BpeMsa yCTaHOBNEHO, YTO CIINAHNE HOXKOBbIX
OTPOCTKOB MOAOUUTOB ABNSAETCH pe3yrbTaToOM NepBUYHON OECTPYKUUM UX aKTUHOBOTO
uuTockeneTa u/vnn NpoTeNHOB LWenesuaHon guadparmbl, NPUBOAALLEN K
npoTenHypun, a He HaobopoT.

BblgenstoT n gpyrne ynbTpacTpykTypHble npu3Hakm BMW, Takve, kak HabyxaHune
NnogouUNTOB 3a CYET YBENUYEHUs Yucna opraHens, BHyTpuyuTonsasmaTuyeckmx
ny3bIpbKOB 1 BaKyosien, B TOM 4Yncre 1 pe3opbLmMoHHON Npupoabl, a Takke
CerMeHTapHoOe paclumpeHne Me3aHrnanbHOro MaTpukca U HakorneHue B anuTenum
NPOKCUMasbHbIX KaHarbLEeB 35IEKTPOHHOMMOTHbLIX U CBETIbIX BaKyoren, B TOM Yucne
nunuaHon npupogbl. OTCnonka u cnywmusaHne NOAOLUTOB OT NOBEPXHOCTN GazanbHOM
mMeMbpaHbl 1 YMeHbLUEHNe nx oblero ymcna npy MU 6eiBaeT peako, B oTnuvyne,
Hanpumep, oT gpyroro BapuaHTa nogountonatnn — dCIC, xapakrepusytoLierocs
bonee TsKenbiM CTPYKTYPHBIM NOBPEXAEHNEM NOAOLUTOB C OroneHnammn 6asanbHom
mMeMbpaHbl. Kpome Toro, BbIBREHbl U Apyrve yNnbTpacTpyKTypHble pasnuyusa npy BMA
n ®CIC. B yacTtHOCTK, 0BHapyXeHO, YTO TOSMLIUHA HOXKOBbIX OTPOCTKOB MPU MX

CNUSIHWK, He KOppPenupyeT C BEeNTMYMHOM NPOTENHYPUN, a onpeaenseTcs TUNnom



rmomMepynonaTtuu, 1, 3HauuT, XxapakTepom NOBpPeXaeHNUs NoaounToB. Pasnnuuns B

TOMLWNHE MECT CINMAHUA HOXKOBbLIX OTPOCTKOB nogoumTtos npu MW v nepBuyHon 1

BTOpUYHbIX popmax PCIC ncnonb3yroTca B AnddepeHumansHon amarHoctuke. BaxHo

OTMETUTb, YTO BMW mMoxeT GbITb HENnpaBMNbHO AnarHocTMpoBaHa y nauneHToB ¢ PCIC

npu HegocTaToYHOM 06beme Hedbpobuonara, B CBA3M C poKamnbHbIM PacnonoXeHUeM

30H CErMeHTapHOro ckreposa, unu Ha paHHux ctaguax ®CIC, korga cermeHTapHbIN

CKINepo3 MOXET PermcTpmMpoBaThCsl TONMbKO B OKCTarnomepynsipHbiX Knyboukax.

Takum obpasom, noctaHoBka guarHo3a bMW cyuwectBeHHbIM 06pa3om 3aBuCUT

OT aHanu3a 6uoncuiHoOro MaTepuana nocpeacTBOM UMMYHOMOPEONOrMYEeCcKoro 1

YNbTPaACTPYKTYPHOIo METOAOB. CnenyeT OTMEeTUTb, YTO ONMUCbIBaEMble

yNbTPacTPYKTYpHble n3MeHeHus npu BMU aBnsitoTcs o6paTtumMbIMy U perpeccupyot

npu pasBUTUN PeMUCCUN HePPOTUYECKOIO CUHAPOMA.

Paspgen 2. KnuHuko-natoreHeTnyeckas xapakrepuctuka bBMU. OcrnoxHeHus.

PekomeHnpauusa 2.1. CnegyeT pasnuyaTb nguonatnyeckyto (nepsuynyto) coopmy BMU, koTopas

oTMevaeTcs B 6OMbLUMHCTBE Cry4YaeBs, U BTOPUYHY0 hopmy BMW, Bo3HMKatoLwyo Ha oHe

YCTaHOBMEHHbIX NPUYKH. (Tabn.3) (1B)

Tabnuua 3. CocTosiHUSA, accoLMmMpoBaHHble ¢ BoneaHblo MUHMMAanbHbIX U3MEHEHNI

Onyxonu UHekunn JlekapcTBeHHbIE 1 ATonus Opyrue 6onesHn
TOKCMYECKNE
BO34€eNCTBUSA
Jlnmcbonponndpe | BupycHble HIMBIM, cenektusHble | lMNbinbua Peakuus
paTuUBHbIE (MHGEKUNOHHBIN uHrnéutopsl COX-2, | pacteHun, "TpaHcnnaHTaHT
3aboneBaHus MOHOHYKIEeO03, aHTUBNOTUKM MOJIOYHbIE NpoTMB X03AnHa" npu
(XopkuHckas n BWY, BupycHbIin (pnbamnumumH, NPOAYKTHI, TpaHcnnaHTauum
HEXOKMHCKas renatut C) aMnuumnnuH/ OOMALLHASA Nbifb, | remMaTono3TUYeCcKux
numcomsbl), GakTepuanbHble NEeHULMNNNH, YKyCbl Myen, CTBOJIOBbIX KIMETOK;
MakpornobynuHe | (cudunuc, uedanocnopuH), Meay3; KoLa4vbs CUCTEMHbIE
MU Ty6epkynes), ramma uHTepepoH, | WepcTb. ayTOMMMYHHbIE
BanbacTtpema, MWKOMNNa3moas, 30M0TO0, NNTUN, 3aboneBaHuna (CKB,
ConugHele 3pnNuxmo3s pTyTb, B TOM 4ucne peBMaTOUaHbIN
onyxonu: napasvTapHble pTyTb-COAepXaLiue apTpuT),
kapumHombl XKKT, | (3XMHOKOKKO3, KocMmeTun4yeckue repnTUOPMHbIN
noaXenyao4Hom LuMcTocommas, Kpewmbl; D- OepmaTuT, TUPEOUaWT,
Kenesbl, CTPOHTUNONA03). neHnunnnamMmumH, aHTuocdonNMnNUaHbIN
npocrarThl, M3oHnasung, CUHOPOM, CaxapHbIn
TEerkoro, NoykKu, ondocdoHaThl, anabet tmn 1,
MOSOYHOM cynbdacanasuHsbil, nepBUYHbIN
Xenesbl, TUMOMa, NPOTMBOCYAOPOXHbIE GunuapHbIn LMppo3 ,
Me3oTenuoma (TpmeTaamnoH, capkounpos, 6onesHb
ANYKa, capkoma. napameTagmoH) , 'penBca, MmnacteHums
aTaHepcenT, rpaBuc, CUHOPOM
TWONPOHUH. 'mnena — bappe.

PekomeHgaumnsa 2.2. [laToreHeTMYECKYH0 pOfb B Pa3BUTUM NEPBUYHON (MamonaTudeckon) opmsl BMU

nrpaeT Kak JJ,VICd))/HKLI,VIﬂ T-KNeTo4yHoro 3BeHa MMMYHUTETA, TaK U T’eHEeTU4eCKN JeTEPMUHNPOBAHHbIE

N3MeHEeHWsi NPOTENHOB LLeneBuaHoON Anadparmbl U LUTOCKENeTa nogoumnToB. (Tabn. 2) (1B)




PekomeHnpauunsa 2.3. KnuHnyeckas kaptuHa BMW xapakTepnsyetca 6biCTpbiM (BHE3AMHBIM) pa3BUTUEM
HecppoTuyeckoro cnHapoma B febioTte 3abonesaHus. (1A)

PekomeHpauunsa 2.4. [ina ectectBeHHOro teyeHus MU (6e3 npuMeHeHus rniokoKopTUKONAO0B) He
XapakTepHO pa3BUTUE paHHEN CMOHTaHHOW peMuccumn HedppoTumyeckoro cuHapoma. (2C)

PekomeHpauunsa 2.5. [ina BMW xapakTepHbl BbICOKOCENEKTUBHAS NPOTENHYPUSI U OTCYTCTBME U3MEHEHUI
MOYEBOro ocajgka u aptepuansHou runepteHsum. (2C)

PekomeHgauunsa 2.6. Hanbonee cepbe3HbiMy 0CnoxHeHnsiMu BMU aBnsit0TCst CNOHTaHHbIE BEHO3HbIE U
apTepuanbHble TPOMG03bl U AMBONMK, pa3BUTME BbIPAXEHHOW rMMNOBONEMMU C OPTOCTATUHECKON
TMNOTEH3NEN N TMNOBONEMUYECKNM LLOKOM C UCXOO0M B OCTPOE MOBpeXAeHue noyek, Hambonee yacto

BO3HMKaloLLEe y NuL, NoXunoro sospacTa,. (2C)

KommeHTapui:

OTcyTCTBME MMMYHHBIX 4EMNO3UTOB (OTNOXEHNA NUMMYHOrNOBYMHOB 1
KomnnemeHTa) B knyboykax npu natomopgonornyeckom nccneaoBaHmm
cBMAETENbCTBYET O HEMMMYHHOKOMIMIIEKCHOM MexaHu3me nospexaeHna npy bBMW, yro,
Hapsay € OTCyTCTBMEM NponudepaTMBHbIX UIBMEHEHMI B KNyDOOYKe, B NPeXHUE roapl
NO3BONSANO CYMTaTh 3TO 3aboneBaHne HEMMMYHHbIM. TeM He MeHee, psa AaHHbIX
CBMAETENbCTBYIOT O BOBNEYEHHOCTU MIMMYHHOM CUCTEMbI B naTtoreHe3 BMW, npuyewm, B
nepBylo o4vepeb - KNEeTOYHOro MMMyHuTeTa. K 3TuM gaHHbIM OTHOCATCS CBSI3b
oboctpeHnnn BMU ¢ atonunen, MHeKLMaMM 1 UMMYHU3aLMEN, C
numconponngepaTMBHbIMU U ayTOUMMYHHbIMU 3a60neBaHNSMN, NONOXUTENBHbIN
OTBET Ha MMMYHHOCYMNMPECCUBHYIO Teparnuio, NPU3HakM akTMBaunm T-KIeTOYHOro 3BeHa
nMMyHuTeTa npu oboctpernn M.

B 1974 rogy R.J. Shalhoub npegnonoxwun cywecrsoBaHne UUPKYNMpyoLLero B
KpoBM «haKTopa NPOHULAEMOCTM», NPOAYLMpYyeMOro T-kneTkamum 1 Bbl3biBatoLLErO
ANCKYHKUUIO NOAOUMTOB U pa3BuUTUE NPOTEMHYPUK, 8, BO3MOXHO, BO3OENCTBYHOLLErO U
Ha rmomepynsapHyto 6asanbHyto MeMbpaHy Unu akTMBMPOBAHHbIE Me3aHrmanbHble
kneTkun. B ocHoBy cBonx npeanonoxeHun R.J. Shalhoub nonoxwun cneayrowme gakThbl.
Bo-nepBbix, 0TCyTCTBME NPU NUMNONOHOM Hedpo3e B KPOBU aHTUTEN; BO-BTOPLIX,
crnyyau ero pemMuccumn npu KopeBon MHAEKLMN; B-TPETbUX, YacToe codeTaHne
nunongHoro Hedposa ¢ NIMMAPOMON XOMXKKNHA U, HAKOHeL,, 3PPEKTUBHOCTb NPU 3TOM
3aboneBaHuu rnokokopTukonaos ([K).

Ha ponb o6cyxgaemoro «gakropa NpoHMLaeMOCTUy, 3a A0NTne rogbl N3y4eHus
BOMpoca, NpeTeHaoBanu pasHble LMTOKNHBI 1 NpoTeasbl, Cpean KOTOPbIX: COCYaUCTbIN
sHpoTenunanbHbii dpaktop pocta (VEGF), Bnusaoowmini Ha CUCTEMHYIO KanuinsipHyto U, B

TOM 4ucne, rmoMepyndapHyro NpoHNUaeMoCTb, reMoOneKCNH — NpoTeasda, Bbi3biBaloLlad



10

HeprH-3aBMCUMYIO Ae30praHM3aumio akTMHOBOIO LIMTOCKeneTa noaounTOoB,
yMeHbLUaKLWasa 3HO0TenMarnbHbI rMUMKOKanuKe 1 ysenuymsearoLas andpdysmio
anbbymuHa yepes rnmomepynspHyto 6asanecHyto membpany (FBM), nutepnenkun (UI1)-
13, asnsawowmnca ctumynaTopom IgE umMmyHHoro oteeta, n MHorve apyrue. Tem He
MeHee, MexaHn3Mbl aKkTUBaLUN KNETOYHOIT0 UMMYHUTETA, a TaKKe caM «akTop
NMPOHMLIAEMOCTU» U MEXaHW3MbI MOBPEXAEHUSA NOAOLMNTOB MO-NPEXHEMY OCTaKTCH
HEeYTOYHEHHbIMMU.

MepBu4HOE noBpexaeHne nogountos npu MU 6b1no0 NpoaeMoHCTpMPOBaHO
npv ynbTpacTPyKTyPHOM UCCIIe0BaHUN U NPOSABISETCH CIUAHNEM UX HOXKOBbIX
OTPOCTKOB. [1o4ouUMTbI, KaKk M3BECTHO, ABMSAOTCH TEPMUHANBHO
AndpepeHLMpoBaHHBIMWN BbICOKOCMELMan3MpOBaHHbIMU 3nuTenmarnbHbIMU KNeTKkamu,
BbICTUNAOLLMMN HAPY>XHYIO noBepxHocTb 'BM, obpalleHHyto B MoyeBoe
npocTpaHCcTBO. OHM UTPaIOT BaXHYIO POrib B (DYHKUMOHMPOBaHUN krnybouka -
ctabunuanpytot '[BM, npoTMBOAENCTBYSA BbICOKOMY (PUMbTPALMOHHOMY AaBNEHWUIO;
obecneunBaloT CenekTMBHOCTb (UNbTPaunoHHoro 6apbepa 3a cyeT LWwenesnaHom
Avadparmbl, perynupys punbTpaumio Monekyn no 3apsagy v pasmepy; bnarogaps
CBOWM KOHTPAKTUIMbHbIM CTPYKTYpaMm, HOXKOBbIE OTPOCTKM NOAOLMTOB BOBIEYEHbI
TaKkKe B perynsauunio ckopocTtu knyboukoBon omnbTpauun. B HacToswee Bpems
YCTaHOBMNEHO, YTO (PEHOMEH CIMNSHUSA HOXKOBbLIX OTPOCTKOB MOAOLMTOB 06YCNoBeH
HapyLeHNsIMK UX aKTUHOBOIO LUMTOCKeNeTa u npeacrasnseT cobon Hecneunguyeckyto
peakuuio anuTenuanbHOW KNeTkn Ha eCcTBUe naToreHHoro doakropa.

Tabnuua 4 MNogounTapHble NPOTENHBI 1 KOAUPYIOLWNE NX FEeHbl NPU HEPPOTUYECKOM

CUHOpOME
Jlokanunsauus MpotewnH/ 'eH
LlenesnaHasa gnadparma HedpuH /INPHS1

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

LinTosonb

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

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

TpaHCKpUMNUNOHHbIE hakTopbl WT -1 WT-1

LMX1B'/ LMX1B
SMARCAL1" /SMARCAL1
INF2'2 /INF2

"PLCE1 —poccpanmnasa C ancunoH 1
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TRPC-6 - MNoTeHUMarn- 3aBUCUMbI BPEMEHHbII peLienTop KaT1oHOB 6
*NEPH1 - HedbpuHonoao6HbIi 6enok 1
“CD2AP - CD2-accoLmmpoBaHHbIi MPOTEUH
°Z0O — 1 (zonula occludens 1)- 6eMok NMOTHLIX KOHTAKTOB
* NMMHC-IIA - Tsbkenas uenb [IA HeMbILLEYHOro MUO3UHA
"Arhgap24 —npoTeuH 24, akTusupytowmin po-I' Tdasy
®Myo01E - MuosuH IE
SWT -1 - 6enok onyxonu Bunbmca 1
9 MX1B - LIM romeo6okc caktop TpaHckpunumm 16eTa (LIM homeobox transcription
factor 1, beta)
"'SMARCAL1 - hHARP - SWI/SNF2 -nogo6Hbilii, aCCOLMMPOBAaHHbIN C MAaTPUKCOM;
aKTWH- 3aBUCUMbIN perynsatop xpomatmHa, 6enok 1 nogcemencraa anbda
"?INF2 - HBepTMPOBaHbIit POPMUH 2.
MccnepnosaHus cnyyaeBs ceMenHoro HeppoTn4eckoro cMHapoma u

HeppoTMYECKOro CMHAPOMA Yy 6rIM3HeL 0B NO3BONMAN NAEHTUOMUMPOBATL
nogouuTapHble 6enku, yyacTeyowme B pOpMUPOBaHMM LLEENEBON AMadparmMbl, a Takke
perynatopHble 6enkn akTMHOBOIrO LMTOCKeNeTa NOAOLUMNTOB, reHeTUYECKME MyTauun
KOTOpPbIX NPUBOAAT K pa3BUTMO BPOXAEHHOro 1 npuobpeteHHoro HC. Cpean aTumx
6enkos - HedpuH, nogounH, CD2AP, Neph1, TRPC6 un gp. (Tabnuua 4). MNpwn
reHeTnyeckoM aHanuse y geten ¢ BMW, a Takke y nauMeHToB C CEMENHbIM
peunansmpytowmm HC c ructonormyeckon kaptuHon BMW BbisiBneHbl hbeHoTUNnyeckne
BapuaHTbl HEPPUHA, KOTOPLIE, BEPOATHO, NPUBOASAT K «HECTAOMNBHOCTUY LLENEBUAHON
Aanadparmbl 1 €€ ya3BUMOCTU AN UMMYHONOMMYECKUX CTUMYIOB C
npeapacnosioXeHHOCTbIo K passututo HC.

Kpome Toro, npu o6octpeHmnn MW, B otnunune ot ®CIC, 3apernctpnpoBaHo
YMEHbLLUEHNE aKcrnpeccun B nogoumtax 6enkos, y4acTBYOLWMX B POPMUPOBAHUN
cuenneHus nogoumnTos ¢ nognexawen 'bM, - a- u B-gUCTpornnkaHos,
HOopManuaaumen nx KonmyecTea Npu pasBuUTUN PEMUCCUN B Crydae yCreLuHOW Tepanuu
KOpTUKOCTEpPOMAAMU. YMEHbLUEHNE SKCNPECCUN 3HAYMMbIX NPOTEMHOB NOLOLMTOB -
HedpuHa, NoAouMHa, ANCTPOrfIMKaHa BbISABISAIOT U B 9KCNEPUMEHTarbHbIX MOAENAX
BMW.

[aHHble paga akcnepuMeHTarbHbIX UCCegoBaHUM NPUNUCLIBAIOT KIOYEBYHO
pOJib B pa3BUTUN CENEKTUBHON NPOTENHYPUN HEPPOTUYECKOTO YPOBHSA C TUMUYHBLIMU
YNbTPACTPYKTYPHLIMU N CBETOONTUYECKUMWN U3MEHEHNAMU, XapaKkTepHbiMu aAnsa BMI,
n3bbITouHON Npoaykuun nogountamm ANGPTL4 - 6enka, y4acTBYOLLErO B perynsumm
romeocTasa rrnoko3bl, MeTabonuama nMnuaoB U NPENSTCTBYIOLLEro anonTo3y
aHOoTenunarbHbIX KNeTokK. [losiBrneHne NpoTenHypun CBA3bIBAOT, NMOMUMO OPYrnX

BO3MOXHbIX MexaHnamoB, ¢ gecdmumntom B ANGPTL4 octaTKkoB cnManoBbIX KUCIIOT.
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B akcnepumeHTanbHbIX UccnegoBaHnax obHapyxeHo Takke, Yto npu bBMU
noaounTbl HE TONBKO ABMAKTCSA 00BLEKTOM NOBPEXAEHUS, HO MOTYT 1 NpuobpeTaTb
npoBoCnanuUTenbHbIN PEHOTUMN K IKCNpeccupoBaTb TpaHCMeMbpaHHbI 6enok CD80,
TaKKe U3BEeCTHbIN Kak B7.1, ABNa0WMNCA KO-CTUMYNPYIOLLLEN MOSEKYON T-KreToK.
MoBbiweHHas akcnpeccua CD80 nogoumntamum accounmpyeTca ¢ NpoTeENHYpUEN.
Bo3MoXHO, 4TO He3adhPEKTUBHBIN KOHTPOIb aKkcnpeccun CD80 Ha nogoumTax nog
BO34encTanem nnbo LUMpKynMpYHOLLMX LUTOKUHOB, TIMGO MUKPOBHLIX NpOoayKToB, Nnbo
annepreHos, Npu HanM4MmM PyHKUMOHAaNbHOM HEQOCTATOMHOCTU T-perynsaTopHbIX
KNeToK, BbisiBnsieMorn npu BMW, moxeT 6biTb OAHMM 13 NaTOreHeTU4YECKNX MeXaHU3MOB
pa3suTna BMW. B 6onblumMHcTBE crnyvaeB nguonatudeckon oopmbel, BMW, no-
BUOMMOMY, HE UMeeT eQMHOM 3TUONOrMnN N BO3HUKAET Npu B3auMogencTBmm
reHeTU4YeCKUX N UMMYHONOMMYECKNX (PaKTOPOB, NPUYeM BEPOATHbIN AedeKT NogouUnTOB
1 WwenesuaHon gMadparmbl Bbl3blBaeT NpeapacrnonioXXeHHOCTb K NoBpexaatoLemMy

AENCTBUIO MMMYHONOTNMYeckmnx ctumynos (Puc.1).

Mospexkpatowmne
CTUMYANbI
(nHdpekuma, anneprus,
TOKCMHbI 1 Np.)
CucteMHble daKkTopbI FnomepynapHble
(HapyweHune daKTopbl
perynauuu T/B > (NpespacnonoKeHHOCTb
KNeTo4YHOro K peannsauum gencrams
UMMYHUTETA) BHELUHEero cTtumyna)
> DedeKT reHos
Linprynupyrowmi
6enkoB nogounTtos/
dakrop (?), N36biToYHan

LienesmaHom

npoayumpyembiii T-kn aKcnpeccun

\ p'Macbpal’Mu NOAOUMTAMM
/ I'Iapa/ayTOKpVIHHbIX

dakTOpOB

I'Iospemp,eHme LUTOCKeNneTa nogounTtos

v
CnnaHmne HOXKKOBbIX OTPOCTKOB

v

MpoTtenHypua

PucyHok 1. Cxema BO3MOXHbIX NaTOreHeTU4eCcKMx MexaHnamoB pa3sutus M

BaxHbIM B knnHnyeckon guarHoctuke bBMU sBnaeTca noHnmaHue
CYLLLeCTBOBaHUA HE TONbKO NEPBUYHOWN, HO BTOPUYHBLIX hOpM 3aboneBaHus.
BonblwunHeTBO cnyvyaes BMU asnstoTcs nanonatmnyeckumm, ogHako y 10-20%

nauneHToB 3aboneBaHne BO3HMKAET Ha (poHEe yCTaHOBMEHHbIX NpuynH (Tabnuua 3).
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Mpn Bo3HMKHOBEHUM BMW Ha hoHe BUPYCHBIX MHAEKLMIA NNKn Npu npueme
NeKapCTBEHHbIX NpenapaToB AfIMMUHALMS NMPOBOLMPYIOLLEro areHTa MOXeT NMPUBECTU K
CaMOCTOATENLHOMY perpeccy HedpoTudeckoro cuHapoma. Passutune pemmccnn
ONUCaHO TakxXe Npu yaaneHun cConnaHbIX 3rnokavyecTBeHHbIX onyxonen. Cpeau
nekapcTs, camon Yactoun npuymHon BTopnyHon BMU aenatotca HIMBI.

[aHHbIX O KaKUX-TO MPUHLUMUNNATTbHBLIX MAaTOMOPEONOrNMYECKNX OTANYUTENBHBIX
npusHakax BTopu4Hbix oopm EMW no cpaBHEHMO C NnepBUYHON hOopMON BonesHn He
nmeetcs. [loMMMO NepeyYncneHHbIX Bbille BTOPUYHBIX BAPUAHTOB, ONUCHIBAKOT
pa3sutne BMW Takxe npu psae Apyrux rnoMepynsapHbIX U HErmoMepynsapHbIX
6onesHen. MNpuyem, korga peyb naeT o BO3HMKHOBeEHMM BMW npu yxxe nmetowencs
ayToMMMyHHOM natonoruun, Hanpumep BMW npu aktusHoctn CKB, BeposTHO, umeeTcs
He NpoCTo coveTaHue AByx bonesHen. MNMosisneHme BMU B aTux cny4asx, o4eBugHo,
ABMSETCA CNeACTBMEM YXe UMetoLencs ANChOYHKUNN T-KNeToYHOro MMMyHUTEeTa WU,
3Ha4uT, NpeactaBnsaeT cobon BTopuyHyto hopmy BEMIA.

KnuHunyeckas kaptuHa n ocnoxHeHus BMW. [le6ior BMW xapaktepusyetca
ObICTPbIM Pa3BUTUEM KapTuHbI pa3BepHyToro HC, nposiBnaiowerocs npoTemHypuen
6onee 3,5 r/cyTkn, runoansbyMmmHemunen, nog4yac HENPONOPLMOHAbHOW CTENEHN
NPOTEUHYPUN, BbIPAXXEHHOW rMNepxosieCTepUHEMmNENn, a Takke MacCUBHbIMU
reHepanun3oBaHHbIMK oTekamMu. [MoyTu BHe3anHoe pa3sutne HC otnuyaetr BMU ot
Aapyrux npudmH HC, B YacTHOCTW, OT MeMBpPaHO3HOW HedbponaTum, NpyM KOTOPON
pa3BepHyTas kaptuHa HC dopmupyetcsa nocteneHHo. TunmyHon Yyepton BMU Takke
ABISIETCA OTBET Ha Tepanuio rikokopTukongamu ('K) ¢ passutnem nonHon pemmccum
y 60NbLUMHCTBA NAUNEHTOB, NO3TOMY B NeANaTpPUYECKON NPaKTUKe, NPU OTCYTCTBUM
Mopdonornyeckon BepudurkaLmm, Nonb3yrTCA TEPMUHOM «CTEPONa-4yBCTBUTENbHBIN
HedpPOTUYECKUIA CUHOPOMY.

B cBs3u ¢ Bbicokon acppektmHoCTbIO 'K npy BMU 1 nx wmnpoknm
NPUMEHEHNEM, JaHHbIE O €CTECTBEHHOM TeYyeHUn 3aboneBaHnsa KpanHe orpaHnYeHbI.
[o npumeHeHus 'K cnoHTaHHblE pemuccnmn, 0CobeHHO paHHue, Bbinn HexapakTepHbl U
Yaie Habnganucb NyLb Yepes HECKONbKO NET OT MaHMdecTaumm HedpOTUYECKOro
cuHgpoma. Y 4yacTu naumMeHTOB pasBUTUIO KNMHUYeCKON KapTuHbl BMW npealwecTByoT
NHEKUUM BEPXHUX AblXaTerbHbIX NyTEeN, BaKuuHaUmn, anneprumyeckne peakumm, B TOM
Jyucne, Ha NULLEBbIE NPOAYKTbI, HO B BOMbLIMHCTBE CNyYaeB NPOBOLUPYHOLLENO
drakTopa BbIABUTL He yaaeTca. [NpoTtenHypusa npyn BMW y neten xapakrepusyetcs

BbICOKOW CENEKTUBHOCTLIO, T.€. npeacrtasneHa B OCHOBHOM aJ'Ib6yMI/IHOM, a NSMEeHeHUA
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MOYEBOro ocajka u aptepuarnbHasa rmnepTeH3nsa He XxapakTepHbl. Y B3POCIbIX
KnuHuyeckas kaptuHa BMU nveet psag ocobeHHOCTEN, NO cpaBHEHMIO C AeTbMu. K
npuMepy, pexe pasBnBaeTCcs aHacapka, NPOTEUHYPUS HOCUT MeHee CeneKkTUBHbIN
XapakTep, HepeKO BCTpeYarTcsa apTepuansHaga runepteHsns (9-55%) n
MUKpocKonuyeckas rematypus (21-33%), ogHako nosiBrieHMe MakpoCKONMN4eCcKom
remMaTypumn UCKNIYEHO.

"eHepann3oBaHHbIE OTEKN ABMSOTCHA CaMON YacTon 1 Hanbonee Apkon
MaHudecTtaumen BMW, ocobeHHo y aeTen, ¢ pa3BuTUEM TaKKe U NOMOCTHbIX OTEKOB, B
TOM Ymncrne acuuTa, rmgpoTopakca v rugponepukapga. o yrpam otekn Hanbonee
BblpaXXeHbl B MECTaX C HU3KUM MHTEPCTULMAnNbHbIM AaBrneHnem (nepmopouTtanbHble
obnactn), n B Te4eHne gHA nepemeLlaoTcs B 06nacTtb HOr y Xogadmx 605bHbIX Unu
KpecTeLl 1 noacHuUy y nexadnx. OTekun pbixrble, NOABWXKHbIE, NPU HAaA4ABNUBaHUN
OCTaBIIAT AMKY, KOXa Hag oTekamun obblvHO GrneaHas.

[MyckoBbIM MexaHn3mMoM pas3sutua otekos npn HC B uenom, n npy MU B
4YaCTHOCTU, cYMTaeTcsa NoTepst anbbyMmnHa C MOYON N CHUXKEHNE OHKOTUYECKOTO
AaBneHus nnasmbl KPOBW, YTO MPUBOAUT, COrNacHoO ypaBHeHuto CTapnuHra, K
ABWKEHUIO XNOKOCTU N3 COCYANCTOro B MHTEPCTULMANbHOE NPOCTPaAHCTBO N PasBUTUIO
BHyTpucocyancTom runosonemMmm. CHUXeHHbIM 06beM nnasmMbl 3anyckaeT
KOMMEHCaTOPHbIA MEXaHU3M, BKIOYaoLW M BbICBOOOXAEHNE aHONONYPETUYECKOTO
ropmoHa (AlN), akTmBaumio peHH-aHrIMoTeH3nH-anbaecTopoHosomn cuctemsl (PAAC) n
CMNAaTUYECKON HEPBHOM CUCTEMbI, U CTUMYNUPYIOLWNIA 3a0epPXKy HAaTpUs U BOAbl B
noykax. 3TO NPMBOAMUT K BOCCTAHOBNEHNIO BHYTPUCOCYANCTOro o6bema Ho, B TOXe
BpEMS, K yCUIneHuo runoansbymmHemmn (runoansbymmHeMmns passegeHus), 4To

nogaepxusaeTt obpasoBaHue otekos (Puc.2).
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HedpoTtnueckuin cuHapom

MpoTenHypua
HedpoTHnyeckoro
YypOBHA

AKTMBaLMA
TpaHCcnopTepoB HATPUsA
B KaHanbuax (ENaC)

i

MosbiweHne
peabcopbunu HaTpus

I'Mnoa!lbﬁyMVlHeMVIﬂ

y

YsBenuyeHue
NPOHMLLAEMOCTH
Kanunnapos

CHuXKeHune
OHKOTUYECKOro
[ABNEHNA NNa3Mbl

MepemeLlleHme KUAKOCTH
B MHTEpPCTULMA/IbHOE
NPOCTPAHCTBO

3azeprKKa NoYKom
Na v Boabl B
opraHusme

CHuKeHune adpdeKTUBHOIO
apTepuanbHoro ob6bema

\KpoBU

M PAAC, N CMNATUYECKOW HEPBHOM CUCTEMBI,
M ApruHunH-BasonpeccuHa, | MpeacepaHoro
HaTpuitypeTUyeckoro nenTuaa

PucyHok 2. Cxema naToreHe3a OTEKOB Npu HePPOTUYECKOM CUHOPOME

OpHako aTOT, CTaBLUWNI YXXe KNacCU4YeCKUM, MeXaHn3M He SIBMsSeTCa BeayLUnm
npv pasBUTUN HEPPOTUYECKNX OTEKOB. N3BECTHO, YTO HE BCAKas runoanbbymmHemuns
COMpPOBOXOAaeTCHa OTEKAMUM U 3HAYMMbIM AN UX MNOSBIIEHNS SBMSETCSH YPOBEHb
anbbymnHa B nnasme meHee 15- 20 r/n, a y nauMeHTOB C reHeTUYeCckn 0ByCroBNeHHON
aHanbbyMnHeMmnen 3agep>Xkn HaTpms U OTEKOB HET UM OHU NNLLb YMEPEHHbIE,
HECMOTPS Ha HU3KOE OHKOTUYECKOEe AaBreHune nnasmbl Kposu. OBHapPYXEHO Takxke, YTO
3agepxka HaTpua npu pa3sutum oboctpeHna BMW 1 nossneHnn HedpoTrudeckom
NPOTEMHYPUN BbIABNAETCA €LLE NPU HOPMANbHOM coaepXaHun anbbymMmmHa KpoBu, B TO
BpeMSs, Kak Npu pasBuTUM peMUCCUKN, HaTpUnypes NosBSEeTCAS OQHOBPEMEHHO CO
CHXKEHMEM NPOTENHYPUN, ELLE NPU COXPaHAIOLLENCHA BblpaXXEeHHON
rmnoansbymmHemmmn. CornacHo COBpeEMEHHbIM NMPeACTaBAEHUSM, «MEPBUYHBIN
AedekT», NPUBOAALLMI K 3aepXKKe HATPUs, HAXOAUTCA He TOMbKO B KNybouke, HO U B
KaHanbLax, n obycnosneH, Hapsagy ¢ aktmsaumen PAAC, Takke n akTuBaumen
TPaAHCMNOPTEPOB HATPUSA B KaHanbLAaxX NaTonormyeckn punbTpyembim GEnkom.
O6HapyXeHO HapyLLueHMe TpaHcnopTa HaTpUS B pasnnyHbIX ydacTkax HeppoHa, B TOM
yncne Na/K-AT®dasbl anutenuna guctanbHoro HedpoHa, Na-H kotpaHcnoptepa (NHE3)
NPOKCMMAarbHOro KaHasbla U akTMBauus anuTenmanbHOro HaTpueBoro TpaHcnopTepa
(ENaC), pacnonoxeHHOro B KopTukanbHbIX cobupaTenbHbIX Tpyboukax,

paccMaTpMBaeMOoro B HacTOsILLEE BPEMS, KAk OCHOBHOW (haKTop 3afep kK1 HaTpusi npu
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HC. lNoka3aHo, 4To naTonornyeckasa punbTpaums nnasmMmHoOreHa 1 ero npesBpaLlleHne B
MOYEBOM MPOCTPAHCTBE B MiasMuUH MOXET NpoTeonutuTyeckn aktusuposaTb YENaC u,
Taknum o6pa3om, NPUBOAUTL K 3a4epPXKKe HAaTPUSA 1 Pas3BUTUIO OTEKOB.

[MoMuMO 3agepXXkn HaTpud, BaXkHas porib B pa3suTtum otekos npu HC npugaetcs
TaKkKe MOBbILUEHUIO rMapaBnnyeckor NPOBOANMOCTI KanunsipoB U KanunnsapHOW
npoHMLaemMocTn Ans anbbymuHa, 4To BepoATHO 0OYCMNOBMEHO KaK yBENNYEHNEM
KOHLIEHTPaLMM BHYTPUKIIETOYHOrO Kanbuusa BCneacTeme runoansbyMmHeMnn, Tak u
NOBbILLEHNEM YPOBHS LIUTOKNHOB.

OcobeHHocTblo 0TekoB Npu HC aBnsieTcs Takke To, YTO Npu HEPPOTUYECKOM
CUHOPOME, HapsAay CO CHMXKEHMEM OHKOTUYECKOro AaBreHnsa nnasmbl, napansensHo
CHUXXaeTCHa MHTePCTMUManbHOE OHKOTUYECKoe AaBrieHne. 10 00bACHAETCS Kak
pasBeaeHneM NHTEpPCTULManNbHOro 6enka XnakocTblo, PUNbLTPYHOLLENCA U3
BHYTPMCOCYOQUCTOro NpoCTpaHCTBa BCIeACTBME CHUXKEHUSI BHYTPUCOCYANCTOro
OHKOTUYECKOro AaBneHus, Tak u ysenniyeHnem nmmagaTmnyeckoro OTToKa,
noBbILLAoLLIEro BO3BpaT 6ernkoB B COCYAMUCTOE PYCHO.

BeposaTHO, MMEHHO NOBbLILWEHHOW KanunsipHOM NPOHNLAEMOCTLIO U
KPUTUYECKUM CHUXXEHMEM rpafieHTa KanunnsipHO-UHTEPCTULMANbHOrO OHKOTUYECKOro
AaBrieHns 06bACHSAEeTC 0COHBEHHOCTb HEPPOTUHECKMX OTEKOB, 3aKoyaroLLasncs B
npenmyLLeCcTBEHHOWN NoKanusaunmn n3bbITOYHON BHEKIETOYHOW XNOKOCTU B
WMHTEpCTULManbLHOM NPoCTpaHCcTBe, 6e3 yBeNUYEeHUs BHyTPUCOCYaMCTOro obbema, 4To,
Kak npaBuno, npegoTepallaeT passuTne npn HeppoTUHECKOM CUHAPOME TSHXKENON
rMNepTEH3MN 1 3aCTOS B NErkMx. ATO, C OAHOMN CTOPOHbI, OO BACHAET ropasao Ny4dLlyto
nepeHocMmMocTb oTekoB nNpu HC no cpaBHEHUIO C cepeyYHON HeOCTAaTOYHOCTLIO, a C
OPYrov CTOPOHbI, IEXUT B OCHOBE Pa3BUTUS TSHXXENOW rMnoBonemMum npu
HEKOHTPOSIMPYEMOM Ha3HayYeHun anypeTukoB. Tem He MmeHee, npu HC y nauneHToB
MOXeT BbITb KaK CHUXEHHbIW, TaK U YBENTUYEHHbIV UM HOPMarbHbIA BHYTPUCOCYANCTbIN
06bem. CHWKEHNe BHYTPUCOCYANCTOro obbema xapakTepHO B OCHOBHOM MMEHHO AN
nauyweHTos ¢ BMW.

Takum obpasom, B HACToALLEE BPEMS CUMTAETCSH, YTO, HAPAQY C NOBPEXAEHNEM
rnomepynsapHoro 6apbepa ¢ pa3BuTMeM NpPoOTENHYPUN N TMNOanboyMUHEMUK, K
nosieneHuto otekoB npu HC npmBogaT Takke noBbleHHaa peabcopbuma B kKaHanbLax
HaTpUs U yBENNYEHUE NPOHMLLIAEMOCTM KanunnspoBs, CNocobCTByOWME TpaHCCyaaLmm

XngkocTtu B TkaHu (Puc. 2).
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OcnoxHeHns HedpoTuveckoro cuHgpoma npu BMW. Passutne HC moxeTt
COMpPOBOXOATbCA pPasBUTUEM pPsOa KU3HEHHO OMNacHbIX OCnoXxHeHun. K Hambonee
cepbesHbiM N3 HUX npu BMW OTHOCATCA CMNOHTaHHbIE BEHO3HblE U apTepuarnbHble
TpomMb0O3bl M  ambonun, WHAGEKUMU, OCTPOE MNOBPEXOAEHWE MOYEK, W pasBuUTME
BbIPaXXEHHOW TMMNOBOSIEMUN C OPTOCTATUYECKON TUMNOTEH3NEN U TMNOBOSIEMUYECKUM
wokom (Tabn. 5).

Tabnuua 5. OCHOBHbIE OCNOXHEHUST HEPPOTUYECKOIO CMHAPOMA

OcnoXxHeHnst HedhpOTUYECKOro CUHAPOMa

* 'MnoBonemMu4ecKum LLIOK

* OcTtpoe noBpexaeHne novyek

* Tpomb6oambonuam. TpoM603 rinyboKNX BEH HMXKHUX KOHEYHOCTEN, NOYEYHbIX
BEH, TPoM63IMBONMA neroyHon aptepun, Apyrue aptepuarbHble TPOMB03bI
(peako)

*  WUHdekuun. bakrepmanbHble NHMPEeKUNN (MHEBMOHUS, LLENIONnT,
BGakTepmanbHbI NEPUTOHUT, cencuc). BupycHole MHeKUMK, B TOM Yncne,
XapakTepHble 41 UMMYHHOCKOMNPOMETUPOBAHHOIO COCTOSAHMS.

* BenkoBo-3HepreTu4yeckasa HeJoOCTaTOMHOCTb

MMnoBonemunyeckni WwWok Hanbonee xapakrepeH umeHHo ans MW, no
cpaBHeHuto ¢ HC npu gpyrux rnomepynonaTnax. 3To OCNOXHEHNE pa3BUBAETCS, Kak
npaeuno, y aeten B aebtote passutua HC, 1 cBA3aHO C XxapakTepHbIM A58 3TON
6ones3Hn BbICTPbIM 3HAYUTENBHLIM YMEHbLUEHNEM O0ObeMa LIMPKYNNPYIOLLEN KPOBU
BCreACTBME PE3KOro CHUXEHUSI OHKOTMYECKOro AaBneHus nnasmbl KpOBU, YTO NPUBOANT
k aktnBauum PAAC [93]. TmnoBoneMmnyecknin LWOK NposiBASETCA MMNOTOHUEN,
Taxukapguen, B TOM 4Yucre B OpToCcTase, NpM3HakaMn HapyLueHust nepudepnyeckon
nepdysunn (6neaHoOCTb, XONOAHbIE KOHEYHOCTUN), CYXOCTbIO CIIM3UCTbIX U aKCUMNAPHbIX
AMOK, YBENTMYEHNEM CKOPOCTM HaANOMHEeHUs kanunnsapos (6onee 3 cek), CHMXKEHNEM
Typropa KoXxu, yMeHbLUEHNEM KonuyecTea Moyun. JlabopaTopHbIMU NPOABAEHUSIMUA
ABMSAOTCA NOBbILLEHWE YPOBHA reMaToKpuTa, yBeSIMY4EeHMEM OCMOSIANIbHOCTU MOYU
(2450 MOCM/Kr) n CHWXEeHMEM KOHUeHTpaumm HaTpua mouu (10 m3Aks/n) unum
yMeHbLUeHneM (ppakLMoHHON 3Kckpeuumn HaTpusa < 1%. Kpome Toro,
rMNOBONMEMNYECKMIA LLOK MOXET CONPOBOXAaTbCA abaoMMHanbHbIMK 6onsaMu 1 pBoTON,
CBA3aHHbIMU C runonepdysnen xenyaovHo-KULWeYHoro Tpakra. Passutue
rmnoBosieMmn4eckoro woka npn HC B oTeyecTBeHHOW NuTepaTtype, Kak npasuno,
0603Ha4alT TEPMUHOM «HEPPOTUYECKUI KPpU3». TEPMUH, UMEIOLLMIA UCTOPUYECKUNE
KOpHW, NpeaCcTaBNAeTCs, OAHAKO, Heyda4yHbIM, Tak Kak He oTpaxaeT

I'IaTOd)I/I3I/IOJ'IOFI/I'-IeCKI/Ie MeXaHN3Mbl ONNCbIBAEMOro ABMeHnsa. HenoHnmaHme xe
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naTou3nonorMm He NO3BONSET rPAMOTHO NOAXOAUTb K NpouakTuke, AMarHoCTUKe U
NeYeHnIo 3TOro CepbE3HOro, YrpoXaroLLEero Xn3H1 OCnoXXHeHUs1, BCNeacTBUe 4ero,
Nnosib30BaTbCA UM B MOBCEAHEBHOW KITMHUYECKOW NPAKTUKE HE PEKOMEHOYETCS.

CuMnTOMBI TMNOBONEMNYECKOTO LWOKa npu passutumn HC de novo vinu npu
o6ocTpeHnn BonesHu, Kak NpaBuIio, BO3HMKAKOT paHo, eLle A0 NOSIBIIEHUS KINMHUYECKM
BbIpaXXE€HHbIX OTEKOB. PUCK ero pa3BuTtus yBenn4nBaeTCcs Npu TSXKENOon cTeneHu
rmnoansbymumHemun (ansbymun < 10 r/n), n CONyTCTBYOLWMUX COCTOSHUSIX,
ycyrybnsaooLwmx runoBoneMuio, TakMx Kak guapes u pBoTta, a Takke npu npyuMeHeHnn
BbICOKMX 403 AuypeTukoB. ['mnosonemmnyeknm wok npu MW npu otcytcTBun
CBOEBPEMEHHOrO fIeYeH s, MOXET NMPUBOANTL K Pa3BUTUIO OCTPOro NOBpEXAEeHUs
noYek B BUAE NpepeHasribHoro OCTporo noBpeXaeHNs NoYeKk 1 OCTPOoro UemMm4eckoro
TyOynapHOro Hekpo3sa.

OcTtpoe noBpexaeHue noyek (Oll1) pasHon cTeneHn TAXECTU BCTpevaeTcs y
YyeTBEpPTU B3pOCHbIX naumeHToB ¢ BMW, 4yto ropasgo vaule, 4em npu apyrmux
3aboneBaHuAX NoOYeK C pa3BuTnemM HedpoTUYECKOro cMHapoma. bonee BbICOKMI pUCK
pa3suTtna OlNlN nmeroT NnauneHTbl NOXMNOro Bo3pacTta ¢ 6onee HU3KUM YPOBHEM
anbbymnHa n ¢ aptepmanbHomn runepteHsnen. Npu Hedppobuoncun naumeHtos ¢ ONMI
npyn HC B psige cnyyaeB ob6Hapy>MBaloT NPU3HaKN KaHanbLEBOro NoBPEXAEHNS,
BMSIOTb 4O OCTPOro KaHasnbLEeBOro HeKpo3a - NoTeps WeTOYHON KanMbl, ynnoLeHue 1
aTpodms KIeTOK NpOoKCUMarbHbIX KaHanbLueB 1 dpokanbHas oTcrnonka n/unu
crnywmBaHue KneTok ot 6aszanbHon MembpaHbl; HO MHOTA4a ONUCHLIBAOT NULLb
YMEepPEHHbI OTEeK MHTepCTULMSA. MIHTEpeCHO, YTO B HEKOTOPbLIX BuonTaTtax noykun y
nauuweHTos ¢ Oll1, Mopconornyecknx N3aMeHeHnn B KaHanbLax U UHTEPCTULINN He
obGHapyxumBatloT BoBce. [MaTtoreHe3 noyeyHom ANCAHYHKLUN, OMEBUAHO, ABNAETCA
cnoxHbIM. Mo Bcen BMOAMMOCTU, rMaBHbIM MexaHu3moM passutug OlIM aBngaeTcs
noveyHas runonepdysnsa BCreacTBME rmMnoBofieMumn U3-3a CHUKEHUS 3(PPEKTUBHOIO
UMpKynupytowiero obbema nnasmbl. Bo3MOXHO Takke yyacTne AONOMNHUTENbHbIX
MeXaHW3MOB, TaKuX, Kak Konsanc kaHanbues BCreACTBUE BbIPaXXEHHOro oTeka
WMHTEPCTULMSA, TaK Ha3biBaemas, «Hedpocapka», NoBblLLUEHWE BHYTPUKaHaNbLEBOro
AaBreHns 3a cyeT 06CTPyKUMM KaHanbLueB 6enKoBbIMU LMAMHAPAMUN U TOKCUYECKOTo
NnoBpeXaeHNst NPOKCUMarbHbIX KaHanbLeB peabcopbrpyemMbiM anb0yMUHOM,
KOHBbIOMMPOBAHHBIM C XUPHbIMU KUcroTamu. CyLlecTByeT ToYKa 3peHUs, OCHOBaHHas Ha
nccnegoBaHNAax rinomMepynapHoOn reMoguHaMmnKn, YTo rmaBHYO posb B CHUxXeHun CK®

npu BMW urpatoT nameHeHve rnoMmepyrnsipHon NPOHNLAEMOCTU U CHUXKEHWE
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KoadhpumumeHTa ynbTpadunsTpauum B OTAENbHO B3ATOM HeddpOoHe, BO3HUKaloLWme
BCreacTBue notepu unbTpyroLLen NOBEPXHOCTU MPU CITIUSHUN HOXKOBbLIX OTPOCTKOB
NoBpeXAeHHbIX NOAOUNTOB. [1ogoumnTbl, Kak M3BECTHO, 06ecnevnBatoT CTPYKTYPHYIO
CTabunbHOCTb rMOMEpPYNAPHbIX KanunmispoB 1, Takmm ob6pa3om, y4acTBYHOT B
perynayun ruapoctaTMyeckoro KanunnapHoro gasneHus. Kpome Toro, onvcaHHble
BblLLE N3MEHEHNSA MOTYT YCyrybnartbcs NpeacyLeCcTBYOLNM Y NOXWIbIX NIOLEN
CHXeHneM nepgysunm noyek BCrneacTeme apTepmnosiockrneposa n aptepmansHoOn
rmnepTeHsuu, 4To nosbiwaeT puck pa3suTtua OlM1. K ycyrybneHuio nwemnm
WHTEPCTULUNSA U Pa3BUTUIO MOYEYHOIO NOBPEXAEHNA NPUBOAAT TakkKe nepeao3npoBKa
ANYPEeTUKOB, NpUMeHeHne HedpPOTOKCUYHBIX nNpenapaTos, B ToM Yucne HIMBI n noa-
cogepXaunx KoHTpacToB. He cnegyet 3abbiBaTh, YTO MOMMMO BbiLLE NEPEYNCIEHHOTO,
NMPUYMHON OCTPOro NOBPEXAEHNS NOYEK MOXET ObITb ABYCTOPOHHMI TPOMOO3 NOYEYHbIX
BEH, OCMOXHEHHbIN pa3BUTUEM UHAPKTa NOYEK.

Y 60nbLUMHCTBA NAUMEHTOB, OCTPOE NOBPEXAEHNE MOYEK, aCCOLMMPOBAHHOE C
HC npu BMW, npn neyeHun npeaHN305I0HOM N pa3BUTUMN PEMUCCUN HEPPOTUYECKOTO
cvHapoma gasnsieTcs obpatMmbiM. BO3MOXHO 1 HENONHOE BbI34OPOBIIEHNE, Yalle
BCTpevatLieecd y naumMeHToB cTaple 60 net n npyn npegcyLwecTyoLemM
Hedppocknepose. OgHako, pa3BuTne HeobpaTUMON NOYEYHON ANCHYHKLMMN HETUNNYHO
ansa BMW u, kak npaBuno, xapaktepusdyet Hanudne ®CIC.

Tpom603ambonuam sBnseTcs ogHMM 13 Hanboree YacTbiX YrPOXKatoLLMX KU3HN
ocnoxHeHnn HC n passmnBaeTtcsa npumepHo y 25% naumeHtoB ¢ HC. ToyHble
naTom3nonormyeckne mexaHmambl TPOMOOTMYECKUX OCNOXHEHWU Npyu HC ocTatoTcs
HeACHbIMW, OQHaKO, BEPOATHO, UMEeeT 3Ha4YeHne NOBbILWEHHAA BA3KOCTb KPOBU, HU3KUN
YpOBEHb B nnasmMme nnasmmnHoreHa, aHtutpombuHa lll, npotenHoB C n S 3a cyeT mnx
noTepu ¢ MOYOWN, B cOMETaHUN C runepdpmnbprHoreHeMmnen, MHrMOMpoBaHNEM akTUBaLUMn
nnasmMuHoOreHa, NOBbILLEHHOW arperaunen TpoMOoLMTOB; a TakkKe nevyeHme
anypeTtukamm n K. Puck BeHO3HbIX 1 apTepuarnbHbIX TPOMG3IMBoMyYeckuin
ocnoxHeHun npm HC B 8 pa3 npeBbillaeT TakoBow B 06LLen nonynsumMm 3aBucuT oT
Tshkectn HC mn ero anutensHoCcTH, 6yayym 3HaUNTENBHO BbilE B NEpBbIE 6 MecsiLeB
cywectoBaHua HC. HYawe BCcTpeyaroTcsi BEeHO3Hble (rnyBoKMe BeHbl HUXXHUX
KOHEYHOCTEN, NoYeyHble, LuepebpanbHble, Me3eHTepuanbHble BEHbI) N pexe —
apTepuanbHble Tpomb03bl. BcTpewaemocTs TpoMb603a noveyHbix BeH npyn HC
cocTaBnseT oT 540 62%. CneayeT nogyepkHyTh, 4To HC aBnaeTcs npuynHon

Tpomb03a NoYeyHbIX BEH, a He ero pe3ynbTaToM, Kak CYMTanoch paHee. XpoHUYECKUit
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TPoMBO3 NOYEYHbIX BEH, KaK NpaBuio, NnpotekaeT 6€CCMMNTOMHO, B TO BPEMS, Kak
OCTpbI TPOMOO3 MOXET CONPOBOXAaTbCA 6ONEBbLIM CMHAPOMOM B 0611acTn doriaHkoB
XUBOTA U MUKPO- UM MaKpPOCKOMUYECKON remaTypuen, NoBbILEeHNeEM
naktatgernaporeHasbl CbIBOPOTKN KPOBU N yBENMYEHMEM pa3MepOB NOYKM npu Y3
nccneposaHunn. [1ByCTOPOHHUA TPOMBO3 NOYEYHbBIX BEH MOXET NPOSIBUTLCA KapTUHON
OIr1l, 0OCHOBHBLIM MEXaHM3MOM KOTOPOro SABMSETCS CHWXKEHUe nepdy3noHHOIo
AaBneHus v Bcnencrtene atoro cHmxkeHne CK®. Metogamu anarHOCTUKK 3TOro
OCNOXHEHUS CriyXaT MyrbTUcnnparnbHaa KOMNbIOTepPHas aHrmorpadus, MarHUMTHO
pe3oHaHCcHada Tomorpaduvs 1 gonnneporpadus novyeyHsix cocygoB. OgHako «30510TbIM
CTaHA4apTOM» ANarHOCTUKM TpOoMBO3a NOYEYHbIX BEH ABNAETCHA KOHTpAcTHOE
nccrnegoBaHne HUXKHEN MOMNON BEHbI I CeNnekTUBHasA nodevHas BeHorpadumsa. Yactorta
BEHO3HbIX TPpOMBaMbonuin y B3pocrnbix gocturaet 42%, cpean Hux - 12-30%
B6eccumnToMHbIX, Npudem TIJA moxeT npoTekaTb 6e3 Tpomb03a rnyBOKNX BEH HYKHUX
KOHEYHOCTEWN Ui NOYEYHbIX BEH.

UHdeKkumoHHbIe ocnoxHeHus. [Ipyrum cepbesHbiM ocrioxxHeHnem HC npu
BMW aBngaeTcsa pasButue TSHXENbIX U ONMOPTYHUCTUYECKNX MHAEKLMIA, YTo npu BMU
00yCnoBNEHO He TONbKO UMeOLLENCS ANCHYHKUNEN T-KNETOYHOrO UMMYyHUTETA,
HapyLleHnem obpa3oBaHMs UMMYHOTTOOYNNMHOB U ANCHYHKUNEN KOMMNIEMEHTA, HO U
notepen ¢ MOYOM MMMYHOrOBYMHOB U KOMNOHEHTOB CUCTEMbI KOMMSIEMEHTA, YTO
ycyrybnsetca npyuemMom KoOpTUKOCTEPOMAOB U/MMN LIMTOCTaTUKOB.

B3pocnble nauneHTbl, HECMOTPA Ha NPUMEHEHNE aHTUOBNOTUKOB, CKITOHHbI
NpenMyLeCcTBEHHO K MHEKUNAM, BbI3BaHHbIM rpaMM-HeraTmBHbIMM 6aktepusamm ¢
pas3BUTUEM NHMPEKLMNOHHBIX OCITOXXHEHWNI NETKUX, KOXWN, OPIOLLIHOM NOMOCTM 1 Aaxe
cencuca. Kpome 10ro, UMMYHOCYMMpeccusi yBenuyuneaeT PUCK OMMOPTYHNUCTUYECKUX
nHdekunn (LUMB — nHpekuna, nHeBMoLMCTHaA NHeBMOHMS). [Npudem rocnutanusaums,
B CBSA3U C MCMNOJSIb30BAaHNWEM COCYAMUCTOro A0CTyNa N HanM4YnemM KOHTakTa C
PE3NCTEHTHBIMW LUTaMMamK, cama no cebe npeacTaBnNsAeT NOBbILEHHbIN PUCK
NHAEKLMOHHBIX OCITOXXHEHWIA.

BeposaTHO Takke, YTO NPUYNHON MHPEKUMOHHBIX OCIIOXHEHU N/ cuHgpoma
CUCTEMHOro BocnanutensHoro oteseta npu HC aBnseTcs TpaHcnokaumsi MUKpOGHOM
dnopbl (M nMnononucaxapngoB MUKPOOHOM CTEHKM) KNLLEYHMKA B KPOBb BCNEACTBME

yBENN4eHNA NpoHNLUAEeMOCTUN CTEHKN KNULLKN U3-3a €€ oTeka.



21

YactoTa apTepmanbHOW runepTeH3um y B3pocibix nauneHtoB ¢ BMU, B
OTNN4YKne OT AeTeNn, No AaHHbIM pasHbIX aBTOPOB cocTaBnsaeT oT 9 00 55%, 4To
XapakTepuayeT eé He3aBMCUMbIN OT BONE3HN xapakTep.

HC xapakTepusyeTcs BTOpUYHON gucnmnuaemMmen C noBbiLLEHNEM
KOHLeHTpaumm obLiero xonectepuHa, xonectepmHa nunonpotengos Huskon (JITTHI),
oveHb Hu3kou (JINMOHIT) n npomexxyToyHOM NNOTHOCTK, NUNonpoTenHa(a),
TPUrMUUEPUAOB N CHUXKEHNEM YPOBHSA NMNONPOTENA0B BbICOKOW NNOTHOCTU. OCHOBHbLIM
B pasBUTUN rMNepnmnuaeMmn CHMTaeTcs NOBbILUEHHbIN CUHTE3 NUNONPOTENAOB HU3KOM
NIOTHOCTWN B CBA3U CO CHUXXEHNEM OHKOTMYECKOro AaBneHus nnasmbl, KOTopoe BedeT K
NoBbILLEHHOW perynsaunn 3-rmgpokcu-3-metunrnytapnun—CoA peaykrtasbl. Hapsagy ¢
3TUM BaXXHYIO POfib, MO-BUAMMOMY, UMEIOT NOTEPS C MOYOWN NUMNOPErynsaTOPHbIX
cybCTaHUMIM 1 CHUXeHMEe kaTabonmama NnMnMaoB, BEPOATHO, 3@ CHET CHUXKEHUS
3HOOTENNN-CBA3AHHOWN NUMONPOTENH NUNasbl U HapYLLIEHNSA CBA3bIBAIOLLEN
cnocobHocTn JINOHTM. MNMpn BMW HedpoTudeckmin cuHapom, Kak npasuso,
TPaH3UTOPHbLIN N NPU ero PEMUCCUN OUCNIUNONPOTEUAEMUS perpeccupyeT unm
BbIpaXX€HHOCTb €€ yMeHbLlaeTcs. [py anMTtensHoOM, pe3McTeHTHOM K neveHnio HC
ancnunuaemMmnsa npeacraBnseT pUCK ateporeHesa, cepaedHo-CoCyanUCTbIX OCIOXHEHUN
n nporpeccupoBaHus XbIT.

[MoMuUMO nepeyncrieHHbIX Bbille, MoAYac yrpoXarLmx XU3HU OCNOXHEHNN,
nmetowanca npy HC runoansbymmHemna HC npuBoauT k pa3sutmio 6enkoBo-
3HerpeTu4ecKom HeaoCTaTOYHOCTU. [prnyem noteps anbbymmHa ¢ MOYOM He
ABNAETCA €QUHCTBEHHOW NPUYUHON rMnoanbbymMmHeMmmn. XoTa cuHTe3 anbbymmnHa
neveHbto npy HC coxpaHeH, NoBbILLIEHME CUHTE3a OKa3blBaeTCs HeadeKBaTHbIM
nmeroencs rmnoanbbyMmHeMnn, KpOMe ToOro NPONCXOANT NOBbILWEHWE KaHanNbLEBOro
katabonunama anbbymnHa, a Takke HapyLleHne pacnpegeneHunsa anbbymmHa mexay
BHYTPW- 1 BHECOCYAUCTbLIM NpoCcTpaHcTBaMu. CHUXEHWEe cuHTe3a anbbymmnHa
CBSA3bIBAIOT C HANM4YneM BOCNasieHusi, a Takke C NOBbILWEHHbIM YPOBHEM LIUTOKMHOB,

TaKkuXx, Kak TYMOpP HeKpoTuanpyowmin pakrop anbga (TH®a).

Pasgen 3. JleyeHue HecbpoTUUYECKOrOo CMHAPOMA U ero ocroxHeHun npu BMU.
PekomeHnpauus 3.1. Jleyenne naumeHToB ¢ BMW 1 HedppoTHMyecknum cMHOPOMOM crieflyeT HaunHaThb C
MOMEHTa AUarHoCTUKM NoCreaHero, ele A0 YTOYHEHUst Mopchonornm 3aboneBaHus U AOMKHO ObiTb
HanpaBneHo Ha NMUKBMAALMIO OTEKOB, @ TaKkkKe neyveHne 1 NnpodunakTnky opyrmx NposiBIEHUA 1

ocnoxHeHnn HC. (NG)
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KommeHTapui:

OTekun. Tak kak obpaszoBaHne HePPOTUHECKMX OTEKOB, TaK NN MHAYe, CBSA3aHO C
3a[epPXKKON HaTpUS, Nx rnedeHne TpebyeT, B NepByto odepeab, OrpaHNYEHNst HAaTpPUA C
nuwen. Hatpun Heob6xo4Mmo orpaHMyYnBaTh AaXe NPU UCMONb30BaHUU ANYPETUKOB,
Tak Kak nx adppekt obpaTHO nponopumoHaneH notpebnexuto conn. O6bIYHOE
notpebrieHne HaTpua cocTasnsaeT okono 4-6 r/cyTku. Motpebnexne Na* ¢ nuwien npu
HC gomxHo 6bITb orpaHnyeHo o 2,5 - 3 r/cytkn, yto cootBeTcTByeT 6- 7 1 NaCl B
CcyTkn. PekomeHayeTcsa ynotpebneHme HaTypanbHbIX NPOAYKTOB, TaKMX Kak OBOLLM,
dpyKThI, pbiba, NTULA N MACO, B KOTOPbIX COAEPXMTCS Mano conu. lNogcanneaxHve
nuwm 1 ynotpebneHne coneHbix NPOAYKTOB AOSMKHO ObiTh UCKNtoveHo. K npogyktam ¢
BbICOKMM COAEpXXaHMeM NOBapEHHOM CONMN OTHOCATCA XNneb, KyKypy3Hble XNonbs,
nnaeBneHbln Cbip, COYChbl, COMEHbIE NPOAYKTbI: MAco, KapTodesbHbIE YNMCbl, BUCKBUTHI,
opexw, NOMNKOPH, MapuHaabl; KOHCEPBUPOBAaHHbIE NPOAYKTbI: KOHCEPBUPOBAHHbLIE
OBOLLM, CynNbl, 3aCOSNEHHbIE MACO U pbiba. XKnakocTb pekoMeHAyeTCcsa orpaHMyYnBaTth 4O
1, 5n B cyTKn. Pe3koe orpaHn4eHme XnakocTn HeobxoaumMo TONbKO Npu pedpakTepHbIX
oTeKkax u nNpu CHWXeHun guypesa. B atom cnyvyae o6bem noTpebnsemomn XnakocTtu
AOIMKEH onpeaenaTbca 06beMom gmypesa C y4eTOM BHEMOYEYHbIX NOTEPb, KOTOPbIE
coctaBnstoT okono 500 mn/cyt. OgHako 6e3 orpaHn4eHns noTpebnennsa conu,
BbI3bIBalOLLEN pasgpaxeHne LeHTpa Xaxabl, pekoMeHaaLmm no orpaHnYeHmto
noTpebneHns XnakocTn MoryT Tak n octaTbCa «Ha bymare.

OueHunTb NnoTpebneHne NOBapeHHOM CONM MOXHO Mo cyTovHoM akckpeunn NaCl.
Mpyn cTabmnbHOM COCTOSAHUM NALUMEHTA, YTO OLEHNBaETCH No cTabmnbHOCTM Beca,
akckpeumst NaCl cooTBeTCTBYET ero noTpebneHnto. AKCKpeLmsa HaTpuS, Kak yxe
ynoMMHanochb, He AormkHa npesbiwaTh 2,5 - 3 r/cyTku (6- 7 r NaCl) , npu pedpaktepHbIX
oTekax oHa MoxeT BbITb cHxkeHa Ao 1,5 - 2 r/cyT (4-5 r NaCl). bonee Bbicokue undpsbl
9KCKpeunn HaTpusa xrnopmaa xapakrepusytoT n3bbITOK ero NoCTynfeHns ¢ NULLEN.

[na neyeHns reHepanu3oBaHHbIX HepoTn4ecknx otekos npu MU
TPaAMUMOHHO MCMNOMb3YT Hanbonee MOoLLHbIE - NeTNeBblE ANYPEeTUKK (bypocemma,
BymeTaHung, Topacemua), uHrMbupytowme peabecopbumo NaCl B Tonctom BocxogsLlem
KoneHe netnu exne.

Mo Hawwemy MHoroneTHemy onbITy, NPU OTCYTCTBUU 3KCTPEHHbIX NOKa3aHUNn,
LeneBoe CHUWXeHne Beca Npuv HasHa4YeHNM MOYErOHHbIX HE AOMMKHO ObITh GonbLue 1

KF/CyT. BO nsbexaHue pa3BuUTUA Hapyu.leHvu7| remognHamMmunkKm Bcrneancrteme
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9NEKTPONUTHBIX PACCTPONCTB U MMNOBOMEMUN, N CBA3AHHBLIX C HAMW OCITIOXXHEHWI, O
Yyem ByaeT ckaszaHO HMXe.

OpgHako npn HC moxeT oTMedaTbCs pa3Hasi CTeneHb PE3NCTEHTHOCTU K
AnypeTukam, Tak Kak nx papmakoguHammka n papmakokMHeTUKa YacTo U3BMEHEHbI U,
HECMOTPS Ha BbICOKME A03bl NETNEBbLIX ANYPETUKOB, HE yaaeTcs oOMTbCA
oTpuuaTenbHoro 6anaHca HaTpUA N YMEHbLUEHNS OTEKOB. OTO MOXET UMETb HECKONbKO
0O6BACHEHUI N oNpeaenseT CyLWwecTByOLWME NOAX0Abl K NPEOONIEHNIO UMEIOLLENCS
PE3NUCTEHTHOCTM.

MakcumanbHas a¢pdeKkTuBHan gosa (3)

dpakumoHHan sKkckpeuns Hatpus (%)

MwuHumanbHan spdpekTnBHan posa (1
) N b Aosa (1)

Log MHTEHCUBHOCTU 3KCKPELMM C MOYOI NETIEBOTO ANYPETUKA

PucyHok 3. dapmakogmHamuka neTneBbiX ANYPEeTUKOB.

dapmakogmMHaMmuka BCcex OUYpeTUKOB, AENCTBYIOLNX CO CTOPOHbI NIFIOMUHAITbHON
MeMbpaHbl KaHanbLEB, ONUCLIBAETCA KPMBOWN 403a-3dEKT, MMEIOLLIEN, KaK MpaBuIio,
S-o6pasHbiv Bug (Puc. 3). OntumanbHbI ypoBEHb NpenapaTta B KpOBUM, OKa3biBaOLLNA
anypeTtndecknin acpdekT (onpeaendemMbin NO YPOBHIO IKCKpeLnn HaTpus) (undpa 2 Ha
puc.3) COOTBETCTBYET KPYTO BOCXOASALEMY CErMEHTY KPUBOW, PaCnOfIOXXEHHOMY Mexay
NOporoBbIM YPOBHEM, COOTBETCTBYHOLLEN MUHMMAITbHO 3hdekTnBHOM Ao3e (undpa 1
Ha puc.3), U KOHEYHbIM MaTo, COOTBETCTBYOLLMM MakKCUMarnbHOW 3KCKPeLnn HaTpus,
T.€. MakcMmaribHOW 03€e, Bbille KOTOPOM He MPOUCXOAUT HapacTaHUs OUypeTUdeKkoro
adpdekta (undpa 3 Ha puc.3). [Ans JOCTMXKEHNA TepaneBTUYECKoro adpdekra

Heob6xo4Mmo, YTOObI KOHLIEHTpaUmMs AMypeTnka B MecTe okasaHusa adhdpekta (npocseT
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KaHanbLa) JOCTUINa «NoporoBoro» ypoBHA ANs AaHHOIo avypeTtuka. [peBbiueHne
NOpPOroBOro YpoBHS He AaeT OOMOMHUTESNTbHO MOYErOHHOro adddekTa, HO CyLLEeCTBEHHO
MoBbILLIAET BEPOATHOCTb NOSABNEHNSA NOOOYHbIX peakumii, B TOM YUCHE CO CTOPOHbI
MHTEePCTULUNSA TKaHW NOYKU (MHTepCTULManbHbIA HepuT).

Mpn HC npegnoytutensHee BHyTPMBEHHOE BBeAeHNE ONYPEeTUKOB. [pu
nepoparnbHOM npueme 6Moa0CTYNHOCTb MOYErOHHbIX NMPenapaToB Kak Mexay pasHbiMu
Knaccamu, Tak 1 BHyTpU OHOrO Krnacca, a Takke Ans o4HOro 1 Toro e npenapara
MOXET 3Ha4nTenNbHO pasnuyaetca. K npumepy, npu aHTepansHOM npueme abcopbuns
dypocemunga Bapbupyet oT 10 o 90 %, B To Bpems kak abcopbuna bymetammga m
Topacemuga ropasgo ctabunbHee u Bbiwe n coctaBnsaeT 80-100%. Kpome Toro, otek
TkaHeun kuwkn npn HC MoxeT 3ameanaTb BCcacbiBaHME ANYPETUKA.

BaxxHbIM hakTOpoM CHUXeHUSE adhdekTUBHOCTU anypeTrkos npu HC asnaroTca
rmnoansbymMmHemMums 1 BbiICOKasi NpoTenHypus. Bcneactene HU3KOro cogepxaHus
anbbymMnHa B KPOBM yMEHbLLAETCS CBA3biBaHME oypocemuaa ¢ 6enkamu nnasmbl
KpOBM, YTO HEOBXOAUMO ANSA ero A0CTaBKM K NepUTYBYNSpHbIM Kanunnspam,
BCMeACTBME 3TOr0 yBENMYMBaeTCs MeTabonmyeckuin KnmpeHc pypocemmnaa B NeYeHn n
CHWXaeTCs cekpeumns ero akTuBHOM oOpMbl B MPOCBET NPOKCMMAaribHOro KaHarnbLa, rae
OH [OJMKEH OKa3blBaTb CBOe AencTBue. B npocseTe KaHanbLa, BCneacTBUE BbICOKOTO
copgepxanus 6enka npu HC, npomcxoguT YacTU4Has MHaKTMBaLms guypeTmka
anbbymmnHom, cteneHb koTopon moxeT npn HC gocturate 1/2 - 2/3 koHUEeHTpauum
AnypeTnka B NpocBeTe KaHarnbLa.

[na koppekumm cHmxeHHoM adhdekTuBHOCTU (pypocemumaa npu HC gosa
npenaparta MoXeT ObITb yBenuyeHa. PekomeHgaumm no ncnonb3yembimM 403aM
ANYPETUKOB HOCAT AMMNUPUYECKUIN XapaKTep U U3MEHSAKOTCA B 3aBUCUMOCTU OT
UMeEIOLLLENCS CTEMNEHN PE3UCTEHTHOCTU K MOYEroHHbIM. [py HopManbHbIX 3HaYEeHUAX
CKo® (>75 mn/muH) pasoBas gosa pypocemuaa npu HC npm npueme BHYTPpb He JOIKHA
npesbiwaTtb 240 mr, cytoyHas - 480 mr , a npeaensHon GOMCHOW J030M Npuy
BHYTpMBEHHOM (B/B) BBeaeHuu cumtaeTcs - 80-120 mr ansa dpypocemuaa nnm
9KBMBANEHT 3TON 403bl A5 APYINX NETNEBbIX ANypeTuKoB (2—3 mr 6ymetanmnaa n 20—
50 mr Topacemnga). [Ana yMeHbLUEHMS pUCKa TOKCUYHOCTU, MakCcuMarnbHble 60NoCHbIE
A03bl ANYPETUKOB 06bIMHO BBOAATCA Ha npoTskeHun 20-30 muH. Bonee Bbicokne 003bI
He oKa3blBalOT AOMNOMHUTENBHOIO adhpdekTa, a BEpOATHOCTb NOBOYHBIX 9P EKTOB, K

KOTOPbIM OTHOCATCA OTTOTOKCUYHOCTb, SJTIEKTPOJINTHbIE paCCTpOVICTBa N BeretatmBHble



25

HapyLleHnst — cnabocTb, FONOBOKPYXEHME, TOLHOTA 1 PBOTA, 3HAYUTENBHO
yBenuynBaeTcs.

Kpome Toro, netnesble OUypeTUKN UMEIOT OYEHb KOPOTKUI Nepuos,
nonysbiBeaeHus (~1,5 - 4 yaca), 4To 03Ha4YaeT, 4YTO NpPU OAHOKPATHOM BBEAEHUMU
npenapaTa B TedeHne ONNTEeNbHOro nepuoaa BpeMeHU, nocrie OKOHYaHUs ero
AEencTBus, ANYPEeTUK He OKa3sblBaeT a(pekTa, a BbiI3BaHHOE UM B Nepuoa AencTBus
CHMXeHMe 0bbemMa LMPKYNNPYIOLLEN XXNOKOCTU Bbl3blBAET aKTUBHYIO KOMNEHCATOPHYHO
peabcopbumio HaTpua B AUCTANbHOM KaHanbLe. OTOT, Tak Ha3blBaeMbl, «aaanTUBHbIN
OTBET AuCTarbHOro HedpoHa» B Nepmnoabl OTCYTCTBUS AENCTBUSA OUypeTuKa, MOXeT
NPUBECTU K HEUTpanuaaumm ero agpgekTa 1, gaxe, K pasBuTUIO NOMOXUTESNbHOIO
6anaHca HaTpus. B cBa3u ¢ atum, ons npeogoneHusa peabcopbumm HaTpus B
ANCTanbHOM KaHarbLe B nepuo nocrne oKoOH4YaHnsa OencTBUS NeTneBbliX AUYPeTUKoB,
OHM MOTYT Has3Ha4yaTbCs Yalle O4HOro pasa B cyTkn. CyTodyHasa 0o3a, pasgernieHHas Ha
ABa-Tpu npuema, rnpu ycrnoBun, 4YTo Kaxkgas [o3a NpeBbllaeT TepaneBTUYecKuii nopor,
AaeT nyywmmn adpdexT, YemM OAHOKPaTHbLIM NpueM CyToYHOW Ao3bl. Kak npasuno,
MHTepBan mexay 60nCHbBIMM BBEAEHNAMN afeKBaTHbIX 403 AOSMKEH COOTBETCTBOBATb
1-2 nepuogam nonyebiBegeHUS anypeTtuka. [Ana dgpypocemmaa nepuos nonyebiBeLeHUs
coctaBnseT 1,5 4, ana 6ymetanmaa — 1 4, ons Topacemmnga — 3-4 4. Mpn noyevHon
ANCKYHKUUN OH MOXET yBenuimneatbca 4o 2,6 4, 1,6 4 1 4-5 4 COOTBETCTBEHHO.

Apyrum acpcpekTnBHbIM MeTOAOM B0pPLOLI C PE3UCTEHTHOCTLIO K ANYypEeTUKaMm
ABNAETCA UX NPOSOITIKMUTENBbHAA NHY3NA, YTO NO3BONSET U3bexaTb NMKOB N NadeHU
KOHUEHTpauun 1 NoCTANypeTUYEeCKOM peTEHUUM HATPUS, a Takke No3BonseT co3gaTb
ANUTENbHYIO 3(PMEKTUBHYIO KOHLEHTPaUMIO AMypeTuka B MECTe ero 4enCTBUA, 4YTo
NPUBOAMT K YBENUYEHNIO CYMMapHOUN 3KcKpeLmn HaTtpud. Kpome Toro, npu 3Tom
cnocobe BBeaeHUA pexe BCTpevatoTcs NoboYHble adhdekTbl 60NbLUMX 403 ANYPETUKOB,
O KOTOpPbIX YNOMUHANOCh Bbiwe. Mocne HavYaneHOM 6OMCHOM 403kl ANypeTuka
(dbypocemug - 40 mr, 6ymetanng — 0,5 mr, Topacemma 5 Mr), pekomeHagyeTcs npu
coxpaHHon CK® (> 75 mn/MnH) HayaTb uHQy3uo ¢ gosbl 10 mr/y ana gpypocemuaa, 0,5
Mmr/4 gna 6ymetanmnaa, 5 mr/y ana topacemuaa. Npu oTCyTCTBMM agekBaTHOro Anypesa
CKOPOCTb MHPY3NN MOXET ObITb yBENUYEHA C NpeaBapuUTeSibHbIM MOBTOPHbLIM
BBeAeHneM 605CHOM A03bl MOYEroHHoro. [MNpu cHmkeHnn CK® go 25 — 75 mn/muH,
pekomMmeHayemas ckopocTb H(py3sum 10-20, 0,5-1 un 5-10 mr/y ansa dypocemnaa,
GymeTaHnga n Topacemmaa cooTBeTcTBeHHO. MNMpn CKO <25 mn/mnH — 20-40, 1-2 n 10-

20 mr/4 cooTBeTCcTBEHHO. [1pn coxpaHHon CK® (> 75 mn/mMuH) pekomeHayeTcs B/B
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BBeZeHMe HavanbHou 6ontocHon Jo3bl hypocemmaa - 40 mr (bymetanmaa — 1 wr,
Topacemung 20 mr), 3atem nHdysna oypocemumaa 10-20 mr/y (BymeTtaHnga un
Topacemuga - 1-2 mr/y n 10-20 mMr/4 cooTBeTCTBEHHO). [1pn NOCTOAHHON UHPY3KKM Ge3
BBeAeHMs BONCcHOM 03kl TpebyeTca ANUMTENbHbIN NepUod, COOTBETCTBYIOLLMIA
YyeTblpeM nepuogam nonyBbIBEAEHUS AAHHOMO AuypeTuka Ona JOCTUXKEHUS ero
CTabunbHOM KOHUEHTPaLUN.

Apyron cnocob npeofoneHnst «aganTUBHONO OTBeTa AUCTanNbHOro HedbpoHa»
3aKkrn4yaeTcsa B COMEeTaHHOM HasHa4YeHUn NeTneBbiX ANYPETUKOB U ANYPETUKOB,
AENCTBYIOLWNX B ANCTaNbHOM KaHarbLe, B YaCTHOCTU, TMa3uaHbIX (runotnasug — 25-
100 mr/cyT unu metonasoH 100 mr/cyT). TnasmaHble AnypeTukn nmerot bornee
ANVTENbHBIM Nepuo nosyBbiBeAEHUA 1 NpefoTBpaLlaoT UNu yMeHbLUIaeT 3a0epXKy
HaTpUsA Nocne OKOHYaHWA OeNUCTBUS NeTNeBOoro gMypeTuka, ysennumaas B 3Tm nepuogbl
HaTpunypes. Npn oNNTeNnbLHOM NPUMEHEHUU NeTNEBbIX AUYPETUKOB, He
peabcopbmpoBaHHbIv B neTne 'eHne HaTpui B 6GOMbLIMX KONMYEeCTBax AocTuraeT
AncTtanbHbI HE(PPOH 1 CO BpEMEHEM Bbi3blBaeT rmnepTpodmio KNeToK AUCTanbLHOro
KaHanbLa 1 ycuneHHyto peabcopbunto HaTpusi B aToM cermeHTe. Npn coueTaHHOM
Ha3Ha4YeHUn NeTreBoro 1 TMasngHoro AnypeTuka, TMasngHbin JUuypeTuK HasHavYaeTcs
3a 1 4ac 0o neTneBoro Ans nonHown 6nokagbl ANCTaANbLHOMO KaHanbLa K Havyany
AEencTBus NeTrneBoro gnypeTuka.

ELle ogHOM NpMYNHON PE3NCTEHTHOCTU K ANYPETUKAM MOXET ObITb Npuem
HIBI, koTopble 3a CHET CHMXEHNA UMU CUHTEe3a npocTarnaHAvHOB Bbl3biBAOT
BA30KOHCTPUKLMIO N MPUBOAAT K CHUXKEHWUIO NOYEYHOM Nepdpy3nm 1, BbI3BaHHbIX
anypeTtkamu, HaTpuirypesa un guypesa. .Kpome toro, HINBIT MoryT KOHKYpeHTHO
MHIMBUPOBAaTb CEKPELNIO ANYPETMKOB B NPOKCUMAanbHOM KaHanbLe W1, TakuMm obpasom,
KOHLIeHTpaums gMypeTuka B KaHanbLe He JOCTUraeT Noporoson, Heobxoaumon ans
peanusauuun ero apgekra.

Mpun Tskenom pesncteHTHOM HC, npn ypoBHe anbbymunHa CbiIBOPOTKM KPOBU
meHee 20 r/n, oNs BPEMEHHOMO MOBbILWEHWSI BHYTPUCOCYAMCTOro o6bema 1 yBenmyeHus
CBA3bIBAHMS ONYPETUKOB C anbByMnHOM, BO3MOXHO B/B BBeaeHue 20% obecconeHHoro
anbbymunHa (25-50 mr), 06s3aTenbHO, B COMETAHUN C MaKCUMarbHbIMW JO3aMU
dypocemunga (120 mr). dypocemma MoxeT BBOAUTLCS BOMOCOM B cepeamHe unm B
KOHLEe MHAY3mm anbBymMuHa, HO AN nyywero addekta npu NCnosib3oBaHMM 3TON
KombBuHauumn, pekomeHgyetcs oba npenapata cMewwnBaTb Nepes ux BHyTPUBEHHbLIM

BBegeHneM. CkopocTb nHopy3nm 20% pacteopa anbbymvHa He AOfKHA NpeBbIWaTh 2-
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3mn/mMuH. OgHako, adpdekT anbbymuHa 6ygeT nuilb BpeMeHHbIM, B CBSI3U C BbICTPbIM
ero BbiBeeHneMm, a kpome Toro, BBegeHune 20% anbbymnHa y nauneHToB C
OTCYTCTBMEM CHWXEHUS BHYTPUCOCYANCTOro o6bema MOXeT CNpoBOLMpOBaTh
pasBuTUe rmnepTeH3nn N oTeka nerknx. N3-3a pucka aTux OCroXXHEHUN U HeJOKa3aHHON
adpeKkTMBHOCTU MeToa, ero pyTUHHOE BBeAeHWE A1S NevYeHNs He(ppoTU4eCKoro
CYHAPOMA He peKOMeHAyeTCs U OOMKHO ObITb 3ape3epBMPOBAHO NULLb A5 KpanHe
Tskenbix cnydyaes HC, OCNOXHEHHOro TSHXXeNon runosoremMmen Bcneacrasune
BblpaXX€HHOW rmnoansbymmHeMmn.

Ocoboe BHMMaHue JOMKHO BbiTb yAeneHo CoMeTaHHOMY Ha3HayYeHUo
ANYPETUKOB C MHIMBUTOpPaMn aHrMOTEH3UH-NpeBpaLlatoiero gepmenTa (MAIND) n
BnokaTopamu aHrIMOTEH3MHOBLIX peuenTopoB (BAP). Tak kak y nauneHtoB ¢ BMU, B
CBSI3N CO CHMXXEHHbIM BHYTPUCOCYAUCTBIM 06 bEMOM, COMETAHHOE UCMONb30BaHNE
MOYeroHHbIX 1 MATN®/BEAP MoxeT ferko NnpuBecTn K pasBUTUIO KITMHUYECKU
BbIPaXX€HHOW r'MNOTOHUU /NN a30TEMUUN, UX HA3HAYEHNE C aHTUMPOTENHYPUYECKON
Lenbio He PEKOMEHAYIOTCA U MOXET 0BCyXAaTbCs NPU HANUYMN PE3UCTEHTHOTO K
neyeHuo npegHn3onoHom HC npu ctabmnbHOM COCTOSHUN NaUMEHTA, YTO
nogpasymMeBaeT TakKe KOHTPOSb OTEYHOro CUHAPOMA.

[Mpy HeadhPEKTUBHOCTU ONYPETUKOB MNOKa3aHO NpoBedeHne MeasieHHOM
(HM3KOMNOTOYHOWN) MPOANEHHOM BEHO-BEHO3HON yribTpadunsTpaumm, ¢ UCNonbL3oBaHNeEM
BbICOKO NPOHULAeMbIX MeMBpaH, unu remounbTpaunn. [JaHHble MeToabl ABMSIOTCS
ropasno 6onee appeKkTMBHBIMU U 6E30MaCHBIMMU, MO CPABHEHUIO C MPOAOIKEHNEM
HapalwuBaHusa 003bl ANYPETUKOB. [1pn OTCYTCTBUMN 3TUX METOA0B B TepaneBTUYECKOM
apceHarne HedpOnorM4ecKoro oTaeneHus, BO3MOXHO NpUMeEHeHNe NHTEPMUTUPYIOLLLErO
remoananusa B pexunme Cyxon ynstpadunstpauum.

MmnoBonemuyecknn wok. MNpn nevyeHmm rmnoBONEMMYECKOro LLoKa
Ncrnonb3ylTcs BBeAeHne uanonornyeckoro pactaeopa (20 mn/kr B Te4eHne 1-2 yacoB)
1 anbbymnHa B MakcumanbHon aose 1 r/kr B TedeHue 3-5 4yacoB nog KOHTponem
apTepuanbHOro JaBrieHus.

OcTtpoe noBpexaeHue noyek. JleyeHre oCTporo NOBpeXaeHUs novek
Ha4YMHaeTCs C yCTpaHeHUs NoBpeXxaaroLero akropa, YTo MOXeT BKMYaTb OTMEHY
HedPOTOKCUYHbIX NpenapaTtoB (Hanpumep, HIMBI1), yctpaHeHne runosonemun. MNpu
pas3BMTMM OCTPOro TpoMB03a NOYEYHbIX BEH peKOMeHayeTcst TpoMbonuTnyeckas
Tepanus, B TOM 4uCrie MeCcTHas, BO3MOXHO, B COMETaHUN C KaTeTepHOM

TpombakToMuen. B cnydae oTcyTcTBus sBHoM npuymnHbl ans ONNIM noveyHas
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ANCKYHKUNA OKa3blBaeTCs YyBCTBUTENBHOW K CTepouaam U perpeccupyeTt npu nx
HasHayeHuwn. B pegkunx cnyyasax TSKeCTb NOYEYHOro noBpexaeHnsa Tpebyet
npoBeaeHus guanmsa, Ho ¢ o6sa3aTenbHbIM O4HOBPEMEHHBIM Ha3Ha4YeHMEM CTEPOMAOB,
YTO, KaK NpaBumno, Takke NPUBOAUT K BOCCTAHOBIIEHUIO (PYHKLMU MOYEK.

Tpom60oambonuam. TakTvka B OTHOLLEHWUW rMnepKoarynsaumoHHbIX HapyLLeHWIA
npy HC moxeT BbiTb paccMoTpeHa C ABYX NO3NLMIN — Tepanus yxxe NponsoLleumnx m
npodmnakTmka BO3MOXHbIX TPOMO030B/ TpoMBaMBonMI. CKPUHMHT ANga NoMcka
6eccuMnTOMHbIX TPOMBO30B HE PEKOMEHOYETCS, OAHAKO NPWU X AaXe ClyYanHOM
BbISIBIEHUWN Tepanusa Ha3HavyaeTCs Takasi Xe, KakK U rnpu iBHbIX
TpombBo3ax/TpoM603aMBONMNAX, HE3AaBUCUMO OT MX NIOKanusauuu, 1 HanpaereHa Ha
pacTBopeHue nnn yganeHme tpomba nytem aHTUKOArynaHTHOM Tepanumn n/unm
TPOMOB3SKTOMUM, OCOBEHHO NMPK OCTPOM TPOMOO3€E MOYEYHbIX BEH.

HaunHatoT neyeHune tpombo3os/Tpombambonuin npu HC ¢ HasHauyeHus
HedpaKUMOHMPOBAHHOIO UMW HU3KOMONEKYNAPHOro renapuHa ¢ nocrnenyowmm
nepesogoM Ha BapdapuH. Lleneson yposeHb MHO coctaenset 2,0-3,0. B cBa3u ¢
Hanu4MeMm BblpaXXeHHOro geduumnTa aHTUTpoMbuHa lll, n3-3a notepm ero ¢ Mo4on, psg
nayneHToB OKa3blBaeTCH YaCTUYHO PE3UCTEHTHbLIM K Tepanuu renapuHom. Npu
OTCYTCTBUM APYrnx OakToOpoB pucka TPOMOO30B, ANIUTENBHOCTb NIEYEHUST MOXET
onpeaenaTbca gnutenbHocTblo HC, HO, Kak NnpaBurio, coctaBngeT He MmeHee 6-12
Mecsaues. Npn HazHayYeHUU NPodPUNaKTUYECKON aHTUKoarynaHTHon Tepanuu npu HC
AOIMKHbI MPUHMMATBCS BO BHUMaHME, Kak PUCK TPOMBO30B, Tak U PUCK OCIIOXHEHUI
aHTukoarynauun. Bcem 6onbHbiM ¢ HC pyTMHHO npodunakTnyeckas aHTukoarynaHTHas
Tepanus He npoBoauTcs. [lokasaHmeM Ons eé HasHa4YeHNA MOXeT ABNATbCA BbICOKU
PUCK pa3BUTMS TPOMOBOIMOBONNYECKNX OCNTOXKHEHWUI, K KOTOPOMY OTHOCATCH TSXKENbIv
HC ¢ maccueHON npoTenHypuen n anbbymmHom < 20 r/n, a Takke Hanuyune
AONONHUTENBHBLIX PAKTOPOB pUcka TPOMOO30B (nanonaTtnyeckne Tpomoo3bl B
aHamHe3e, 3aCToNHasa cepaedHast HeA4OCTaTOYHOCTb, ANMTeNbHaa MMOBMnn3auums,
Tshkenoe oxuperune (BMI-35 |<r/|v|2), abooMunHanbHble, opToneanYeckne unm
rMHEeKosIorMyeckme xupypruyeckne smellatenscrsea). [1py HasHavyeHum
NpoduUIakTMYeCcKon aHTUKoarynsaHTHoOM Tepanun uenesoun yposeHb MHO cocTaBnseTt
1,8 -2,0.

MHdeKkumoHHbIe ocnoxHeHus. B HacTosiLee BpeMsa JaHHble NPOCNEKTUBHbIX
nccnegoBaHnin 0 fiedeHumn 1 npodunakTuke nHgekunn npyu HC oTcyTCTBYIOT. YUnThiBas

HeonpeaeneHHbIN PUCK MH(PEKUNA Y B3pOCnbIX nauneHToB ¢ HC, npodunaktnyeckas
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aHTubakTepmanbHasa Tepanus npun HC He pekomeHgyeTca. OgHako npy NOSABNEHUN
nepBbIX CUMNTOMOB NMOBOro MHPEKLMOHHOIO NpoLecca, B TOM YACEe BUPYCHOM
npupoabl, B CBA3N C BbICOKMM PUCKOM BakTepmanbHbIX OCIOXHEHUIN, aHTUBNOTUKM
AOIMKHbI ObITb HA3HAYEHDI.

Hetam npu passutum HC, npu oTcyTCTBUMN NpeaLecTBYOLWen MMMYHU3aLUmu,
pekoMeHayeTCHa HasHavYeHne 23-BaneHTHOW nonmcaxapuaHon NHEBMOKOKKOBOM
BakuMHbI (MHeBmM023, PPSV23). NMogobHasa TakTuka MoxeT 06CyKaaTbCa 1 'y B3POCIIbIX
nauneHToB Npu AnuTerneHo cywecteyowem HC.

ApTepunanbHas runepTeH3us. JledeHne apTepuanbHON rmMnepTeHsnu,
BKINtOYatoLLee Kak MOANMUKaLNIO CTUNS XXU3HU, TaK N NEeKapCTBEHHYIO Tepanuio,
NPOBOAUTbLCS COrflacHO pekoMeHAauusM no NeYeHno aptTepranbHON rmnepTeH3nm npu
XBI1, ogHako npu HedpoTudeckom cuHapome npy BMW oHo nmeeT cBon ocoBeHHOCTMW.
B wactHocTn, nAIN® n AP npm oboctpenHnn BMW npumeHsitoTes ¢ kparHen
OCTOPOXXHOCTbIO B CBA3M C YAaCTOM BCTPEYaEeMOCTbI0 BHYTPUCOCYANUCTOMN MNOBONEMUN U
GoNbLWNM PUCKOM Pa3BUTUS NPepeHarnibHOro NOBPEXAEHUS NoYeK, 0COBEHHO Npwm
coyeTaHUM NpenapaToB 3TUX rpynn ¢ agnypeTnkamu. MNMpu NpuHATAN Xe pelueHns 06 nx
NCNonb30BaHMK1, OMKHA ObITh TLATENbHO B3BELLEHA Kak MX BO3MOXHas Nofb3a B
BUOE aHTUIMNEPTEH3NBHOIO N aHTUNPOTEMHYPUYECKOTO 3(P(PEKTOB, Tak 1 BeCbMa
BbICOKMI puck pa3sutus ONM. MNpn 3TOM aHTUrMNEPTEH3NBHbLIN 3PAEKT MOXET BbITb
AOCTUrHYT NPU UCNONb30BaHUW NpenapaToB APYrnX rpynmn, a NPoTeUHYpUa ABNAeTCs
4YyBCTBUTENbLHON K cTepougam. B cniyyae, korga naumeHTbl ¢ oboctpeHnem BMU umetot
AnuTensHyo uctopuio npuema MAIN®/BEAP no nosoay yxe nmesLLencs apTepuaribHON
rMNepTeH3uu, Ux, No Tem Xe npudnHam, NpeanovYTUTENbLHO NOMEHATbL Ha NpenapaThbl
Apyrux dpapmMakonormdeckux rpynmn, no KpanHen mepe, 0o passutus pemuccumn HC.

Oucnununaemus. lNpu BMU HedpoTUYECKUIA CUHAOPOM, KaK NpaBusio,
TPaH3UTOPHBLIN N NPU ero PEMUCCUN OUCNIUNONPOTEUAEMUS perpeccupyeT unm
BbIPa@XX€HHOCTb €€ YMeHbLUaeTCs, MO3TOMY rmnonvnuaeMmyeckne npenapaTbl, Kak
npasuo, He HasHavatTcs. [pu oNUTeNbHOM PE3NCTEHTHOM K fiedeHuto HC
ancnunuaemMmnsa npeacraBnseT pUCK ateporeHesa, cepaedHo-CoCyaUCTbIX OCIOXHEHUN
n nporpeccuposarus XbBI1. B HacToswee Bpemsa Hanbonee aHeKTUBHbIM U
AocTaTovyHO Be3onacHbIM MeETOAOM feyeHna runepnunugemmn npy HC cuntarorca
nHrnéutopbel HMG-CoA peaykTasbl - CTaTUHbI, NIe4eHMNE KOTOPbIMWN JOSTKHO
NPOBOAUTLCH B COMETAHUWN C TMNONNNUAEMNYECKON OMETON U MoanduKaumnen

accounmpyembix (haKTOPOB pUCKa, TaKMX Kak KypeHue u apTepuanbHas runepTeHsusl.
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BenkoBo-3HepreTnyeckasa HeAOCTaTOYHOCTb. BbicokobGenkoBasa aneta He
Nno3BONseT KOMNEHcMpoBaTb NoTepn 6enka ¢ MOYON, a BEAET K YBENMYEHUIO HArpy3Kku
Ha Knybo4ek, rmoMepynsapHon runepdunbTpaymm u, Takmm obpasom, K
AONONHUTENBHOM Neperpyake knybo4ka. N3BecTHO, 4To HU3Kob6enkoeasa averta (< 0,8
r/kr/cyT) okasblBaeT aHTUNPOTEMHYPUYECKUN IPPEKT N NPUBOOUT K YMEPEHHOMY
NoBbILEHMIO anbbymMuHa cbiBOpOTkM. OAHAKO MCNONb3oBaHMeE HU3KOOENKOBOW ANEThI
MOXET yCcyrybnatb passmBatoLyocsa npu runoanbbymMmmHemumn 6enkoBo-
3HepreTUYecKy HeOCTaTOYHOCTb, YTO HexenaTtensbHo. Moatomy y nauyneHTos ¢ HC
npu OTCYTCTBUM MOYEYHOWN OAUCHYHKLUMN PEKOMEHOYETCH YMEPEHHOE OrpaHnyYeHne
notpebnenns 6enka (0,8-1 r/kr/cyT), nntoc konmyecTso 6enka, TepssieMoe 3a CyTKn C
MOYOWN, C NPeANOYTUTENbHBIM UCNOSIb30BaHMEM PacTUTENbHbIX 6EMKOB U pbIbbI.
BHyTpuBeHHOE BBEAEHMNE anbbyMuHa C Lienbto Koppekunn 6enkosoro metabonunama He
3P PEKTMBHO 1 He pekomeHayeTcs. NHdy3noHHasa Tepanus ansbymMmHoOM
pes3epBupyeTca AN NieYeHnst NaumMeHToB C TSXKENON rMnoBONEMUEN N PE3NCTEHTHBIM
OT€YHbIM CUHOPOMOM.

Pa3spgen 4. NatoreHeTnyeckasa Tepanua BMU.

4.1. IleyeHne pge6rota BMU.

PekomeHngauuns 4.1.1. [Ana neveHusa gebiota HC npn BMW gomxHa ncnonb3oBaTbcs MOHOTEpPANuUs
rMIOKOKOPTUKOUZAAMN (MMMYHOCYNpeccuBHas Tepanus nepsou nuHum). (1C)

PekomeHpauuns 4.1.2. PekomeHoyeTca npuMeHeHue NpeaHM30roHa unu npeaHn3oHa* B CyTOYHOM Ao3e
1 mr/kr B ognH npuem (makcumym 80 Mr) nnv npuem Yepes AeHb Ao3bl 2 Mr/kr (Makcumym 120 mr)
(anbTepHupyoLWwmMn pexum), Takke B ogunH npuem. (2C)

*INpeaHn30M0H ABNSETCA CUHTETUYECKMUM TTTIOKOKOPTMKOMAOM, aKTMBHLIM METabonmMToM NpegHn3oHa.
[MpeaHN30noH 1 NPeaHU30H SBNAITCA 9KBMBaNeHTaMu, MCNOMNb3yeMbIMWN B TEX Xe A03aX.
PekomeHngauuns 4.1.3. [py HaNnU4MM OTHOCUTENbHbLIX MPOTUBONOKa3aHWl (caxapHbin anaber,
NCUXMYECKME PACCTPONCTBA, TSXerbIN OCTE0Nopo3, A3BeHHas 6onesHb 1 ap.) nnu npm
HenepeHoCMMOCTU NPeaHN30IIo0Ha PEKOMEHAYETCA NPUMEHEHNE NMMYHOCYMNPECCMBHOW Tepanun BTOPON
nvHuK (cm pasgen 4.7). (2D)

PekomeHpauuns 4.1.4. Cpok neyeHus rnokOKOpTUKOMAAMM B Ha4arnbHOW 403e A0 HacTynneHunst
peMuccun y B3pocrbix bonblue yem y geten n coctaenseT B cpegHeM 4-8 Hegenb. (NG)
PekomeHnpauuns 4.1.5. [ina BMW npun nevyeHun rnioKOKOPTUKOMAAMN XapaKTEPHO pas3BuMTUE NOMHOM
peMuccun, To ecTb NMKBNAAUMS HEPPOTUYECKOrO CUHAPOMA C CYTOYHOW NPOTEMHYPUE NPy NOBTOPHbIX
onpeaeneHunsax mexee 0,3 r/cyT n Hopmanusaumen ypoBHsi anbbymnHa KpoBw.

PekomeHnpauuns 4.1.6. [pu passmuTumn NnonHom pemmccum B nNiobble CPoKM OT Havana Tepanuu,

nepBoHayvanbHasa 4o03a rMioKOKOPTMKONA0B coxpaHsaeTca ewe 1 Hegento. (2C)
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PekomeHgauunsa 4.1.7. O6wias NnpogormKUTENbHOCTb NeYeHNs rMIOKOKOPTUKOMAaMM B NepBOHaYvarnbHOwm
403e He MOXeT bbITb MeHee 4-X Heaenb, Aaxe Npu BbICTPOM pas3BUTUN PEMUCCUM HEPOTUYECKOTO
cuHgpoma. (2C)
PekomeHpauuns 4.1.8. [pu oTcyTCcTBUM pemuccum B TeveHue 4-8 Hegenb, Tepanus NpeaHn30noHOM B
Ha4anbHOWM 003e MOXET OblTb NpogomkeHa 0o 16 Hegenb, YTO cBSA3aHO ¢ bonee NO3gHMM OTBETOM
B3POCIbIX Ha Tepanunio No cpaBHEHMIO ¢ geTbmu. (2C)
PekomeHnpauus 4.1.9. OtcyTcTBUE pemuccum B TeveHue 16 Hegenb Tepanum NpeaHM30NoHoM B Jo3se 1
Mr/Kr/CyT pacueHMBaeTCs Kak ctepongHas pe3mcTeHTHocTb BMW, B ToM cnyyae korga UCKIoYeHbl Apyrue
NpUYUHBI HedpoTUYeckoro cuHagpoma(cm pasgen 4.5) (2C)
PekomeHpauuns 4.1.10. HenonHas pemuccus (CHUxeHne npotemHypum Ha 50% OT ucxogHow ¢
abcontoTHbiM ypoBHeM 0,3 - 3,4 r/cyTkM M HOpManbHbIM YPOBHEM anbbymunHa KpoBW) B OTBET Ha Tepanuio
rMIOKOKOpTUKONZAamn He xapaktepHa ans BMU n takxke TpebyeT ncknioyeHns gpyrmx npusmH
npotenHypumn. (NG)

4.2. TakTuKa Bpada B nepuoa OTMEeHbl NpeaHU30sIoHa Npu1 revYeHun aeodrorta
BMMW.

PekomeHpauus 4.2.1. lNocne 4OCTMXEHNS NOMHON PEMUCCUN, CHUKEHME 003bl MMIOKOKOPTUKOMO0B
OOMKHO NPOM3BOAMTLCSA NOCTENEHHO (B cpeaHeM - 0,04 mr/kr/Hea), ¢ obwen NpogomKNTENbHOCTLIO
nepuoa oTMeHbl A0 6 mecsaues. (2D)
PekomeHnpauuns 4.2.2. [pu HapacTaHum npoTenHypun 6onee 300 mMr/cyT B nepmos OTMEHbI
NpeAHU30noHa, nocne JOCTUTHYTON paHee PeMUCCUMM, PEKOMEHAOBAHO BHOBb YBENNYNTL €ro 403y A0
YPOBHS, NPeALlEeCcTBYIOLEro pa3snTnio obocTpeHns. lNocne NoOBTOPHOIO MCYHE3HOBEHUSA NPOTENHYPUN,
3Ty Xe J03y OCTaBuThb elle Ha 1-2 Hegenn, a 3aTeM BHOBb NPUCTYNUTb K OTMEHE NPegHN30rIoHa, HO
6onee meaneHHbiMuM Temnamu (B cpegHem - 0,02 mr/kr/Heg). (1C)
PekomeHnpauuns 4.2.3. [Npu passutumn peunanea HepoOTUYECKOro CUHAPOMA B NEPMOL OTMEHbI
NpeAHN30noHa, peKOMeHAO0BaHO BHOBb YBENMWUYNTL 403y NPEAHM30/I0Ha A0 NepBOHAaYarnbHOro yposHs (1
mr/kr/cyT). Nocne AOCTUXEHNSI NOBTOPHON PEMUCCUN CHWXKEHME A03bl MPOBOAMTL B OOLIYHOM PEXMME, HO
Npu NPUBAMKEHNM K YPOBHIO NPeALEeCcTBYOLWEro peunansa CKOPOCTb CHMKEHNS 3aMeannTb (CpeaHss
nosa 0,02 mr/kr/Hepn) (1C)

4.3. TakTukKa Bpa4da npu cTepongHoOn 3aBUCUMOCTM.
PekomeHnpauuns 4.3.1. Passutne aByx n 6onee peunameoB ctabunbHon npotenHypum 6onbie 300
Mr/CYT NN HepPOTUYECKOro CUHAPOMA, BO3HUKAIOLLIMX BO BPEMS CHIDKEHWUSI A03bl NPEAHM30MI0Ha Unn B
TevyeHue ABYyX Hedenb Nnocne ero oTMeHbl Ha3biBaeTCs cTepomaHon 3asncnmocTbio. (NG)
PekomeHpauuns 4.3.2. [1pu cTepongHon 3aBUCMMOCTN PEKOMEHAYETCH K Tepanum npegHU30n0HOM
NPMCOEaNHNTL MMMYHOCYNPECCUBHYIO TEPanuMI0 BTOPOW JIMHUW UITM Ha3Ha4nTb €€ B KayecTBe
MoHoTepanuu (cm pasgen 4.7). (2C)

4.4. TaktTnka Bpa4a npv peungmusax MU
PekomeHnpauuns 4.4.1. Peungnsom npu BMW HasbiBaloT pa3Butve HehpoOTUYECKOrO CUHAPOMA Unu
n3onupoBaHHon npotemHypum 6onee 300 mr/cyT. nocne AOCTUTHYTOW paHee nonHon pemuccuun. (NG)
PekomeHpauuns 4.4.2. PegkMMmn Ha3biBalOTCS peLmamvBbl, BOSHUKAKOLME OOHOKPATHO UMW NOBTOPHO, HO

He Yawe Yyem pas B 12 mec nocne andwencsa He meHee 1 mecdaua pemuccun. (NG)
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PekxomeHpauus 4.4.3. [pu pegkux peunanBax HepPOTUYECKOro CUHOPOMA peKOMeHayeTCs
HasHa4YeHwue rMIKOKOPTMKOMAO0B Kak n B aebiote BMU (cm. pasgen 4.1). (2C)
PekomeHnpauuns 4.4.4. lNpu pegknx peungnsax BMU, npoasnsaioLnxcst 130nMpoBaHHON NpoTenHypren
HeHePOTUYECKOro YPOBHS, BO3MOXHO Ha3HayeHne HedponpoTEKTUBHOM Tepanum (MHIMBUTOPbI
aHIMMOTEH3MH NpeBpaLlalLwero epMmeHTa, 6nokaTopbl aHMMOTEH3MHOBBLIX PELNTOPOB) 6€3 NpuMeHeHns
rNOKOKOpTUKOnZoB. (2D)
PekomeHngauuns 4.4.5. HYacTbiMm peunanBmpoBaHneM Ha3blBaloT pa3sutme 2-x u 6onee o6ocTpeHun B
TeyeHne 6 mecaues unum 3-x n 6onee obocTpeHnii B TeyeHme 12 mecsLes nocne JOCTUTHYTON paHee
pemuccun. (NG)
PekomeHngauus 4.4.6. [pu yactom peunamnsmpoBaHum npu BMW pekomeHayeTcsa npumeHeHue
UMMYHOCYNPECCMBHOWN Tepanuu BTOPOM NIMHUN B KA4eCTBE MOHOTEpanuu UM B COMETaHUU C HUSKUMMU
Jo3amu rnokokopTukomaos (20-40 mr/cyT) (cm pasgen 4.7). (2C)

4.5. TakTuka Bpa4va npyu CTepougHON Pe3UCTEHTHOCTM.
PekomeHpauuns 4.5.1 CtepongHas pe3mcteHTHOCTb npu BMUW onpegenseTcs kak oTCyTCTBME pemuccum
HebpoTMYECKOro cMHApOMa Mpu feYyeHnn nNpegHU3onoHom B Ao3e 1 Mr/kr/cyT B TedeHne 16 Heaenb.
(NG)
PekomeHpauuns 4.5.2. CtepongHas pe3mcTeHTHOCTb He xapakTepHa ana BMW, B cpegHem BcTpeyaeTcs
B 8-20% cny4aes. (NG)
PekomeHnpauuns 4.5.3 [Npu Hanu4mMm CTepoOMAHON PE3NUCTEHTHOCTN HEOOXOAMMO eLle pa3 NPoBeCTH
anddepeHymnansHein guarHod BMU u uckniounts gpyrue npuymHel HedpoTudeckoro cuHgpoma. (NG)
PekomeHpauuns 4.5.4. [pu UCTUHHOW cTeponaHon pe3ucteHTHocTn BMU pekomeHayeTca npyumeHeHne
UMMYHOCYNPECCMBHON Tepanuu BTOPOM NMHUKN B KAYECTBE MOHOTEPaNun Unmn B CoMeTaHnn C HU3KUMM
Aosamm rnokokopTukongos (20-40 mr/cyT) (cm pasgen 4.7). (2C)

4.6. TakTMKa Bpa4ya npu pa3sBUTUM OCITIOXKHEHUN Tepanuu

rMIOKOKOPTUKOMOAAMMN.
PekomeHpauuns 4.6.1. [pu pa3BuTumn cepbesHbIX OCMOXHEHWI Tepanuy NpegHU30N0oHOM (BblpaXKEHHbIN
cvHapom KylinHra, ctepougHbin gnabeTt, NCMXu4eckme paccTponcTBa, CTEPOUAHbIA OCTEONOPO3,
cTepovaHas a3Ba U Ap.) 8O AOCTMKEHUS PEMUCCUN HEPPOTUHECKOTO CUHAPOMA PEKOMEHAYeTCA
NMOCTENEHHOE CHWXEHUe 403bl NPegHU30M0Ha 40 NoAAepXUBaLWEen unu 4o NonHOW OTMEHbI, C
OAHOBPEMEHHbIM NPUCOEeaUHEHNEM NMMYHOCYNPECCUBHOW Tepanuu BTOpoun nuHum (cm pasgen 4.7). (2C)
4.7. AMMyHOCynpeccuBHas Tepanusi BTOpoun JIMHUN.
PekomeHgauuns 4.7.1. K nmmyHOCYNnpeccuBHOM T epanuy BTOPOW NMUHUM OTHOCATCA UHTMBUTOPBI
KanbLMHeBpuHa 1 umknodocdamug.(2C)
PekomeHpauuns 4.7.2. Npenapatbl IMMyHOCYynpeccnBHOM Tepanum BTOPOW MMHUM MOTYT Ha3Ha4aTbCs
Kak MOHOTepanusi N B COMeTaHMM C HU3KMMU Jo3amu rniokokopTukonaos (20-40 mr/cyT). (2C)
PekomeHnpauuns 4.7.3. [pu ctepongHon 3aBUCMMOCTH, YAaCTOM PELMANBUPOBAHMNM, CTEPOULHON
PE3NCTEHTHOCTU, HANMYNN OTHOCUTENbHbBIX MPOTMBOMNOKa3aHU K NPEAHN30MN0HY N NPy pasBUTUU
CTEPOUAHON TOKCUYHOCTU PEKOMEHAYETCA NPUMEHSATb MHIMOUTOPLI KanbLMHEBPMHA (LMKNOCMNOPYH B
HavanbHoW fo3e 2-2,5 mr/kr/cyT, He 6onee 3-5 mr/kr/cyT, unu Takponumyc 0,05 mr/kr/cyT., pasgeneHHbie

Ha ABa npuema) Ha npoTsxkeHun 1-2-x net. (2C)
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PekomeHpauuns 4.7.4. Non6op 003bl MHIMOUTOPOB KamnbLUUHEBPMHA NPOM3BOAUTCS HA OCHOBaHUU
KOHTPOIS UX KOHLEHTpaLmm B KpoBu. OnTumansHou Ang umknocnopuHa npu BMU cuntaetcs
KOHLleHTpauusa B HyneBou Touke Cy (Yepes 12 yacoB nocne npuema npenapata) - 80-125 (150) Hr/mn,
ans Takponumyca — 5 — 10 Hr/mn. (1B)
PekomeHgaumnsa 4.7.5. KOHTponb KOHLEHTpaUUn MHIMOUTOPOB KanbLMHEBPMHA B KPOBU NPOM3BOAUTHCH B
nepBbI Mecsl nedeHnsa 1 pas B Hegen, BO 2-01 MecsL, fieveHns - 1 pa3 B 2 Hegenu, 3 - 6 mecaubl — 1
pa3 B Mmecsy n ganee 1 pas B 2 mecsua. (1C)
PekomeHpauuns 4.7.6. TepaneBTuyeckas KOHLEHTpaUUsa MHIMOMTOPOB KarnbLUUHEBPMHA B KPOBU
nogaepXxuBaeTcs Ha NpoTsbkeHuun 1 roga, 3atem nogobpaHHasa paHee 403a NOCTENEHHO, B TeYeHne 2-3-x
MeCSILEB CHUXKAEeTCSA HaMoMOBUHY, COXpaHsaeTcs elle Ha 5-6 mecsaueB 1 3aTeM BHOBb MOCTEMNEHHO, BO
nsbexaHvne pa3BuTus peumamea 3aboneBaHusl, CHUXKaeTCa 40 NOSHOM OTMEHbI C 06LLen ANUTENBHOCTLIO
neproaa CHWXeHust He meHee roga,. (NG)
PekomeHpauuns 4.7.7.. AnbTepHaTUBON UHIMBUTOPAM KamnbLUUHEBPMHA MOXET ObITh LiMKnodochamui.
Linknodpochammng HasHavatoT per os B gose 2-2,5 mr/kr/cyT Ha npoTskeHumn 8 Hegens. (2C)
PekomeHgauuns 4.7.8.. [loBTopHOE Ha3HayeHne umnknodocdammaa npu peunamsax He pekoMeHayeTcs
n3-3a ero TokcuyHocTu. (NG)
PekomeHnpauuns 4.7.9.. [lpu HenepeHOCMMOCTY /MPOTUBONOKA3aHMAX AN KOPTUKOCTEPOMAOB,
WMHIMBUTOPOB KanbLMHEBPMHA U LMKNogocdamuaa, JonyckaeTcs HasHadeHne modeTtuna
mukocpeHonata 500 — 1000 mr ABaxabl B AeHb (MNK 3KBMBANEHTHbIE A03bl KULLEYHOPACTBOPUMOrO
MuKodbeHonaTa HaTpus) Ha NpoTsxkeHun 1-2-x net. (2D)

4.8. JleyeHune BTOpUYHBLIX ¢popm BMU.
PekomeHnpauuns 4.8.1. Npu passutumn BTOpuYHbIX opMm BMW ycTpaHeHne nepBUYHON NpUYUHbI (OTMEHA
neKkapCcTBEHHOro npenapara, neyeHne nepBnYHoOro 3aboneBaHus) MOXeT NPUBECTU K peMUCCUn
HeppoTudeckoro cuHapoma. (NG)
PekomeHpauuns 4.8.2. [Npu nevyeHnm BTopnyHbIX popm BMU MoryT BbITb MCNOMNB30BaHbl CXEMbI
neyexus nepsuyHon dopmbl BMU (cm. pasgen 4.1). (2D)

4.9. lononHuTenbHaa Tepanus.
PekomeHnpauuns 4.9.1. B cnyyae pa3sutusa npu BMW ocTtporo noBpexaeHust novek, Nnpyu Hanmyunm
MOKa3aHU K 3aMeCTUTENbHOW NOYEYHON Tepanuu, OHa OOJKHA NPOBOAUTLCS 06A3aTenbHO B coveTaHnn
C KOpTUKOCTEpomaamm no cxeme, npumerHsemown npu gebote BMU. (2D)
PekomeHnpauuns 4.9.2. [pu nepBom anusone HedpoTuyeckoro cuHgpoma npu MU He pekomeHayeTca
Has3HayaTb CTaTUHbI AN NeYeHUs rmnepnunuaeMmm u/unu ¢ uensto HedponpoTekuun. (2D)
PekomeHngauuns 4.9.3. Npu BMW He pekomeHayeTca Ha3HayaTb C HEPPOMNPOTEKTUBHOM LIENbIO
NHrMGnTopbl AM® 1 GnokaTopbl aHIMOTEH3NHOBLIX PELENTOPOB NPy OTCYTCTBUM apTepuansHon
rmnepteHsun. (2D)
PekomeHgauusa 4.9.4. [1ns npodmnakTnkm pasBuTmus CTEPONAHOrO OCTEONOPO3a BCEM NauueHTam,
nonyYaroLwmm rioKOKOPTUKOMAbI, pekoMeHayeTcs HasHaveHue kanbums (1000 — 1500 mr/cyT) n
BuTamuHa D (xonekanbuedepona) (800 - 1000 ME/cyT). (1B)
PekomeHgauumsa 4.9.5. [Mpn onnTenbHOCTU NeYeHns rMoKOKOpTMKoMaamm bonee 3-x mecsaues, npu

Hann4nm gononHUTENbHbIX (baKTopOB puvcCKa oCcTeornopo3a U KOCTHbIX NeperyioMoB, Ha NPOTAXXEeHUN BCEro
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nepvoaa npunema 'K, 4ONONHUTENBHO K HAa3HAYeHUIO KanbLums n ButamuHa D B agekBaTHbIX go3ax,

pekomMmeHAoBaHO HasHavyeHue budocdoHaTtos. (1B)

KommeHTapui:

rokokopTukonAasbl. [Nocne moponornyeckon sepudukaumm bMW, ocHoBHOM
CXEeMOW NeYeHuns, Kak y eTen, Tak 1 y B3POCHNbIX, CHATAETCH Ha3HayYeHne
npegHU30MoHa B BbICOKMX A03axX. BonbWMHCTBO NaunMeHToOB OTBEYatoT Ha Tepanuio
cTepongamu passuTMeM NOIHOW peMmnccun, onpeaensaemMomn Kak CHUKeHne
npotenHypun o < 300 Mr/cyTkn nnm cooTHoweHne 6enok/kpeatnHmH moun <0,3 B
TeyeHue He MeHee 3-x aHen. Y 50% feten HebpoTUYECKNn CUHOPOM perpeccupyeT B
TeyeHne 2-x Hegenb. OTBET B3pOCIbIX HAa Tepanuto 6onee meaneHHbi n'y 60%
pocturaeTcs B TedeHne 8 Hefenb neveHuns,-a B TedeHne 16 Hegenb -y 73 - 77%, HO
Takke 06bIYHO NPOSIBNSAETCSA pa3BUTUEM NONHON peMuccun. bonee meaneHHbIN oTBET
B3pOCIbIX Ha Tepanuio, BO3MOXHO, CBA3aH C MEHbLUEN YYBCTBUTESIbHOCTLIO B3POCHbIX K
'K unu meHbLien 00301 NpeaHn3osioHa B pacyeTe Ha BEC NaUMEHTOB MO CPaBHEHUIO C
aetbMu (2 mr/kr/cyT). Pa3sutne HenomnHom peMmnccum — CHUXeHUs npotenHypumn Ha 50%
OT ucxogHon, ¢ yposHem 0,3 - 3,5 r/cyTkn, He xapaktepHo ans BMU n Tpebyet
NcKnYeHns apyrov npmymHel HC.

Y B3pOCbIX NPeaHN30sI0OH Ha3HavaeTcs B Jo3e 1 Mr/Kr/cyTku, HO He Bbiwe 80
Mr/cyT unm 4Yepes aeHb B Jo3e 2 Mr/kr/cyT, HO He Bbiwe 120 mr (Puc.4). dosy
XXenaTtenbHO NpUHUMaTb YTPOM, nocne eapl, mexay 7 n 10 yacamun yTpa, BO n3bexaHue
nogasrieHns PyHKUun HagnovyeyHukos. AdpdektneHocTs 'K npu BMW, no-sengumomy,
obecneunBaeTcs Kak 3a CHET X MMMYHOCYNPECCUBHOIO / NPOTUBOBOCNANUTENBHOMO
apeKToB, TaK 1 3a cHeT NPAMOro AencTBMs Ha nogouunTbl. B kynbType nogounTos
Yyenoseka obHapyxeHo Hanuyune MK peuenTopoB 1 KOMNOHEHTLI CUTHAMbHbIX NyTEn ANS
'K peuenTtopos. NMokasaHo, 4To 'K noBbIWaoT CTabMnbHOCTb aKTUHOBbLIX (PUNAMEHTOB,
yBENUYNBAOT BHYTPUKIETOYHOE cofepXaHue noriMMepu3oBaHHOro akTuHa 1
BbI3bIBAOT 3HAYMTENBHOE MOBbILLEHNE aKTUBHOCTU BHYTPUKITETOMHOIO 3H3nMa RhoA-
ryaHuHTpudpocgarasbl (RhoA-GTPasa). NMNoapobHee 3HayeHne n CTpoeHne 3NeMeHTOB

LMTOCKeneTa NodoLUMTOB ONMCaHo aarnee B pasaene, NOCBALEHHOM LIMKIOCNOPUHY.
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HedpoTnueckuii cuHapom,
CMMNTOMATMYeCKana Tepanma

Hedpoburoncus -
BEMU
Het MpeaHn30n0H
NpOTMBOMOKa (nP)
3aHuWi
> | NP 1mr/kr go 12
Hesenb
CTepOMAHaﬂ
PEe3nNCTEHTHOCTb HenepeHocumocTb/n
an no3a LicA unn POTMBOMOKA3aHUA K
MocteneHHoe LicA+MP go 1-2-x A

CHWKeHWe fosbl MP CHWXeHMne Ao3bl ner MMo/Ud/
B TeyeHne 6 mec MNP go 0,2-0,3 PTX
mr/Kr/cyT + LicA

— \
Peakme 3-5 mr/Kr OTtcyTcTBue
obocTpeHus pemmccnm 8
HenepeHocumocTb/ TeyeHue 6 mec
NPOTUBONOKa3aHUA
o
Yactble oboctpeHus/ Hed)(;z'l‘ﬁc;p:nacﬂm
cTepongHaa 3aBUCUMMOCTb nepecmorp ,a,marHZBa
PucyHok 4. Taktuka nevyeHms 6one3Hm MMHUMarnbHbiX U3mMeHeHui. NP — npegHU30noH

K LiIcA
LicA — uuknocnopuH A, MM® — mukodgeHonat modetun, Ud — unknodochamua, PTX -
pUTYyKCMab

MpoTtnBonokasanwua/
HenepeHOCUMOCTb/
TOKCUYHOCTb MNP

LicA 3-5 mr/Kr +/-
MP 0,6 mr/Kr/cyTKu

Pemuccua

MoppeprusatoLy,

MMo/LUd/
PTX

CornacHo pekomeHgaumsam KDIGO, anutenbHOCTb Npuema HavyanbHOM 403bl
npeaHn3onoHa AosmkHa ObiTb HE MeHee 4-X Heaenb, HECMOTPSA Ha TO, YTO NPOTEMHYPUS
MOXET CHU3UTbCA 3HAYUTENBbHO, BMMOTb 40 NOSTHOrO NCYE3HOBEHUS, B TEYEHNE NEPBbIX
1-2-x Hepenb neyenus. lNpu pa3BuTUM OTBETA Ha Tepanuio nocne 4-x Hegenb, CO
CcTabunbHbIM MCYE3HOBEHMEM NPOTEMHYPUN B TEYEHNE OAHON-ABYX HEAENb, 403y
npegHun3onoHa cHmxatT o 0,8 mr/kr/cyT. OQHOBPEMEHHO CO CHUXXEHMEM [03bl Mbl
pekoMeHayeM nepeBecTu NnaumeHTa Ha anbTepPHUPYIOLLY CXeMy Npuema, Korga
nauueHT rnomny4yaeT ABOMHYI0 CYyTOYHYIO 403y NpeaHn30sioHa Yepes AeHb, YTO COCTaBuT
1,6 mr/kr/484ac. NpenmyLLecTB B OTHOLLIEHUN JOCTUXKEHUS PEMUCCUN N NPOCOUITAKTUKN
peuvanBoB anbTEPHUPYIOLLIAA CXeMa NpuemMa He UMeeT, HO NO3BONSET YMEHbLUNTb
HeraTuBHble 3PPEKTbl ANUTESNTbHOW Tepanuu KOPTUKOCTepouaamu. YkasaHHasa gosa
OCTaBnsieTCA Ha OOUH MECSL, 1 3aTeM NOCTENEHHO, BO nsbexxaHne cuHgpomMa
«OTMEHbI», CHUXKaeTCs, C 00LWwen 4NUTENbHOCTLIO NIEYEHNS NOCne JOCTMXKEHMS
pemuccun He meHee 6 mecsaues. CnegyeTt NOMHUTL, YTO Y B3POCHbIX, KaK U Y AeTen,
PUCK BO3HUKHOBEHMWSI 0OOCTPEHMUSI CHUXKAETCA NpY yBENUYEHUN o6LLen ANMTENbHOCTY
neveHns. CHWXeHue O03bl NpegHN30rIoHa BO3MOXHO Mo crieaytowen cxeme: 0,4 mr/kr
/484ac oguH pa3s B 2 Hegenu go no3sbl 30-40 mr/ 48 yac, nocne 4Yero CHUXaroT
mMeaneHHee - 0,1 mr/kr/48 vac pas B 2 Hegenu. [Nocne goctuxkeHust 4o3bl 20Mr/48 yac
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NPOLOSMKAKT NOCTENEHHOE CHXKEeHWe Ao3bl o 2,5 mr 1pas B 2 Hegenv Ao NosiHou
OTMEHbI.

Y naumeHTOB CcTaplle 65 neT, n3-3a BbICOKOro pucka TOKCUYHOCTU U, BO3MOXHO,
BonbLen ahHeKTMBHOCTU NPEOHN30NOHA B MOXWUIIOM BO3pacTe, HaYarbHY Tepanmio
Ha4YMHaOT B TOW XXe A03e, HO yXe Yepes 4 Helenu fneyvyeHuns, He3aBucumMo oT
pesynbTarta, o3y cHxaT. OQHOBpEMEHHO PeKOMeHAYyeTCs NepeBos Ha
anbTepHupylowmin npuem B gose 1,6 mr/kr/484 (He 6onee 120 Mr Yyepes aeHb) elle Ha 4
Hegenu. B cBA3M ¢ MeHbLUEN BEPOATHOCTLIO peunanea u, kak ynoMmmHanocb, 6onswmnm
PUCKOM TOKCUYHOCTU, Y NOXWIbIX M0OEN CHUXKEHWE A03bl NpegHU3050Ha MOXeT
npovcxoanTtb B 6onee 6oicTpom Temne - no 0,4 mr/kr/48 4 kaxable 2 Hegenu Ao Ao3bl
1,2 mr/kr/48 4. Npn oTCYTCTBUM peMmnccumn ata Jo3a ocTaBnseTcs ewle Ha 4 Hegenu mn
3aTeM NPOLOIMKAETCHA CHMKEHME Mo obLwen cxeme 40 MUHUManNbHOW NoaAepKUBaKOLLEN
c obLien AnnTenbHOCTLIO NeYeHnsa 4o 6 mecsues.

B otnnume ot geten, oTBET B3pOChbIX Ha neveHne K 6onee meaneHHsbIn, 1 B
TeyeHne 8 Hepenb Tepanun K Tonbko 50-60% B3pocnbix NauneHToB BbiIxoaaT u3 HC, a
B TeveHne 16 Hegenb — 75-80%. NoaTomy npu oTcyTCTBUM 3adhdpekTa, fieyeHne B
MakcumarnbHOM 03e NpeaHN30I0Ha pekoMeHayeTcs npogomkaTth Ao 16 Hegenb.
OtcyTtcTBMe adbdbekTa Ha NPOTSHKEHUK, NO KpanHen mepe, 16 Heaernb feyYyeHuns,
NPUHATO pacueHnBaTb Kak cmepoudHasi pe3ucmeHmMHOCMEb.

Hanuune ctepongHon pe3mcTeHTHOCTU He xapakTepHo ans BMW 1 nossonger
obcyxgaTb NpoBefeHne NOBTOPHOM Hedhpobuoncum n/unm nepecmoTpa gnarHo3a B
nosib3dy Apyrov npuymMHbl HePOTUYECKOro CUHAPOMA, B nepsyto ovepenb, PCIC.

Mpwn oTcyTcTBUM adpdekTa B TeveHne 16 Hegernb (3-20% cnyyaeB) rneyeHns o3y
npegHU30M0oHa NOCTENeHHO, MO yKa3aHHOW BbIlLEe CXeME, CHUXKAKOT A0
nogaepxusatowen (0,2-0,3 mr/kr/cyT) n NpUcoeanHAIT UMMYHOCYNPECCUBHYHO
Tepanuio (Puc. 4). NpenapaTtom Bbibopa B fie4eHnn nogountonatmum aBnseTca
LUMKNOCNOPUH A, yunTbiBas, YTO 3TOT NpenapaT obnagaeT He TOMbKO
WMMYHHOCYMPECCUBHbLIM, HO U HENOCPeACTBEHHLIM AENCTBMEM Ha YPOBHE LUTOCKeneTa
nogoumnTOB.

[Nocne HacTynneHua pemuccun, B nocnegyrowem, y nauneHTos ¢ MU
BO3MOXHO pa3BuTue peumansa, YTo onpenensieTcs Kak passutne HedppoTUYeCcKoro
CYHApPOMaA UNN N30NMPOBaHHOM NpoTenHypumn 6onee 300 Mr/cyT. nocne AOCTUTHYTON
paHee norHom pemuccun. PUck peunguea y B3pOCIibIX MEHbLUE, YeM Y AeTen, XOTa U

cocTtaBngeT no pasHbiM AaHHbIM 0T 30 4o 80%. OB6ocTpeHnss MoryT BbITb
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CMOHTaHHbIMW, OAHAKO YaLle NMPOBOLMPYHTCA NMHPPEKLUNOHHBLIM npoueccom. B
nocrnegHeM criydae KynupoBaHue BOCNanuTenbHOro/ MHPEKUMOHHOIo npoLecca MoxeT
NpUBECTU K CNOHTaHHON pemuccun BMW. MNpu pegknx o60CTpeHunsx, kak Npasuno,
COXpaHsIeTCH Takas e YyBCTBUTENbHOCTb K MPEeAHM30MO0HY, Kak 1 B AebtoTe. Moatomy
npu peakmx 060CTpeHNAX ¢ pasBUTMEM HEPPOTUYECKOrO CUMHAPOMA NPEeAHN30M0H
HasHa4aloT Mo TOW Xe cxeMe, 4YTO U B AebioTe 3abonesaHus.

Mpwn pegkux peungmsax BMW, npossnsaiowmxca n3onmpoBaHHOW NPOTEUHYPUEN
HeHePOTMNYECKOro YPOBHSA, BO3MOXHO Ha3HavyeHne He(ponpoTEKTUBHON Tepanuu
(MHrMBMTOPLI aHIMOTEH3MH NpeBpaLLatoLero epmenTa, 6nokaTopbl aHIMOTEH3NHOBBIX
peunTtopoB) 6€3 NpMMEHEHNS TMIOKOKOPTUKOMAOB. [1pn N0A03PEHNN HA UHYIO NPUYUHY
npotenHypun (He BMW) Bo3MOXXHO npoBeaeHne NOBTOPHOWM Hedbpoburoncum.

Hacmbim peyudusuposaHuemMm cuntaeTcs Hanudme 2-x unm 6onee oboctpeHnin B
TeueHue 6 mec. nnm 3-x unu 6onee B TeveHne 12 mecsLeB nNocne AOCTUrHYTON paHee
pemuccnn. Ecnun peumane NnpoTenHypun pasBnBaeTCcs Npu CHMKEHUU A03bl
KOPTUKOCTEPOUAOB UMM B TeYEeHUe 2-X Hefeslb Nocne UX OTMEeHb! UCMONb3YI0T TEPMUH
cmepoudHasi 3agucumocmsb. [pun YacTbix 060CTPEHUAX U CTEPOMAHON 3aBUCMMOCTH,
KaK NpaBuno, COXpaHaeTCs YyBCTBUTENbHOCTb K NPeHMU30S0HY, OQHAaKo YacToe
ANUTENbHOE Has3HayYeHne ero B 60MbLIMX J03aX NPUBOAUT K PasBUTUIO CEPbE3HbIX
no6oYHbIX 3¢hpPeKTOB, BKIHOYAA ATPOreHHbI cuHapom KylwmHra, ctepovaHbin guaber,
3a[1ePKKY XNOKOCTU, apTepuarbHy rmnepTeH3nto, MHOeKUMn, MmonaTumo, 0CTeornopos
C NaTonornyeckuMn nepesiomamMmu, CTepouaHble A3Bbl Xenyaka, KaTapakTy, KOXHble
N3MEHEHNS, NCUXn4eckne paccTponcTaea u np. B cnyyaax cteponaHoOn 3aBUCUMOCTH,
YacTbIX 060CTPEHUN, Pa3BUTUS CTEPOMAHON TOKCMYHOCTU, a TaKKe Npu Hanmyunm
OTHOCUTESbHBIX NPOTMBOMNOKa3aHUM ANS Ha3HayYeHUs NpeaHN30noHa (BblpaXXeHHoe
OXMpPEHUe, 4EKOMNEHCMPOBAHHbIA CaxapHbI AnabeT, Bbipa)KeHHbIN OCTEONOPO3,
NCUXUYEeCKNe pacCcTporcTBa) U Npu CTEPOUAHON Pe3UCTEHTHOCTU, Tepanus BMU
NPOBOAUTCA C UCMONb30BaHNEM MMMYHOCYNPECUBHOM Tepanun (LMTOCTaTUKK N/nMnu
BGuonornyeckue npenaparbl).

XoT14a npn BMW y B3pOCIbIX MOXHO paccyuTbiBaTb HA pa3BuUTUe peEMUCCUN B
TeyeHue 4-8 Hefenb, No KpanHen mepe, y 60% nauMeHToB, NpMemM npeaHU30NoHa B
BbICOKOM [103€ B TeveHue 4- 16 Heaenb v nocneaylowiee ero nocteneHHoe CHXKeHne
Ha NPOTSKEHUU, MO KpanHen Mmepe, 6 MecsueB MOryT NpUBOAUTL K pasBUTUIO
cepbe3HbIX N06OYHbIX achdekToB. [103TOMY NOMMMO Ha3HaYeHN NPeaHU30n0oHa U/unm

LUMTOCTATUKOB 1 BUONOrnM4ecknx npenapaTtos Ans neyveHns oboctpeHus, neyeHme MU
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BKINtOYaET He TOSbKO Tepanuio, HarnpasreHHYo Ha nevYeHne n npounakTmuky
OCNOXHEHUN HE(PPOTUYECKOTO CUHAPOMA, HO U HA NPOMUMNAKTUKY OCIOXHEHUI CaMOu
Tepanun K.

CrepougHbin octeonopo3s. OaHnm 13 Hanbornee 4acTbiX U CEPbE3HbIX
WMHBaNMAan3npyoLwmx ocnoxHeHnn npuema K aBnaeTcs notepst KOCTHOW TKaHW C
pa3BUTUEM OCTEONOpPO3a N KOCTHLIX NepenomMoB. PUck pa3Bntusa neperiomos 3aBUCUT
OT CYyTOYHOWN U KyMynaTuBHOW 03kl [K, npy aToM oTpuuatensHoe BIANAHNE Ha KOCTHYHO
TKaHb OKa3blBalOT HE TONbKO BbICOKWNE, HO U HU3KKe (2,5-7,5 Mr/cyT) [o3bl
npegHU30soHa.

[MoTepss KOCTHOW TKaHU NPWV rMNepPKopTUUN3ME HOCUT AU EY3HbIN XapakTep,
nopaxas kak Tpybyartble, Tak n rybyartblie KOCTU, C NpeapacnonoXeHHOCTbIO K
NnopaxeH1o 0CEBOro ckeneTa ¢ pas3BUTUEM CMOHTAHHbLIX NePerioMOB NO3BOHKOB UMK
pebep. Kpome Toro, npu anutensHom npueme MKy 9-40% naumeHToB pasBmBaeTcs
acenTU4eCcKnin HEKPO3 rosIoBkM 6eapeHHON KOCTMW.

OCHOBHOW MeXaHN3M pa3BUTUA CTEPOUAHOINO OCTEONOPO3a 3aKNYaeTcs B
npsmom genctemm K Ha ocTeobnacTbl 1 OCTEOKNACTbI CO CHUXKEHMEM NMPOAYKUMN U TEX
N Opyrux, N yBenuyeHmm anontosa octeobnactos, YTO NPUBOAUT K yBENUYEHUIO
NPOOOIMKUTENBHOCTN XN3HM OCTeoknacToB. B Havane Tepanum K pe3opbumsa kocTtu
nosblwaeTcd. MIMeHHO Ha nepBbIX CTaansX CTEPONOHOro OCTEONOpo3a NoTepst KOCTHOM
TKaHW Hanbonee 3HauMTENbHA N NEPENioMbl KOCTEN BO3HUKAIOT, KaK NpaBuno, B
TeyeHue nepsbix 3-6 MecsueB OT Havana Tepanuu. B uenom, puck nepenomos 3aBUCUT
OT ANUTENbHOCTN NeYeHns u Oo3bl npegHusornoHa. MNpu gnutensHom npueme MK
pe3opbunsa KOCTU C NOBLILLEHHOW CMEHSAETCHA Ha MOHMXEHHYIO 13-3a Cynpeccun
OCTEOKIacToB, U, Takum ob6pa3om, NogaBNEHHbIMIN OKa3blBaOTCA Kak NpoLecc
o6pas3oBaHnst KOCTU, Tak 1 pe3opbunsa KOCTU, HO NogaBrieHne obpa3oBaHUs KOCTU
npeobnagaer.

[MpodhmnnakTnka octeonoposa Ha4YMHAETCH C KOPPEKLUN CTUMSA XKU3HU, BKITHOYas
npekpawieHne KypeHns n n3bbiTOMHOro NoTpebneHnsa ankorons, yMepeHHble
dunsnyeckme Harpysku, agekBaTHyo MO KaropuUMHOCTM U coaepXaHnto 6enkoB 1 conu
aveTty. BaxHO 3HaTb, YTO OrpaHMYeHue B AMeTe CONMv yMEHbLUAEeT 3KCKpeLmto Kanbuns,
YTO OOBACHSAIT HAaTPUEBO-KanNbLMEBLIMU B3aNMOLENCTBMAMM KaK B MPOKCUMaribHOM,
TaK U B ANCTaNbHOM KaHarnbuax.

[na npodunakTukm CTepouaHOro 0CTeonopos3a BCceM nauneHTam, nonyyaroLwmm

K, pexomeHgyeTtca HasHadeHune kanbums (1000 — 1500 mr/cyT) n ButammHa D
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(xonekanbuedepona) (800 - 1000 ME/cyT). K cHmxatoT abcopbuuio kKanbums B
KALLIEYHMKE 1 YBENUYMBAIOT €ro NoYeYvHyro akckpeumo. ButammH D, HanpoTus,
yBenMuMBaeT Kuwe4Hyto abcopbumto kanbumusa. OgHako TONbKO Kanbumun n BUTamuH D
Kak npaBuno, He4oCTaTOYHbI ANs NPpegoTBpaLLEeHUst MOTEPU KOCTHOM Macchl K
YMEHbLUEHUS puUcka nepenomMoB U A0SKHbI pacCMaTpuBaTbCS Kak JOMOMHUTESbHas
Tepanus B fie4eHnn n npodmnaktmke CTepongHoOro octeonoposa.

"opa3go 6onee BbICOKON BUONOrMYECKON akTUBHOCTbBIO, MO CPAaBHEHUIO C
xonekanbuedeponom, npu npueme K o6nagatoT akTuBHbIE POPMbI BUTaMmuHa D —
kanbyutpuon (1,25 gurnapokcusutamuH D) n anbdakanbumaosn. XoTa KanbunTpuon u
anbgakanbumaon 6onee apdeKkTNBHbLI AN 3aWUTbl KOCTHOM TKaHW, OOHAKO U3-3a
puUcka pasBuUTUS runepkanbunemMmm n rmnepkanbunypun, n Npu oTCyTCTBUU OAPYrux
nokasaHun Ona nx HasHa4vyeHusi, B YaCTHOCTU, NOYEYHON ONCKYHKUMMK, OHU
NCMONb3YyITCH pexe.

Kanbuntpron, obpasyrowmninca B noYkax npy rmapoKCUnnMpoBaHMm Kanbungmona
(25—rngpokcmButammHa D), sBnsieTca caMmbiM akTUBHBbIM METabonMTOM, CHUTaOWMMCS
ropMoHoM. AnbdakanbLUnaosl — 3TO NPOoSieKapCcTBO, NpeaLleCTBEHHNK KanbLumMTpuona,
OH NpeBpaLaeTcs B KanbuMTpuon, metabonuanpysacb B nedeHn. lNocne npnema BHyTpb
anbakanbLmaon (B oTnn4ymMe oT KanbuuTpuona) gencresyeT 6onee MeaneHHo, YTo
CHWXaeT puUCK runepkansumemumn. lNpu octeonopose cpegHasa TepaneBTudeckasa gosa
KanbuuTpuona coctaensaet 0,5 Mkr B cyTku, anbdakansumgona — 1,0 mkr B cyTkn. B
CBSI3M C PUCKOM Pa3BUTUA rMnepkanbuuypumn npu npuemMme 3Tux npenapaTtos
pekoMeHayeTCa namepeHne CyToHHOM 3KCKpeunn kanbuus. MNpu nossneHmum
BblpaXXeHHOW runepkanbunypum (> 400 mr/cyT) K Tepanun MoryT 6bITb NMPUCOeANHEHDI
TMasnapbl, UMeroLLne rmnokanbuuypmuyeckoe JencTemne n okasbiBaroLline 3amnTHbIN
3peKT B OTHOLLEHNN 06Pa30BaHUS KAMHEN U BO3MOXHOW NOTEPU KOCTHOW TKaHW.
[MeTneBble oMYpETUKN, B OTNUYME OT TMA3UAOB, YBESTIMYMBAIOT SKCKPELMIO KanbLnd, YTo
Takke Heob6XxoaAMMO NpUHMMaThL BO BHMMAaHWE y NALUUEHTOB C OTEYHbIM CUHAPOMOM.

Tem He MeHee, adhdekT akTUBHbBIX PopM BUTamMuHa D B OTHOLLEHUM YBENUYEHUSA
NMOTHOCTN KOCTHOM TKaHu rnpu Tepanun 'K okasbiBaeTcs 4OBOSMIbHO YMEPEHHbLIM MO
cpaBHeHMIO ¢ adhdekToM BrocdoHaTOB, KOTOPLIE B HACTOSALLIEE BPEMS CYMTAOTCS
Tepanven NnepBon NUHUM CTEPOUAHOIO OCTEONopPo3a N 3PEPEKTUBHOCTL KOTOPLIX MpuU
CTEPOMOHOM OCTEOMNOpPO3e NPOAEMOHCTPUPOBAHA B KITMHUYECKMX UCCEeLOBaHUSAX.
BudocoHatel MHMBUPYIOT pacnag ruapokcmanaTuTa u, Takum obpasom, aPPEKTUBHO

nogaBnsitoT pe3opbumio KOCTU. VX HasHayYeHne pekoMeHayeTcsl Npu AnNUTeNbHOCTH
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neveHunsa K 6onee 3-x MecsaueB Npu HAaNM4YMM AONOSTHUTENbHbLIX PaKTOPOB pUCKa
OCTeonopo3a N KOCTHbIX NepesioMOB (XKEHLLWHbI B MeHonay3e, NoXurble nioau,
yKasaHuAa Ha paHee nepeHeceHHble neperomsl). bonee Toro, B rpynne BbICOKOro pucka
NX NPUMEHEHNE ABNAETCA 3KOHOMUYECKM adhpekTnBHbIM. Mprem GudocdoHaToB
pekoMeHayeTCcHa Ha NpoTaXeHun Bcero nepuoga npvema K. MNMpu 3TOM NauneHTsb!
AOJSDKHbI NpoJoskaTh NpUeM KanbLums U BuTamuHa D B agekBaTHbIX 403ax.

OcTOopOoXXHO Ha3Ha4vaT budocoHaThl XKEHLWNHaAM 4eTOPOAHOro nepuoaa, B
CBS13M BO3MOXXHbIM pUCKOM Ans nnoga. [aHHble 06 adhdekTMBHOCTN 1 6e30MacHOCTM
6udocgoHaToB y naumeHToB ¢ CKd< 30-35 Mn/MMH HeQOCTaTOYHbI B CBA3K C
OTCYTCTBMEM MPOCMNEKTUBHbIX UCCNeOBaHUI Yy 9TOW rpynnbl NauneHToB. ECTb AaHHbIe
0 HE(PPOTOKCUYHOCTM BMGOCEHOHATOB, C Pa3BUTUEM MPU UX MPUMEHEHUN, B HAaCTHOCTH,
3oneagpoHarta u nammapoHara, oCcTporo TyOynonHTepcTuLmManbHOro HedpuTa u,
BCreAcTBMe NPsiMOro TOKCMYECKOro AenCcTBUS Ha NOAOUUTbI, KONancupyoLwero
BapuaHTa PCI'C. Hanbonee 6e3onacHbiM B nriaHe HEPPOTOKCUYHOCTM
npeacraBnsaeTcsa B HacToswee Bpems nbangpoHat. Cpeam noteHumanbHbIX NOBOYHbIX
3dpeKToB Npn ANUTENBHOM Nprueme 6MPOCHOHATOB OUEHD BaXKHLIM ABNAETCS
OCTEOHEKPO3 YentoCTU, PUCK KOTOPOro aCCOLUMNPYETCA C NITOXON MTMrMeHon nonocTu pra,
npoBeaeHMEeM NHBa3NBHbIX 3yboBpavebHbIX npoueayp, B TOM YMCne IKCTPaKunmM n
npoTe3npoBaHng 3y6oB, 1 ANUTENbHbIM BHYTPMBEHHBbIM BBEAeHEM BudocdhoHaToB B
B6onbwmnx gosax. OkasbiBaeT N1 HEraTMBHOE BNSHME HA Pa3BUTME OCTEOHEKPO3a
npoBogumMmas 3TMM naumeHTam xmmuotepanus unm npuem 'K okoH4YaTensHO He ACHO.
OnucaHbl Takke aTUMMYHbIe NeperioMbl PYrnx fnokanuaaumm n nx nnoxoe 3axmneneHue,
B YaCTHOCTW, Avadun3a 6eapeHHON KOCTHN, HO UX PUCK OCTATOYHO HU3KWUI (~2 criyyas
Ha 10,000 naumeHTOB/roA).

Mpn HanMuun NnpoTMBoNnokasaHu ana GugocgoHaToB UM Npu nx
HenepeHOCUMOCTU, NPU HEOBXOAMMOCTU YCUNEHNSA TEPanNUN HA3HAYaloT KanbLUUTOHWH,
KOTOpbIN, OQHAKO, HE SABMSEeTCA Tepanuen NepBoun NIMHUN NpU fie4eHn CTEPOUAHOTO
ocTeonopo3a. KanbunToHNH yMeHbLUAET NOTEPI0 KOCTHOW TKaHW MHIMbunpysa pesopbuunto
KOCTUK ocTeoknactamu. Kpome Toro, npu npuemMe KanbUMTOHUHA OTMEYEHO, YTO OH
MOXET YMeHbLlaTb 60nmn Npy nepenomax No3BOHOYHMKA.

AHabonunyecknm ahhekToM Ha obpasoBaHne KOCTHOM TkaHW obnagaet
PEKOMOBUHAHTHBIN YenoBeYyeckni napaTnpeonaHbii ropMmoH [rhPTH(1-34)]
Tepunapatua. Ero exegHeBHOe Ha3HaveHue npegynpexagaet nHayumpyemoe K

ycurneHune anontosa ocTeobnacToB U OCTEOLUTOB, CHUXXEHME Yncna ocTeobnacTos,
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yMeHbLUEHNe ocTeoreHesa u NPOYHOCTU KOCTU. [oka3zaHa apPeKTUBHOCTb
TepvnapaTnga B OTHOLEHUN YBENUYEHNSA NNOTHOCTU KOCTHOW TKaHW Y NaUUEeHTOB,
nonyyatowmx Tepanuio K. OgHako npu octeonopose, nuayunpyemom K, acpcpekr
TepunapaTtnga MeHee BbipaXeH, N0 CPaBHEHWUIO C APYrMMU hbopmamMm OCTeornoposa.
Mpun aTom umeet 3HaveHne 6onblada aosa K, HannumMe novYeyHon OUCOYHKLUMN,
COnyTCTBYIOLLAs Tepanus, ypoBeHb MHCYNMHONoA06HOro hbaktopa pocta-1 u ap.
Hanbonbwmnin addekT npu npuMeHeHUn Tepmnapatmaa oXxmaaeTcsa npyM UCXO4HO OYEHb
HWU3KOW NSIOTHOCTU KOCTHOM TKaHM U Yy NaLMEHTOB C neperiomaMmy HECMOTPSA Ha JfieyeHne
6udocdoHaTamn.

UmmyHocynpeccueHasi mepanusi

MMmMyHOcynpeccus MOXeT Ha3HadYaTbCA B KQ4eCTBE CaMOCTOSATENBHOIO nevYeHns
UNn B codeTaHum ¢ manbiMu go3amu npegHmsonoHa (10-15 mr/cytkun). Ocoboe mecTo B
nevyeHnn BMW 3aHumaeT unknocnopuH A, KOTOPLIN, C y4ETOM COBPEMEHHbIX 3HAHUN O
MexaHu3Max ero 4encTBusl, Mbl B CBOEW NpaKTUke OTHOCUM K MMMYHOCYNPECCUBHON
Tepanum NepBon NUHUMN.

LUuknocnopuH A (LIcA). CornacHo knaccuyeckum npegcrasneHmam, LiIcA
ABNAETCA UHIMOUTOPOM KanbUMHEBPUHA N 06paTUMO MHIMBUPYET Nnponudepaunto
nMMdOoUNTOB, B NepBY0 odepedb T-KreToK. [[MaBHOW MULLEHbLIO 4eNCTBUSA
uunknocnopuHa ssnsaTcsa CD4+T knetku (T-xennepsbl), B KOTOPbIX OH 6NOKUpyeT CUHTE3
WI-2, Heobxogmmoro ans reHepaumm n nponudepaumm T-UMTOKCUYECKNX KIETOK N3 NX
npeLlecTBeHHNKOB. AKTMBaUna TpaHckpunumu reHa UJ1-2 B agpe T-xennepa 3aBucut
OT AEeNCTBUSA TPaAHCKPUMNLUMOHHOIO dhakTopa, Hocsallero Ha3saHne NFAT (HykneapHbIn
akTop akTuBMpoBaHHbIX T-knetok). NFAT B nokosiwemcs T-numcouunte
pacrnonaraeTcs B LMTO30S1€ U MOXET NepemMecTUTbCH B AP0 KNETKU (K MecTy
TpaHckpunuuu reHa WUJ1-2) Tonbko B criydae ceoeun gedocdopunusaumm (notepu 3-x
octaTkoB dpocopHon kucnoTsl). dedoccopunusaums NFAT ocywectenseTca nog,
AEeNCTBMEM BHYTPUKIETOYHOrO 3H3UMa - KanbumnHeBpuHa. KanbuMHEBPUH C
BMOXMMNYECKOM TOYKM 3peHns NpeacTaBnsieT cobon cepuH-TPEOHNH-hocdaTasy u
COCTOMUT 13 ABYX cy6beanHuL kanbmoaynuHa (59KDa) n perynsatopHou cybbeamHuubl
(19KDa), aktusupyemon noHamm Ca++ (3anyckarowmmm npouecc aktnsaumm NFAT).
LInknocnopwvH, NpoHuKas Yyepes KNneTouHyto MemopaHy numdounta, nonagaeTt B
LUMTO30Mb KNETKW, rae COeANHSIETCS C LMKNOMUNNNHOM . BHYTprKNeTouHbIM 6enok
uuknodpunnuH (18KDa) oTBevaeT 3a npouecc B-cknagbiBaHUsi NPOTENHOB U

npuobpeTeHne NMn TPETUYHON CTPYKTYpbl. OH Takke cnocobCTBYET MX TPAHCNOPTY
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BHYTpM KrneTku. B HacTosiLee BpeMa yCTaHOBNEHO, YTO LMKITOMUIIIMHBLI Y4acTBYIOT B
npoueccax pennukaumm PHK n npotenHoB Bupyca renatuta C (BaXHbI MEXaHU3M
NNenoTPOnHOro adpdekTa LMKnocnopuHa npu supycHom renatute C). HatnBHbIn
LUMKNOMUNIIMH U CBOBOAHBIN LUKNOCMNOPUH HE OKa3blBalOT KaKkoro-nmbo AencTens Ha
KanbumHeBpuH. OgHaKo, KOMMNEKC LMKOCNOpUHA C UMKNnogunmMHoMm obnagaer
BbIPaXXEHHbIM MHIMBUPYOLWMM 3hEKTOM Ha CEPUH-TPEOHNH-ocdaTasy, B
pesynbTaTte Yyero HapylwaeTcs npouecc gedocopunusaumm NFAT, a cnegoBatensHo
ero TpaHcnokaums B aapo. Kpome tpaHckpunumm reHa UJ1-2, NFAT Takke oTBevaeT 3a
TPaHCKPUNUUIO reHOB MHTepbepoHa y 1 TyMOp-HekpoTuaupytowero dgakropa a (TH®-
Q).

Ho adpdexTbl LICA He orpaHudmnBatroTcs MMMyHocynpeccuen. LICA gencrteyet
HenocpeAcTBEHHO Ha YPOBHe nogounTa, okasbiBasi MPSIMON aHTUNPOTEUHYPUYECKUI
adppekT 3a cueT cTabunmsaunm ero akTMHOBOIO LIMTOCKeNeTa nocpeacTsom Grnokaapl
AedocopnnupoBaHns CMHaANTONoAMHa.

OcHoOBHas hyHKUNA BHYTPUKIIETOYHOro 6enka cnHanTonogmHa 3akniovaeTca B
cTabunmnsaumm a-akTMHOBOro uMTockeneta. CMHaNToONoOAMH NpenaTcTByeT Aerpagaumm
BHYTpuKreToyHoro 3H3umMa RhoA-GTPasa, koTopbl B CBOKO o4epenb NpuHMMaeT
yyactme B 06pa3oBaHmm My4KOBbIX BOSIOKOH U3 6oriee TOHKNX O-aKTUHOBbLIX HUTEN.
My4koBble BOIOKHA, Ha3blBaeMble Takke CTPeCcc-BOSIOKHaMM, He NPOCTO
CTabununanpyoT UMTOCKENET, a AenatoT ero AMHaMUYHbIM, YTO obecneymBaeT
HOXKOBbIM OTPOCTKaM NoAounToB NogBMXHOCTb. OAHOBPEMEHHO CUHANTONOAVH
npensaTcTByeT 00pa3oBaHMIo KNETKON MESKMX, LMTonnasmaTU4eCcKMx BblpOCTOB —
dunonogun, HasbiIBaeMbIX Tak U3-3a TOro, YTO OHU MUMEIOT CPOACTBO APYr K APYry
(Hanogobuve «kanenb pTyTU»), B pe3ynbTaTe Yyero obneryaerca Nnpouecc CnnaHns
HOXXKOBbIX OTPOCTKOB MOAOUMTOB. BbINOMHATE Bbile OnncaHHble QYHKLNN
CUHaNTOMNOAUH MOXET TOMbKO NP ABYX YCMNOBUSX: BO-MEPBbIX, HAXOAACH B
docopunmposaHHon bopme, a, BO-BTOPbIX, Oyayyn cBA3aHHLIM C ApYyruMm 6enkom,
HOCSALLMM yCroBHOe Ha3BaHue 14-3-3. docdopunmpoBaHne cMHanTonoAnHa
obycnoBnuBaeT NPOYHOCTb €ro CBs3M ¢ npotenHom 14-3-3, a, cnegoBaTtenkeHo,
obecneunBaeT BbINOSIHEHME CUHANTONOLAMHOM CBOMX (PYHKLUMIA NO cTabunusauyun
uuTockeneTa.

B umMtonnasme nogouuTa HaXogMTCA 3H3MM KanbUWUHEBPUH (CEPUH- TPEOHWH-
docgaTasa), nogobHbIN TakoMy xe aH3nMY B T-numdountax. KanbunmHeBpuH

AedocopnnupyeT CMHaNTONOANH, KOTOPbIN N3-3a 3TOr0 TEPSIET CBO CBA3b C
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npoTenHoM 14-3-3 1 MOMeHTanbHO NnoasepraeTcs NPOTeoNnu3y nog gencTenemM
KaTtencuHa-L. NonaratoT, 4TO akKTUBHOCTb NOAOUUTAPHOrO KarnbLUUHEBPUHA PE3KO
BO3pacTaeT npu BO3AENCTBMM Ha 3NUTENMarnbHYHO KNeTKy naToreHHbIX (0akTopoB.
[MOHATHO, YTO LMKIOCMNOPUH, BNOKMPYS KanbUNUHEBPUH MO YXXe N3BECTHOMY MEXaHU3MY,
obecneunBaeT ctabunusaunio CMHanNnToNnoAnHa N TeM CaMbiM €ro CBsi3b C NPOTENHOM
14-3-3.

Takum obpasom, LIcA, nommmo Bo3aencTeusa Ha ummMmyHHoe (T- 1 B- numdoumntsl)
3BEHO NaToreHesa NnepBuYHbIX U BTOPUYHBIX rnomMepynonatui, obnagaeT yHUKanbHbIMu
CBOVICTBaMM BOCCTaHaBNMBaTb CTPYKTYPY U OYHKLMIO NOOOLUMTOB, YTO onpeaenseT ero
BbIPaXXEHHbIN aHTUNpoTenHypudecku adpdekt npmn HC.

LICA ycnewHo npuMmeHsaeTcs npu nevyeHnn nogoumtonaTuim, u, B YHaCTHOCTN,
BMW. LicA (B Buge MMKpO3MyribCumM) Ha3HayaeTcs B HayarnbHown aose 2 — 2,5 mr/kr/oeHb
B 2 npuema, C yBenuyeHnem o3bl Kaxable 2 Hedenu 40 AOCTUXKEHUS peMnccun,
MakcumanbHon 0o3bl (He 6onee 5 Mr/kr/geHb) NN TOKCUYHOCTMW.

LICA nmeeT 6onbLUy0 MEXMHANBMAYANbHYIO BMO4OCTYNHOCTb NPU NepopasnibHOM
npueme. Npn 3TOM OH ABNSAETCH NEKapCTBOM C HU3KUM TepaneBTUYECKUM UHOEKCOM,
YTO O3HaYaeT y3KuM AnanasoH Mexay TepaneBTU4ECKON U TOKCUYECKOM
KOHLeHTpaumsamu. 1o TpebyeT nHamBuagyannsaumm n NOCTOSHHOIO KOHTPONSA A03bl Ha
OCHOBE OrnpeaeneHns KoHLeHTpaumm npenaparta B KpoBu anga obecneyeHus
TepaneBTMYecKoro adpdekTa u npefoTBpaLLeHNs TOKCUYECKUX peakumnn. Hannyywmm
MeTOAOoM ornpeaerneHus npoduna npenapaTa B KpoBu aBndetca 12 yacoBasi cepumnHas
OLleHKa KOHLeHTpauuu npenapara B KPOBU C MOCTPOEHMUEM KPUBOWN «KOHLUEHTpaLums -
Bpemsi» 1 oueHkon nnowaan nog kpuson (AUC.12). TpaguumMoHHO ncnonb3yeTtcs
Hyrnesas Touka Co (MMHMManbHbLIM YPOBEHBL), KOTOpasi onpeernseT yposeHs LICA B
KpoBu Yyepes 12 yacos nocne npuema npenapara. OnTumarnbHbIM 3Ha4YeHUEM MO
Hyreson To4ke (Co) Npy nevyeHmm nogoumTonaTMn MOXeT cunTtaTbes yposeHb 80-150
Hr/mn. CywecTtByeT MHeHMe, 4To Todka Cy (Yepes 2 yaca nocne npuema) nydiue
KoppenupyeT C nnowanbio No4 KpMBOW 1, CneaoBaTenbHO, TOXE MOXET ObiTb
ncnonb3oBaHa ansa nogbopa go3sbl. OgHako uenesble kOHUeHTpauum LIcA B Touke C;
ANSA NaUNEHTOB C rNOMepynsipHbIMM BONe3HAMU, B OTNIMYNE OT PELIUMUEHTOB
TpaHCNMaHTaToB, NoKa ewe OAHO3HAYHO He onpeaeneHsbl.

Mo6ouHble adhdekTbl Npy NpuMeHeHnn LICA aBnaTcs 4030-3aBUCUMBbIMA U, NPU
npUMeHsieMbIX B HeOPONOrM4ecKkon npakTuke Jo3ax, OHU, Kak NpaBuo, BblpaXXeHbl

YMEpPEHHO U siBnsitoTcs o6paTtumMbiMn. K Hanbornee YacTblM OTHOCATCS apTepuanbHas
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rmnepTeH3uns, HePPOTOKCUYHOCTb, TMPCYTU3M, rMnepnnasna geceH, TpemMmop,
rmnepnunnaemMusl, rMneprivkeMms, runepypukemMmsi, Kpome Toro, Yactble, HO 06bIYHO
Msirkue u TpaH3nTopHble XKKT paccTponcTsa, B BUAE aHOPEKCUM, TOLLHOTbI, PBOTHI,
anapen, abaomMmHanbHOro AnckomMagopTa, a Takke runepkannemms n, Kak gns nobown
UMMYHOCYMMPeCccuun, NHMeKLnn.

Mpun nevenun LICA pemuccmna gocturaeTcs, Kak npasuno, B TedeHme 12 Hegenb
neyeHus. B cBA3M C BbICOKMM PUCKOM peungusa npu peskon otmeHe LIcA, obwmm
npasunom npu nedveHuun LUA asnaetca gnuteribHoe nevyeHmne N NnocTeneHHoe CHUXeHne
Ao3bl. [1pn aTOM BO3MOXHO ABa noaxoaa. Mpu nepeom, nocne 3 mecsaues CTabunbHON
pemMmccun Jo3y NOCTENEHHO OYEeHb MEeASIEHHO CHUXKAOT A0 MUHUMAarbHOW,
noagep>xmBatoLLen pemmccnto (06bIYHO MeHbLue 1-2 Mr/kr/cyTku) ¢ obLen
ONNTENbHOCTLIO NevyeHnsa 12-24 mec. Hall onbIT BeAeHUs Takmx 60mnbHbIX NO3BONSAET
pekoMeHaoBaTb BTOPOW NOAXOA, NpY KOTOPOM, HECMOTPSA Ha JOCTUXEHUE peMmnccun,
nepBoHavansHaga gosa LIcA Ha3HavaeTcs B TedeHue 12 mecsueB, 3aTem eé
nocteneHHo (0,5 mr/kr/cyTku ¢ 4-8 HegenbHbIMWU NHTEPBanamMn) yMeHbLIaT 0
MUHUManbHOM NnogaepxmBatoLen (He 6onee 2 Mr/Kr/cyTkn) n coxpaHaoT e€ ao obuien
NPOLOIMKUTENBHOCTN Kypca Tepanuu 4o 24 mec. Takast ANUTenbHOCTb NeYeHns, ¢
nocrterneHHon otmeHou LICA, yBenuunsaeT BEPOATHOCTb YCTONYNMBOW PEMUCCUN.

Mpn npnmeHeHnn LICA B kadecTBe 6a3oBoOM Tepannm 060CTPEHNS, OH
Ha3Ha4aeTCs B YKa3aHHbIX Bbllle 03ax B coMeTaHun ¢ npeaHn3onoHom B gose 0,6
Mr/Kr/CyTKN B Te4eHNe Mecaua, xxenaTesibHo, B anbTepHupyowem pexume. [lanee nosy
npeaHn30oHa nocteneHHo cHuxaroT Ao 0,15 mr/kr/cyT (He 6onee 15 Mr/cyTkn) u
coxpaHsT ee Ao 12 mec. o ucteveHnn nepebix 12 mecsaues, 403y NpeaHU30N0Ha
CHWXaloT ganee, oo nogaepxusatowen — 0,10 mr/kr ¢ obLien 4NNTENbLHOCTLIO NeYeHNs
0o 24 mec. [na nogaepxaHus peMnccumn BO3MOXHO npumMmeHeHune ogHoro LIcA. OgHako
npeacTaBnsaeTca natoreHeTU4eckn LienecoobpasHbiM coveTaHHOe HasHadeHue LicA ¢
HU3KMMM A03aMM NPEOHN30M0HA A0 OKOHYaHusA npuemMa LICA ¢ obuwien anmTenbHOCTLIO
neveHns o 24 mec. Npu peungmee NPoTENHYPUN HE-HEPPOTUYECKOIO YPOBHSA, [03a
LIcA moxeT ObITb BpEMEHHO yBennyeHa Ha 1-2 Mec. 1 3aTeM BHOBb NOCTENEHHO
CHWXeHa.

[na npegoTBpalleHnsa pasBUTnA HePPOTOKCUYHOCTU Npu NnpumMeHeHnn LICA
Heob6X04MMO KOHTPONMPOBaTb YPOBEHb KpeaTMHUHA KPOBM Kaxable 2 Heaenu B
TeYyeHue nepsbiX 2-X MecdaueB, 3aTeM OOUH pa3 B MecsL, B Te4eHne 6 MecsLeB 1 3aTem,

no KpamHen mepe, pas B 2 mecsua. [1pu yBenuyeHnn KoHUeHTpaunm KpeaTuHuHa B
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KpoBu 6onee yem Ha 30% nNo cpaBHEHUIO C ero 6asanbHbIM YPOBHEM (Oaxe B Npeaenax
HOpMarnbHOro AnanasoHa) TpebyeTcs cHuxeHne ao3bl LICA - 06bl4HO Ha 1 Mr/Kr/cyT.
Ecnn nosa cHuwxeHa Ha 1 Mmr/kr/cyT n Yyepes 1-2- Hegenu ypoBeHb KpeaTUHNHA ocTaeTcs
>30% oT HayanbHoro, LICA BpeMeHHO oTMeHsieTcs. Korga KpeaTUHUH CHUXKaeTcs 4o
YPOBHS, HE NpEeBbILWAOLLEro Hav4anbHbIn Ha 15%, MOXXHO BO306HOBUTL LICA B Bonee
HU3KMX Jo3ax. HecMoTps Ha NnoTeHumanbHy0 HebpoToKCcMYHOCTL LICA, HabntoaeHus 3a
nauyueHtamu, nony4vaswmmm LICA oo 4-7 neTt, nokasblBalT, YTO ANUTESbHBIN NpuemM
npenapara B HU3KMX Ao3ax MOXeT ObiTb 6e3onacHbiM. TeM He MeHee, npu
ANUTENBHOCTU NeveHns 4o 2-x net n 6onee Ans BbiBNEHNA MOPAONOrMYECKNX
NPU3HAKOB LIMKNOCNOPUHOBOM TOKCMYHOCTU MOXET 0BCy>KaaTbCs NpoBeAeHNe
NoBTOPHON Hedpobrnoncun.

CTouT ewwe pas noavYepKHyTb, YTO OTMeHa LICA, Kak n npegHU30mnoHa, OMmKHa
NPOBOAUTbLCS MOCTENEHHO U3-3a pUCKa peunguea npu BHe3anHOM npekpaLleHnn
npuemMa atux npenapatos. Npn HeaddpekTnsHoCcTN LICA B TedeHne 6 mecsaues npu
BMW, neyeHune gomkHO ObiTb NpekpaLleHo, a AnarHo3 NnepecMoTpeH, BO3MOXHO, C
NOBTOPHON Hedpobumoncuen.

LLinpokoe npumeHeHne LICA MoxeT BbiTb OrpaHMYeHO 13-3a ero BbICOKOM
cTtonmocTn. [Ina yMmeHbLUeHUs A03bl, a 3Ha4YUT N cToMMocTu npenapara (go 37-80%),
BO3MOXHO €ro COBMECTHOE NnpuMeHeHune ¢ nHrnomutopamm CYP3A4, dhepMeHTa,
meTabonuaupytowero LICA, B 4acTHOCTU, C NPOTUBOrpMOKOBLIM NpenapaTtomM
KeTokoHa3onoM. [laHHas TakTuka Hala npMMeHeHne B TpaHCnnaHTauMoHHON
Hedporornm, ogHaKko Npu nevyeHnn rnoMepynonaTnin NCNonb3yeTcs peako.

Opyrum npenapaTtom, OTHOCALLMMCS K rpynne MHrMOUTOpOB KanbLMHENPUHA,
asnsaetca Takponumyc — FK-506 (TAC), oTHocAwmncsa kK makponugam. Komnnekc
Takponumyca, BHyTPUKNETOYHOro cBaAsbiBatowero 6enka FKBP-12, kanbuums,
KanbMoAynvHa v KanbuuHenpuHa nHrmbmpyet ocgatasHyo akTUBHOCTb
KanbuMHenpuHa v nogasngaeT TpaHckpunuumn UJ1-2 n nutepdepoHa-y, a takke UJ1-3,
UIn-4, UI1-5, rpaHynounTt-makpodar konoHun ctumynupyowero gakropa (GM-CSF), n
TH®-a. Bce 910 NpnBOAUT K NOSABIIEHUIO PaHHUX 3TanoB akTneauuun T-nuMOoLNTOB.
Mo cpaBHeHwuto ¢ LIcA, TAC Bbi3biBaeT 6ornee MOLLHOE NoAaBeHMNE LUMTOKNHOB, a ero
npocunnb NOB6OYHbIX AIPEKTOB HECKONBKO OTNMYeH oT LIcA. U Bce xe, k Hanbonee
YacTbiM NO6OYHLIM adhhekTam, ABNAIOWNMCS 4030-3aBUCUMbIMU, OTHOCATCS
HedPOTOKCUYHOCTb, apTepunaribHas runepTeH3uns, runepkanmemMmss, rmnepypukemMus,

rMNeprrivkeMmns, TpemMop, XernygoyHo-KULLeYHble paccTponucTsa, anoneuus. TAC, no
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cpaBHeHMto ¢ LICA, He BbI3biBaeT runepTpuxosa 1 runepnsasvm geceH,
xapakTepuayeTcs MeHbLlen HePPOTOKCUYHOCTBIO, HO Yallle BO3HUKAET rmnepriimkeMmns.
Mpun npueme TAC Heo6x04MM MNOCTOSIHHBIN KOHTPOMb OYHKLUKN NOYEK U
MOHUTOPUPOBaHME APYrnX NOBOYHBIX AIPEKTOB, KenaTernbHO onpeaeneHne ypoBHs
npenapaTa B KPOBW, YTO 3HAYMTENbLHO yBENMYMBaeT CTOMMOCTb neveHnd. Lienesas
koHueHTpaums TAC B Touke Cp - 5-10 Hr/mn. Takponumyc HasHa4varT B fose 0,1-0,2
MKI/KI/CYTKWN, C NOCTEMNEHHbIM CHUXKEHMEM [03bl 40 NoaaepXXnBaroLlen npu nonyyYeHnm
KNUHU4Yeckoro adpgekra.

NHpopmaums o npumeHeHmun TAC npu BMW orpaHunyeHa. I3BeCTHO 0 XxopoLumx
pesynbtatax HadHadveHus TAC npu ctepong3aBUCMMOM N CTEPOUAPEIUCTEHTHOM
HedpOTUYECKOM CUHAPOME Y AeTen 1 y B3pocnbiX. [Ansa oueHkn mecta TAC B neyeHumn
BMW HeobGxoanmbl AnvTenbHble paHAOMU3NPOBAHHbLIE KOHTPONMPYEMbIE
nccrnegoBaHus.

Ewe ogHvm npenapaTtom, WMpokKo npumeHsiembim npu BMW npu cteponaHon
PE3NUCTEHTHOCTU, CTEPOULHON 3aBUCUMOCTU, MPU YaCTOM PeLnguBUpOBaHUM, a Takxe
npu NPOTUBOMNOKa3aHUAX K NPeAHN30MI0HY 1 40 CUX NMOpP, HECMOTPSA Ha BbICOKYHO
TOKCUYHOCTb, CYMTAIOLMNCA CTaHAAPTOM B 3TUX CUTyaUNAX, ABSETCH
uuknodcgocodamma (LIP), aBnawowmnncs LMTOCTaTUKOM ankunmpyroLwero 4encTeus.
OpHako, HecMOTpsl Ha SKOHOMUYECKMe NpenmyLLecTsa (HEBbICOKas LeHa) Ha3HavYeHne
LI® HexxenaTerbHO M3-3a ero TOKCUYHOCTHW, BKIOYaoLWen MMENOTOKCUYHOCTb,
pas3BuTUE TSXKENbIX U ONMNOPTYHUCTUYECKUX NHAEKUUI, reMopparmyeckum UMCTUT, pUCK
3r10Ka4YeCTBEHHbIX HOBOOOPa3oBaHWI, FOHALOTOKCMYHOCTb, @ TaKKe XXenygodHo-
KMLLEeYHble paccTponcTea, obnbiceHne. Kpome Toro, npu HasHavyeHun LId, ero
3(PPEKTUBHOCTb NPU HYacTbiX 0OOCTPEHMSX N CTEPONOHON 3aBMCUMOCTI ropasao Bhille,
4YyeM Npu CTePONSHON PE3UCTEHTHOCTU. A Te NauMeHTbI, KTO, NP CTEPOULHON
PE3NCTEHTHOCTU YYBCTBUTENbHBI K LI®, Kak npaBuno, 4yscTBuTenbHbl 1 K LICA. LI
MOXeT Ha3Ha4aTbCA nepoparbHO B fo3e 2-2,5 Mr/Kr/cyTkn B TeyeHue 8-12 Hepgernb unu
BHyTpuBeHHO 500-750 Mr/mM%/Mec. B TeuyeHne 6 mecsiLeB. LI®, npu cTeponaHoi
3aBUCMMOCTM N NPU YacTbiX 0B0CTPeHUsIX, OObIMHO Ha3Ha4YaeTCa B COMETaHMM C
ManbiMy 403aMKn NPeaHN30M0Ha, HO CHUTAETCS, YTO NPU YacTbiX 0OOCTPEHUSIX OH
BbICOKOA(P(PEKTMBEH U MPU CaMOCTOATENbHOM HasHadeHun. CymmapHas aosa Ud He
pornkHa npesbiwaTtb 200 mr/kr. Kpome Toro, n3-3a KyMynsTUBHOIO Xxapakrepa

TOKCUYECKNX 3(P(PeKTOB, MOBTOPHbIE KypChbl Tepanuu L|® HasHa4yaTbCa He JOMKHBbI.
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MNpenapaTbl MukodpeHonoBomn kucnotbl (MOK) (MukodeHonata modeTnn —
MM®, kuwevHopacTBopuMbIn MUKodeHonat HaTpus - KP-MH) Takke ncnonesyoTtcs
npy BMW. M®K - nHrMbuTop Knto4eBoro pepmeHTa cuHTE3a de Novo ryaHo3MHOBbIX
HYKNeoTNO0B - MHO3UH 5-MoHOodocdaT AernaporeHasbl, NpenMyLecTBeHHO N30(hopMbl
Il TMna, BCneacTBme Yero NPOUCXOAUT CENEKTUBHOE UHIMBUPOBaHME aKTUBMPOBAHHbIX
T- n B- numcoumnTos, He uMeroLmnX Apyrnx nyTen cuHtesa Hykrneotnaos. MK He
OKasblBaeT CyLLeCTBEHHOIO BNUAHUS Ha APYrne TKaHU C BbICOKOW NponndgepaTuBHON
aKTUBHOCTbLIO (HEMTPOdUIbI, KOXa, KALLEYHUK, KOCTHbIA MO3r), KOTOpble NMEKOT
3anacHoOmn NyTb PECUHTE3a HYKNeoTUA0B. ATO OOBACHAET MEHbLUYHO TOKCMYHOCTb MOK,
no cpasHeHuto ¢ LI®. K noboyHbiM adpcpektam MPK oTHOCATCA XKeNyAOYHO-KMLLEYHbIE
paccTponcTBa, UHEKUNKN, nenkoneHns, NMMAGONEHNs, renaToTOKCUYHOTb, Npu
ANUTENbHOM NPUMEHEHUN YBENNYNBAETCSH PUCK PA3BUTUS 3N10Ka4YeCTBEHHbIX
HOBOOOpPa30BaHUMN.

Mpenapatbl M®K BbI3bIBatOT pemuccnito BMU npu ctepongHom
4YyBCTBUTENBHOCTU, MPU YaCTbIX 0BGOCTPEHMAX U NPU CTEPOMAHON 3aBUCMMOCTN Yy AETEN
1 B3pOCHbIX, a Takke npu HeadpdekTuBHocTU LId.

OpHako, naHHble o npumeHeHuun npenapatoB MOK npu BMW He noaTBep>XaeHb!
BonbLUMMU KOHTPONMpyembiMn nccrnegosaHmamu . CyuiectsyeT MHeHue, 4To MOK
oKasblBaeT Nnyywmnmn apdekT npu nponmdepaTmBHbIX hopmMax riomMmepynoHedpuUToB.
BeposTtHo, npenapatel M®K moryT 6bITb Ha3HaveHbl nauneHTam ¢ BMU ¢ yacTbimm
060CTPEHMAMM U C OCITIOXKHEHNAMM CTEPOMAHOM TEpanun Npu HanM4yMm BO3MOXHbIX
npoTtmeonokasaHmi anga LicA. HayanbHasa gosa ans B3pocnbiX MOXeT ObiTb 2 r/CyTKK
ana MM (1440 mr ana KP-MH), koTtopas Ha3HavaeTcst 0 pa3BuUTUSA NOMHOW peMnccum
C nocnegyowmm cHmxkeHnem gosbl o 1,5 r/cytkm (1080 mr gna KP-MH) Ha 2 mecsua, a
3atem u go 1 r/cytkn (720 mr ansa KP-MH). B Takon nose, npu xopotuen
NepeHoOCUMOCTU, BO3MOXHO NPOOOITHKEHWE neveHunsa oo 2-x net. OgHako npu oTMeHe
npenapaTta nocre feyeHus, B TedeHue 1-2-x net onncaHbl peunamnsbl B 68% criyyaes.

Putykcumab (PTX)- lNMpeactaBnset cobon xMMepHoOe MOHOKITOHaNbHoe
aHTUTENO MbILWK/YeroBeka, KOTopoe cneundu4eck CBA3bLIBAETCH C
TpaHcMeMOBpaHHbIM aHTureHom CD20, pacnonoXeHHbIM Ha npe-B-nnmdouunTax un
3penbix B-numdoumTtax n Bbi3biIBaET NIN3NUC 3TUX KNETOK NO KOMMNIIEMEHT-3aBUCUMOMY Y
KOMMNIIEMEHT He3aBMCUMOMY MexaHu3maMm. [pu LWMPOKOM UCMonNbL30BaHUN B
KnuHn4yeckomn npaktnke PTX xapaktepusyeTca 6€30nacHOCTbIO 1 XOPOLUEW

nepeHoOCUMOCTbIO Y OonbLUMHCTBA NAUNEHTOB. TeM He MeHee, MOTYT BCTpe4aTbCA
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NHPY3NOHHbIE peakuun (nnxopagka, 03HoOO, CbiNb, BPOHXOCNAa3M, rMNOTEH3USA) 1
TSHKEnNble MHPEKUMM BCNeACTBUE NENKONEHMM U rMnorammMarnobynmHeMumm.

O6nacTtu npumeHeHna PTX npyu UMMyHHORM NaTonornm NoYek B HacTosLee
BpeMs BbICTPO paclumpstoTes, B YacTHocT ¢ 2013 roga B NOKa3aHUA K ero
npumeHeHnto BkrtodeHbl AHLLA-accoumnmnpoBaHHble Backynutbl. Mimetotca coobLleHns
00 ycneLwHbIX O4HOKPaTHbIX 1 MOBTOPHbIX HAa3HaYeHUAX 3Toro npenapata npy BMU npu
CTepongHoOn 3aBMCUMOCTU U NPU CTEPOULHON PE3UCTEHTHOCTU. EANHBIX CXeM
Ha3HadeHua PTX npu BMU HeT. BBOAUMBbIE 403kl BapbUpyOT Mexay 375 Mr/m? pa3 B
Hefento B TeveHne 4-6 Hegernb U OAHOKPATHbLIM BBEOEHMEM TOW e A03bl.
[AnMTenbHOCTb peMuUccumn, Kak nNpaBuio, COOTBETCTBOBaNa ANMUTENbLHOCTU cynpeccuun B-
KNeTok, BO3MOXHO pa3sutne peumaneos. [Npeanaraetca ncnonb3oBaHve npenapara B
KayecTBe cTepoungcbeperatoiero npenapara npu cTepoMaHON Pe3NCTEHTHOCTU U
CTEPOMOHON 3aBUCUMOCTM.

YuutbiBag, 4Tto B natoreHe3e bMW ocHoBHOe 3HayeHue npugaeTca
rMnoTeTUYECKOMyY LIMPKYNupyowemMy dakTopy, Bblaensemomy T-numdouuntamu,
adpdpekt PTX npu aton 6onesHn okasancs HeoxungaHHbIM. B kadecTBe TeopeTmnyeckoro
ob6ocHoBaHusA achdpekta PTX npn BMU obcyxaatoTca BO3MOXHbIE MEXaHU3MbI BIINSHUS
B-numcounToB Ha akTnBauuio 1 perynaumio T-nmm@oLmMTOB Kak 3a CHET ceKkpeuunn
uutokmHoB (MJ1-10, TpaHcdopmupytowmi daktop pocta 6eta, UJ1-6), Tak n
nocpeacTBOM MPSAMOro UX KOHTAaKTa 3a CHeT 9KCMPEeCCUN Ha NOBEPXHOCTU KIETOK
mMonekyn, obecneunBatroLmx KocTumynupytowme curHansl (CD80/86,MHCH, CD40,
0X40). OgHa nHTepecHas Teopua npegnonaraet, 4to addekt PTX ocywectensaercs
He TOSbKO 3a CYEeT UCTOLLEeHUs B kneTok, HO 1 3a cyeT, No KpanHen Mepe, YaCTUYHO,
nHOyKunn T-perynatopHbix kneTtok. Kpome Toro, Fornoni et al. (2011) nokasanu, 4to
PTX, nommmo genctesuns Ha B numdouunTbl, OKasbiBaeT HENOCPEACTBEHHbIN 3G EKT Ha
noaouunTbl, CTabuNM3anpys nx UMTOCKeNeT, 1 npegynpexaaeT nx anontos 3a cyeT
B3aMMO4EeNCTBUA C NnpoayumpyembimM nogoumtamum npotemHom SMPDL-3b (nogo6Has
Kncnowm cpuHrommnenuHase pocgoanacrepasa 3b) n perynupoBaHus akTUBHOCTU
Kncnown cdomHrommenvHasbl (ASM-asbt)).

Ansa npuHaTuUa 060CHOBaHHOIO pellennsa o HasHadeHun PTX Heobxoauma
MHdopMauus, Nosly4eHHas B MHOMOLLEHTPOBbLIX paHOOMU3NPOBAHHbIX KIMHUYECKNX
nccrnegoBaHnaXx.

A3zatnonpuH (A3A) - gepuBat MepkanTonypuHa-6, BKIoYasch B

meTabonuyeckme peakunmn, HapylwlaeT CUMHTE3 HYKINENHOBbLIX KUCIOT, VIHFI/I6I/IpyFI
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nponudepaumto KneTok, ocobeHHo numaounToB. B Bbicoknx gosax (10 mr/kr) yrHeTaeT
PYHKLMIO KOCTHOro Mo3ra, nogasnsaeTt nponudepaumnio rpaHynoumTos, Bbi3biBaeT
nevikoneHunto. OnbIT npumeHeHns A3A npy BMW HeGonbLion n HeonpeaeneHHbIN, HO
ecTb AaHHble 06 adhdpekTnBHOCTM ASA npn BEMW, pe3ncTeHTHON K KOPTUKOCTEPOULAM.
B uenom, npn BMW npn Hanuynu 4yBCTBUTENBHOCTU K KOPTUKOCTEPOMAAM,
OTAAaneHHbIN NPOrHo3, Kak NpaBuso, 6naronpuaTHbI, Uy 6ONbLUMHCTBA B3POCIbIX
nauneHToB pa3BuBaeTCH cTonkas peMmuccud. NporHo3 B OTHOLEHUN NOYEYHOM

dyHKUMKN Takke 6NaronpusiITHbIN.



