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BBenenue

Hedporuueckuii cungpom (HC) 3aHmmaer ocoboe MecTo B CTPYKType IMOYEHHOMH
NATOJIOTHH B CBA3HU C TSDKECTBIO U MHOTOOOpa3HeM KIMHUYECKUX MPOSBICHUM, OJHUM
U3 KOTOPBIX SIBJIIETCS OTEYHBIM cUHApOM. HecmoTps Ha MMeromuecss JOCTHKEHUS B
JeYeHUH HEePPOTHUECKUX OTEKOB, HE BCerJa ynaaercs J0OUTbcs — OBICTpOM
IOJIOXKUTENIBHON ~ TMHAMMUKU.  J[JIMTENbHOE  COXpaHEHWE OTEYHOIO  CHHIpOMA
CIOCOOCTBYET CHUKEHMIO d(PPeKTUBHOCTU maTorenetndeckoi tepanuu HC, uro Moxer
NPUBOJNUTH K 3aTATMBAHUIO MATOJIOIMYECKOTO MPOLECCa U BOBHUKHOBEHUIO CEPhE3HBIX
OCJIO)KHEHMM, BBI3BAHHBIX B TOM 4YHCJIE M IPUMEHSAEMBIMU JIEKAPCTBEHHBIMHU

CpEIICTBAMH.

He¢pporuvecknii cunapom (HC) — KIMHHKO-1a0OpPaTOPHBIA CHMITOMOKOMILIEKC,
XapakTepu3yoluiics nporeunypueit (>50 mr/kr/cyt unu > 40 mr/m2 /gac, T.e. 2,5 r/cyT
u Ooisee), runoanbOymuHemMuen (<25 r/1), AUCIPOTEMHEMHUEH, THUNEPJIUNUIEMUEH,

OT€KaMH, B TOM YHCJIC ITOJIOCTHBIMHU.

IMUIEMHUOJIOT A

ExxeronHass yactota BO3HMKHOBEHHMS HE(PPOTHUECKOIO CHHApOMA COCTaBisieT 2-7
nepBuuHbIX ciaydaeB Ha 100 000 meTckoro HaceneHus, pacIpOCTPAHEHHOCTh Yy JIETEN —

12-16 caydaeB Ha 100 000 momysisiiiuy 1ETCKOM.

ITHOJIOTUSA U MATOTCeHE3

['umonporenHemMus mpu HEGPOTHUECKOM CHHIPOME PA3BUBACTCS BCICACTBUE MOTEPH C
MOYOM OenkoB (Mpexae BCEero aJlbOyYMHHOB) W3-3a HAPYIIECHUS MPOHHUIIAEMOCTH
rIoMepysipHOro GuibTpa. [ umonpoTenHeMusI TPUBOIUT K CHIDKEHHUIO OHKOTHYECKOTO
JABJICHUS TUIA3MbI, M3-32 YETO KUIKOCTh HE MOJHOCTHIO BO3BPAIIACTCS B COCYAHMCTOE
pyciio, a 3aJep>KUBAeTCS B TKAHSIX, YTO W OOYCIIOBIMBAET Pa3BUTHE HEPPOTUUECKUX



OTEKOB. B WX BO3HMKHOBEHHH HEMAJOBAXHOE 3HAYEHUE HMEET COCTOSIHUE
IMMQPaATUYECKUX KanWwUIApOB, TaK Kak THUIEprujaparalnus TKaHU BbI3bIBAECT 11O
MEXaHU3MY OOpaTHOM CBA3M KOMIIEHCATOPHOE YCWJIEHHE JTUM(OOTTOKA U YJAJIECHUE C
IUMQPON TKAHEBBIX OEJIKOB, YTO CHUXXAET OHKOTHYECKOE JIaBJICHUE MEKTKAaHEBOU
KUAKOCTU. [logOOHBII KOMIIEHCATOPHBIA MEXaHU3M CIIOCOOEH /10 OIpPEAeSIEHHOIO
IIpeiesia NpensTCTBOBATh PA3BUTHIO OTEKA IPU T'MIIONPOTEUHEMUH.

Hecmotpss Ha 1oka3aHHYIO poOJib TUIOATBOYMHHEMHUU B Pa3BUTHH HE(YPOTUUECKUX
OTEKOB, YETKOM MaTEeMaTUYECKON 3aBUCUMOCTH MEXKIY YPOBHEM TMIIONPOTEUHEMHUU U
CTEIICHBIO OTEKOB HE MpOCIEKHUBAaeTCs. bosee TOro, OTEKM MOTYT BOBCE HE
pa3BUBATHCS, JAKE MPU BBIPAKEHHOM CHUYKEHUU YPOBHA albOYMHUHOB B KpoBHU. Tak, y
OOJBHBIX C BPOXKIEHHOM THNOATBOYMUHEMHUEH, CBSI3aHHOM C BpPOXKICHHBIM K€
ne(EeKTOM CKOPOCTH CHHTE€3a aJlbOyMHUHOB, OTEKM MOTYT HE BO3HUKAaTh Jaxe IpHU
NPAKTUYECKH TOJHOM OTCYTCTBHM allbOYMHHOB B KPOBH. DTO, BO3MOXHO, CBSI3aHO C
BKJIFOUEHUEM PA3JIMYHBIX KOMIIEHCATOPHBIX MEXaHU3MOB (yCWiIeHHE JUM(POOTTOKA,
HIYHTUPOBAaHUE KpPOBU UEpE3 apTEpUOJIOBEHYJSIpHBbIE aHacTomo3bl). Kpome Toro,
npumepHo B 10% ciaydaeB mpu He(POTUYECKOM CHUHAPOME pPA3BUTHE OTEKOB
IIPOUCXOJUT 110 AJILTEPHATUBHOMY IIyTH, IIPU KOTOPOM BENYLIEH SABIIAETCS IEpBUYHASA
[I0YeYHask PETECHLNs HATPHUSL.

Kanaceunduxanus.

HC noapasnenstor Ha uauonaTUdeckuil (MepBUYHBIN) U BTOpUUHBIN. nnonaTudeckuit
HC pa3BuBaercs npu 3a00sieBaHUSX COOCTBEHHO KiyOO4ukoB mouek. Bropuunsiii HC
BBI3BIBACTCS ~ MHOTOYMCIIEHHOM TpyNmoWd  pa3iuyHbIX  3a00JeBaHUM, KOTOpHIE
oOyciaBnmuBaioT (opmupoBanue crnenupuueckor Hedpomnatuu. B 3aBUCHUMOCTH OT
OTBETa Ha CTaHJAPTHBIM Kypc Tepanuu NpeIHU30J0HOM HeDPOTHUUYECKUH CHHIPOM
NPUHATO  JCJIWTh HA  CTEPOMIUYBCTBUTENIBHBIA W CTEPOUAPE3UCTECHTHBIN.
CrepoumuyBctButenbHbIi HC - Kak mpaBwiio, 3TO J1eTH ¢ OOJIE3HBIO MUHHUMAIbHBIX
m3menennit (bMMU); pemuccust mocturaercss B TeueHHe 2-4 Hedenb, €€ y YacTH

MalUEeHTOB - K 6-8 Henene U ToNbKO y 4% - uepe3 12 Hefenb oT Havasia JeYeHUs:

® CTEPOMIYYBCTBUTENbHBIN, HEPEUUAUBUPYIOIIMI I[OCIE€ OJHOKPATHOIO Kypca

CTGpOI’II[HOﬁ TCpaliuu ¢ IOCTUKCHUEM IIOJTHOM JJIMTEIbHOU PEMUCCHUH;



L CTCpOH,Z[‘IYBCTBPITCJIBHBIﬁ, HC4YaCTO pGHI/I,ZII/IBI/Ip}IIOH_II/Iﬁ - IIOCJIEC HOOCTHIKCHUA
PEMHUCCHUH 110 OKOHYAHHIO IICPBOI'0 KypCa CTCpOPI,ZIHOﬁ TCpaln pCuuaAnuBbl OTMCUYAIOTCA

pexe, 4em 2 pasza B 6 MECSIIEB;

L CTGpOHI[‘-IYBCTBI’ITGHBHLIﬁ, qacCTo pGHI/II[I/IBI/Ip}IIOHH/Iﬁ - IIOCJIC JOCTHKXCHUA PCMHUCCHUHU

PELIUJIUBEI - HE pexke 2 pa3 B 6 MecCIICB;

L CTePOI/II[‘IYBCTBHTeHBHBIﬁ CTCpOHHBaBHCHMBIﬁ - peunanB pa3BUBACTCA IIPU CHUKCHUHN

A03bI IIPCIHNU30JIOHA WJIX HC ITO3JHEC, YCM YCPC3 2 HEeJIeIU IOCIe OTMEHBI npcemapara,

® [103/IHCUYBCTBUTEIBHBIA - pEMHUCCUSA pa3BHBaeTcs depe3 8-12 Hexenb OT Hayana
crepouninoil Tepanuu. CrepouapesucteHTHsli HC - oTcyTcTBHE OTBETa (pEMUCCUM) Ha
8-HexenpHBIN Kypc mpennn3oiona (2d). Bropuuno crepounpesucrentasiii HC - yrpata
YyBCTBUTEJIBHOCTH K KOPTUKOCTEPOUIHON TEPAUM MOCIIE IEPBUYHOIO OTBETA Ha HEE.
Jlnst geteit Gonee xapakTepeH WAMONATHYECKUM HEePOTUUYECKHM CUHAPOM, KOTOPBIN
neboTtupyer B Bo3spacte  4-6 €T M NPEUMYIIECTBEHHO  SIBJISIETCS
CTEpOMIUYBCTBUTENbHBIM (M0  85%  cmyuaeB). Ilpu  crTepouape3ncTeHTHOM
He(DpOTHUUECKOM CHUHAPOME Yy JieTe crapiie 6 JeT Mop(oaornyeckoil OCHOBOW 00JIe3HU
yarie sSBageTcs (GOKATbHO-CETMEHTAPHbBIN TJIOMEPYIOoCKIepo3 (10 45% ciydaes), pexe
— b dy3HbIN Me3aHTUOIpoJuepaTUBHbIN rIIoMepyaoHehpUT W

MeMOpaHoNpoIu(epaTUBHBINA TIIOMEPYIOHEPPUT.

Kiaunnyeckast kKapTuHa

[lepBbIM KIMHUYECKUM CHMIITOMOM, 3aMETHBIM Ui OOJBHOTO M OKPY’KaIOIIUX,
ABISAIOTCA OTeKU. OHM MOTYT Pa3BUTHCS MIOCTETICHHO WIIN K€ CTPEMUTENBHO, TOCTUTHYB
creneHn aHacapku. llepudepuueckre OTeKH BBIABIAIOTCA B 00JacTH BEK, JIHIIA,
NOSICHUYHOM 00JIaCTH ¥ TIOJOBBIX OPTraHOB, MOTYT PpacCHpOCTPaHATHCA Ha BCIO
MOJKOXKHYIO KJIETUaTKy, pacTsaruBas Koxy N0 oOpa3zoBanus striae distensae. B 3to
BpeMs y OOJIbHBIX MOTYT OOpa30BBIBATHCA TPAHCCYNAThl B CEPO3HBIE MOJIOCTHU: OJIHO-
WIN BYCTOPOHHUN THJIPOTOPAKC, aclUT, TUAPOIEPUKAP.l; BOZMOXKHO Pa3BUTHE OTEKa

snerkux. Orteku MATKHUEC, ITIOJBHKXHBIC (CM@H.IaIOTCH C HU3MCHCHHEM IIOJIOKCHUS TCJIa
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OONMBLHOTO), 4YACTO AaCCHUMETPUYHBIE W3-3a TOJIOKEHHS Tella WM TpomOo3a
MOBEPXHOCTHBIX BeH. lIpu oOcnenoBaHuM mMmalMeHTa O0sA3aTEIbHBIM  SIBISIETCS
U3MEpPEHUE apTEPHAIbHOTO JABJIEHUS, KOTOPOE MOXKET OBbITh MOBBIIICEHO Yy JETed C

aKTUBHOU CcTaguell He)pOTUYECKOrO0 CHHIPOMA.

Ju¢pepeHunanbHast IMATHOCTHKA

Huddepenupanbias  AMArHOCTUKA ~ HPOBOJUTCS  MEXAY  Pa3UYHBIMU
MOP(OJOTUYECKUMH BapuaHTaMU HEPPOTUYECKOTO CHHAPOMA U JPYTUMH THUIIAMU
rJIOMepyJonaTui, KOTOPbIe MOTYT ObITh MPUYUHONU HEPPOTUUECKOTO CHHIPOMA.

1. boae3nr MuHuMaabHbIX udMeHeHuii (BMM) — HambOosiee yacTas mpUYHHA
UIMOTIATUYECKOTO HEPPOTUIUECKOTO CHHIAPOMA Y JIETEH.

2. ®okaJbHO-CerMeHTAPHbIN rJI0oMepyJiockiaepo3 (PCI'C) - ogHa U3 OCHOBHBIX
dbopM  CTEPOUIPE3UCTEHTHOTO  MJIUOMATHYECKOTO  HEPPOTUYECKOIO0  CHUHAPOMA,
cocraBisier 10-18% ciydaeB cpenu Bcex AETe ¢ MAMOMATHYECKUM HEPPOTUYECKUM
cuHapoMoM U 45% B 1eJIOM B 7 CTPYKTYpE CTEPOUJIPE3UCTEHTHOIO HE(PPOTUUECKOTO
cunapoma. J[uarnoz ®CI'C ycranaBnuBaercs 1o pe3yjbraTaM OUOTICHH MTOYKH.

3. BeicTpo-nporpeccupyrouuii riaoMepyiaoHeppur  MOP(OJIOTHUECKH
xapakTtepusyercs (opMupoBaHueM TmodyiayHuir Oonmee yemM B 50 % KiyOOYKOB.
Knunanuecku 3a0oneBaHuEe MPOSBISETCS MPOrPECCHPOBAHMEM J0 KOHEYHOW CTaJauH
XPOHUYECKONW TMOYEYHOM HEAOCTATOYHOCTH B TEUEHUE OT HECKOJbKUX HEAECIb 10
HECKOJIbKUX MECSLIEB.

4. MemOpanonposndepaTuBHbIH (Me3aHTHOKATIMJLISIPHBIN)
riaomepyaonepput (MIII'H) nHeuactoe 3abosieBaHne y JeTe, 0ojiee XapaKTEepHO s
MOAPOCTKOBOTO Bo3pacTa. HedpoTrwueckuii CHHAPOM HOCHT CTEPOMAPE3UCTSHTHBIN
XapakTep, B OOJBITMHCTBE CIIy4aeB COUETACTCS C TeMaTypuid U TUIIOKOMILIEMEHTEMHUEH.
Beigensitor 2 tuna MIITH, pasnudarommecs: 3J€KTPOHHO- MHUKPOCKOINMYECKA U
MEXaHU3MOM aKTUBALIMM KOMILIEMEHTA.

5. MemOpano3nass HedpomaTusi - yYacrtas NOPUYMHA HJIUONATHYECKOTO



HE(POTUUECKOTO CHUHApOMA Yy B3pocibiX (m0 50% ciydaeB). Y gerell Hanbojee 4acTo
BCTpEUaeTcsi BTOpUYHAs MeMOpaHO3Has Hepomatus TMpU CUCTEMHOM KpacHOU

Botuanke (CKB), BupycHom renarure B, cudunuce, manspun.

JInarnocruka

Jlnarno3 yctaHaBIMBAECTCsl HA OCHOBAHUU HAJIMYUS TPUAIbl CHMITOMOB: - TPOTEUHYPHS
6onee 3r/cyr ( >50 wr/kr/cyt); - runoansOymuHemusi (MeHee 25 1/1);

runepiaunuaeMus. B HopMe y 370pOBBIX JIt0/Iel MOKET 0OHAPYKUBATHCS IPOTEUHYPHS,
HO He Oonee 150 mr/cyT. [Ipu nosiBieHNK NPOTEMHYPUHU TpeBbIIIatomend 50 Mr/Kr/cyT.,
T.e. 3 T/cyT. u Oojiee W/WIM TOSBICHUU TEPUPEPUUYECKUX OTEKOB, HEOOXOIUMO
IIPOBEICHHE J1abOPaTOPHBIX TECTOB (OMpENETIeHUE YPOBHS albOyMHHA, XOJECTEpUHA

KpPOBH) JIJIsl TOATBEPKICHUS TUArHO3a HEPPOTUIECKOTO CHHAPOMA.
JlabopaTopHblie UCC/IeI0BaHUS

e CytouHas skckpenus 6emka ¢ modoir >50 mr/kr/cyt wiam >40 mr/m2 /cyt, T.e. 2,5
r/cyT u 6onee. [Ipu HEBO3MOKHOCTH OMPEEICHUSI CYTOUYHOM IKCKPEIMH OeyKa JUis
YTOYHEHUS CTENEHU TMPOTCHHYPHUH MOXET OBITh HCIIOJB30BAHO OMpEICICHUE
OTHOIIEHUSI YPOBHS DKCKPETUPYEMOro Oellka K KPEaTMHUHY B Pa30BOM MOPIIMU MOYH.
Otor  K03pGUIMEHT  JOCTOBEPHO  KOppEIUupyeT C  YPOBHEM  CYTOUYHOM
npoteunypun/1,73mM2 Dxckpenus o6enka (r/cyt/1,73m2 )= (6enok r/1*0,088)/kpeaTuHUH

MOYH (MMOJIB/T)

e ['emMaTypusi He XapakTepHa AJi1 HEPPOTUUECKOTO CUHAPOMA, HO MOXKET CONMPOBOXK/IATh
€ro, SBJSSACH TMPU3HAKOM MpoJiu(epaTHBHBIX BapHAHTOB IJIOMepyJioHe(dpuTa,
HACJIEICTBEHHOTO0 HepuTa U T.A., MOXKET ObITh Pa3HOW CTENEHU BBIPAXKEHHOCTHU — OT
YMEPEHHOU 10 MaKpOreMaTypuH, JEUKOUUTYPHUS TAKKE MOTYT PUCYTCTBOBATh Yy JETEH

C He(DPOTHUYECKUM CHHIPOMOM.
¢ bLOXMMHUYECKHN aHAIN3 KPOBHU:

['unonporenHemus: oo 6e10K KpoBu cHrkaeTcs 10 40-30 r/m.



FI/IHepHI/IHI/II[eMI/IHI HauboJee XapaKTCPHO MMOBBIMICHUEC COACPIKAHHNA B CHIBOPOTKEC KPOBU

XOJICCTCPHHA, TPUTIIMLHCPUI0B, a TAKKE JUCIUIIOIIPOTCUICMHUSI.

[Ipu wuccmenoBanny OMOXMMHYECKOTO aHAM3a KpPOBH CJEIYyeT O0O0pamarhb
BHUMAaHWE Ha YPOBEHb KPEATUHUHA (MOXKET OBIThH MOBBIIICH), YTO SIBISETCS CIACACTBHEM
THIIOBOJIEMUN TP HEPPOTHYECKOM CHHAPOME, CHIDKECHUH YPOBHS DSJIEKTPOJIUTOB

(TUmoHaTpUEMHUS, TUITOKATIBLIUEMHS ).

e Koaryigorpamma: TOBBIIIEHHE YpOBHA (UOPUHOrEHAa, CHIDKEHHUE YpPOBHSA

antTutpoM6OuHa I B chIBOpOTKE KpOBU, TPOMOOIIHO3.

e OOmmi aHaau3 KpoBU: BbicOKasgs COD gBIAETCS NPU3HAKOM AKTUBHOCTHU
HE(PPOTHUUECKOTO CHHIpPOMA W THUIONPOTEMHEMUHU. JIEHKOUHMTO3 MOXKET OBITh
CIIEICTBHEM KakK IpHeMa KOPTHUKOCTEPOUIHBIX IIPENaparoB, TaK M IPOSBICHHUEM
OakTepuanbHOW MHQEKIMU, KOTOpash YacTO OCJIOXKHAET TeYeHUE HePPOTUUECKOro

CHHJIpOMA.

K [onosHUTENbHBIM JIA0OPATOPHBIM HUCCIEIOBAHUSIM, HCIOIB3YEMBIM IS
YTOUHEHHsI TeHe3a He(POTUYECKOro CHHIPOMA, OTHOCST: - BHUPYCOJOTHYECKUE
UCCJIEIOBAHMS: Mapkepbl BHpycoB rematuta B, C, nenpra; - MMMYHOJOTHYECKOE
uccienoBanne kpou: antu-JIHK, AH®, C3-¢pakums xommiementa, ACJI- O,
KPUOTJIOOYJIMHBI; - TEHETHYECKOe HCCIENOBaHUE TPU  CTEPOUAPE3UCTEHTHOM
HEe(DpPOTHUUECKOM CHUHIpOME Uil ompeneneHus myrtanuu reHoB Heppuna (NPHSI) u

nogonuHa (NPHS).
O0s3aTenpHble THCTPYMEHTAIbHBIE UCCIEI0OBAHUS
1. U3mepenne A/l, B TOM 4nciie CyTouHOE€ MOHUTOpUpOoBanue AJl.

2. Ox0-KI': onienka MmophoMeTpruiecKuX MmapaMeTpoB CepIla U KPYITHBIX COCY/IOB TIPH

OTEKaX, apTEPUAIILHOIN THIIEPTEH3HH, BBISBIIEHUE TMAPONIEPUKAP/IA.
3. OKI': BbIsSIBJIEHUE TPU3HAKOB BO3MOXHBIX 3JIEKTPOJIUTHBIX HAPYIICHUMN.
4. Y3U nouexk (¢ gomrieporpadueii BHyTPUIOYEUHBIX COCYA0B).

5. I[GHCI/ITOMGTPI/IH IMOACHHUYHOTO OTACIa IIO3BOHOYHHKA HIIHN peHTFCHOFpa(bI/ISI

TpyOUaTBhIX KOCTEH: OIIEHKA CTENICHHU JIEMUHEPATU3AINH KOCTHON TKAaHH,



6. IlynkunonHass Ouorncus TOYKM TO TIOKa3aHUSIM C TOCIEAYIOUIEH CBETOBOM U
AIIGKTPOHHONM MHKPOCKOTIMEH TOYEYHOM TKaHW MJii YTOYHEHHUS MOPQOJIOTUU ee

HOBPEXKICHUS.
[TokxazaHusi kK GUOINICHUU IOYKU ITPU HEPPOTUUECKOM CHUHIPOME:!

® CTEPOUJPE3UCTEHTHOCTh HE(PPOTUUECKOTO CUHIpOMA (TIEpBUYHAS U BTOPUYHAs );
e HC y nereii mnaaue 1 roga u crapmie 12 ner;

e yepes 2-2,5 roga nocie JICYCHUs! IUKIOCIIOPUHOM A.

Jleyenue

Lenu Tepanuu:

1. CHM)KEeHME aKTUBHOCTH WJIM IOCTUKEHHE PEMUCCUU HEPPOTUUECKOTO CUHIpOMA.
2. YMmeHbllleHne BIUSHUS PaKTOPOB MPOrpecCcCUupoBanus HeponaTru.
HemennkamMeHTO3HOE JieueHHE

1. Pexum ¢usnueckoit Harpy3ku. OrpaHuyueHue JIBUTATEIIBHOW aKTHBHOCTH HE

IIOKAa3aHO.

2. Huera. PexkomeHayercss (PU3HOJOTMYECKUM ypOBEHb MOTpeOeHus Oenka.

OrpaHnydeHue Cou MpU HAUTMYUU OTEKOB U apTEPUATIBHON TUIIEPTEH3NH.
MeaukaMeHTO3HOeE JieueHne
JleyeHue cTepOMIYYBCTBUTEIBHOIO HE(PPOTHUUYECKOI0 CHHAPOMA

1. Koptukocrepouas! (KC) CtangapTHbIi Kypc TpeAHU30I0HOTEPANNHN — EPOPATbHBINA
npueM I[Ipennuszonona 2 mr/kr/nens (60 mr/m2 ), MakcuMalnbHas n03a — 60 Mr/cyTkH,
HeNpepblBHO B TeueHne 4-6 Henmenb. Jlanee mnpoBoautcs Ttepanus KC B
aTbTEPHUPYIOIIEM pEXUME, T.€. uepe3 JeHb B 03¢ 2/3 or neuebHoi (1,5 Mr/kr/cyTku
uwmu 40 mr/mM2 , HO He Oonee 40 MI/CyTKM MO NPEAHU3OJOHY) . J[IuTEenpHOCTH
ansTepHupytroniero pexuma npuema KC cocraBnser 4-6 nexnensb. [locne 3aBepiieHus

ATOTO Kypca MPOBOJAT MOCTENEHHOE CHIbKeHue 103bl mo 10 mr/m2 B 7-10 mnHe#t mo
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nosiHOM oTMeHbl. OOmIas amurenbHocTh Tepanuu KC nomkHa cocTaBiarh 4-5 MecsIes.
OCHOBHBIE OCIIO)KHEHHSI TEPAUU: SK30TeHHbIN runepkoptuiuiM (Cuaapom Kymnara),
OCTEONEHUs,  OCTEONOpO3,  KarapakTa, s3BEHHas  OOJie3Hb  JKEIyJKa U
JIBEHAJIIATUIIEPCTHOM  KHILIKH, 3aJ€pKKa poOCTa, apTepuaibHas TUIEPTEH3US,

THUITIOKAJIMCMUA, CTGpOHI[HBIfI I[I/Ia6CT, IMICUXOTHYCCKHUEC PCAKIINH.

IIpu penuauBe HeppOTHUYECKOT0 CHHAPOMA HCIOJB3YIOTCS CIEIYIOUIUE CXEMBbI

JICUCHMU:

L CTaHI[apTHblﬁ KypC KC xak IIpH IICPBOM IIIU30IC. I/ICHOJIL?;YGTC}I B CUTyalluiX, KOI'1a

PCOUINB IIPOU30IICTI ITOCJIC I[J'IHTGJ]LHOﬁ PEMHUCCHH B OTCYTCTBUU CTGpOHI[HOﬁ TCpaIinnu

(6omee 6- 12 mec.)

e cranaaptHbeiii kypc KC 2 wmr/kr/mennp (60 Mr/m2 ) 1m0 AOCTHXKEHUS PEMUCCUU U
COXpaHEHHWU €€ B TeueHHe 3-X AHEH, T.e. JO0 MOJYYCHHs] TPEeX aHalMu30B MOYH 0e3
MPOTEUHYPHUH, C TOCIEIYIONIUM TEPEX0J0M Ha AIbTEPHUPYIOMIMN peXuM TpHemMa

NpeIHU30JI0Ha B A03€ 2/3 ot neueOHol (40 Mr/mM2 ) B TeueHue 6 HeAeb.

JleyeHue cTepoMA3aBHCHMOIO M 4YacTO PeUHMIMBHPYIOLIEI0 He(PPOTHYECKOIO

CHHIpPOMA

HecmoTps Ha XOpommuil INepBOHAYalbHBIA OTBET HA CTEPOMAHYIO Tepamuio, B 50%
ciiy4aeB He(PPOTUUECKUU CHHIIPOM MPHUOOPETAET YacTO PEeHUAUBUPYIOMUN, a B 25% -
CTEepOMI3aBUCUMBIA  Xapaktep. Jlnsg noxagepkaHwsi PEMUCCUU  HPU  4acTo
peuuauBupyomem HC  MOXHO pekoMeHAOBaTh MPUEM MHUHUMAIBHOW  J03BI
MPEIHU30JI0HA B aJBTEPHUPYIOUIEM peKuUMe (MpU OTCYTCTBUU MOOOYHBIX 3(DPEKTOB),
npu  Hed()PEKTUBHOCTU [aHHOM CXEMbl BO3MOXKEH NPUEM MHUHHUMAJIBHOW J103bI
MIPETHU30JI0HA €KEIHEBHO B TedeHHUe Oosee nmuTenpbHOro Bpemenu (6-12 wmec). Ilpu
pa3BUTHH MOOOYHBIX 3P(HEKTOB HA POHE MPOBOAUMON CTEPOUTHON Tepanuu TpedyeTcs

Ha3HAYEHUE aJbTEPHATUBHON UMMYHOCYIIPECCUBHOW TEPAIIHH.

1. Wuruburtopsr xambimueBpuHa: [uxmocropua A (IICA) wunmm  Takpommumyc
[{uxnocnopuH A HazHaudaeTcs B 03¢ 4-6 MI/Kr/neHs B 2 npuema . Havano tepanuu npu
JOCTHXKEHUHM pemMuccuu B ycnoBusax npuema KC npu mepexojie Ha aabTEPHUPYIOUTUN

pexxuM ux npuema. KoHTposs 10cTaTouHOCTH U 3 ()EKTUBHOCTH 10361 OCYIIECTBISETCS
9



OIICHKOW 0a3ajpbHOTO YpOBHS KOHIICHTpanuu [lukiocmopuHa B CHIBOPOTKE KPOBH, T.€.
JI0 YTPEHHETO MpuemMa J103bl, HO 00s13aTeNbHO yepe3 12 yacoB mociie mpueMa BeuepHei
no3el (CO), a Takke yepe3 2 yaca mocie npueMa yrpenneit 1o3el (C2). JnurenbHOCTh

Tepanuu He MeHee 2 JIeT.

Heobxoaumas Tepanestuueckast koHueHtpamus LICA:
e CO- 80-120ur/™MI1;

e C2-700-1200 Hr/mi.

O¢pdextuBHocTh 70 80-90%. OCHOBHBIE OCIOXKHEHHS Te€panmuu: HEPPOTOKCUYHOCTD.
[Ipu cHmwxenun ckopoctu kiyoOoukoBoi ¢unbTparuu (CK®) na 30% pozy LICA
yMeHbIIAalOT BABOoe, npu cHWkeHun CK® na 50% - ormewnstor npenapar. [lpwm
JUINTEIBHOCTU Tepanuu Oosee 2,5-3 jeT peKOMeHAyeTcsl MpoBeaAeHue HePpOoOHOICuu
JUIS  BBISBJICHUS BO3MOXKHBIX MOpP(OJIOTUYECKUX IPU3HAKOB IUKIOCIIOPUHOBOM
TOKCUYHOCTH (IIOBPEXKACHUE SMUTENUS KaHAJIbLIEB, CKJIEPO3 MHTEPCTULUS U CTEHOK
aprepuoin). Tawke cpeaun mnobounbix nevictBuii [ICA — renmaTOTOKCHYHOCTD,
TUIEPYPUKEMHUS, THUNEPTPUXO03, TUNEPKATUEMUs, TUIIOMAarHe3UeMHus, TUIEPILIa3us
neceH. Takponumyc, CXoA€H MO MexaHu3Mam JeictBus ¢ LlukiocnopuHom A —
Ha3HavaeTcs B HauyanbHOW mo3e 0,1 Mr/kr/cyr B 2 mpuema IpH KOCMETUYECKUX
no0ouyHbIx 3¢¢ekrax L[lukiocnopuHa A WM €ro HeAOCTaTOYHOUW 3((PEKTUBHOCTH.
[ITupokoro npuMeHeHUs1 y AETE€N B HACTOsAILIEe BpeMs eule He noayuwi. [lo manHbM

HEMHOTOYHMCIICHHBIX HccienoBanuii 3¢ dexkTuBHOCTH 10 60-80 %.

2. Mukodenonata modpetun* (MMO®). Ilpenapar HazHauyaetcss B go3e 20-30 mr/kr
(1200 mr/m2 , me 6osiee 2000 mr/cyT) B 2 npueMa. JiutenbHOCTh HE MeHee 12 MecsIeB.
B OCHOBHOM, OCIIOKHEHUSI TEpanud MUHUMAaJbHbIE, MPEUMYIIECTBEHHO NUCHYHKIUS
XKKT; omHako, BO3MOXHO pa3BUTHE JICMKOIIEHUHW — HEOOXOIMM KOHTPOIb aHaIu3a
KPOBHU,B Clly4ae CHWXXEHHE dYHucCia JelkonuToB Hmwke 5,0x109/m, mo3y mnpemapata
pexkoMeHayeTcst yMeHbIUTh. D dexktuBHOCTh 10 30-40%. Bo3mMokHO Hcnonb30BaHUE

npu [{CA - 3aBucumoctu uiu [{CA- TOKCUYHOCTH.

3. Jlnutenvublii mpuem (12 wmecsauneB u 0Oojee) MHUHUMAIbHO JOCTATOYHBIX IS

nojepxkaHus pemuccuu 103 [lpeqHn3onona noj KOHTPoJIeM ero moOo4HbIX 3(PPeKToB.
10



4. Anxunupyroue arentel: Lukmodochamun, XmopamOymun ( mpu YPHC, npm
C3HC). lo3a mukmnodocdamuia cOCTaBIsIeT 2 MI/KI/AeHb, ITUTEIbHOCTh Tepanuu — 8-
12 Hemenb, MakcUMalibHas KyMyJsTHBHas jJo3a — 168 wmr/kr, Tepanus
ukiaodochaMuIoM MPOBOAUTCS TOJIBKO TOCHE JOCTHXKEHUS pemuccuu Ha (¢oHe
nepopasibHOTO TpueMa npeaHu3oiona. Jlo3za xmopambynmia cocrasiser ot 0,1 g0 0,2
MI/KI B albTepHUpYIOIIEM pexume. JmutenbHocTh Kypca — 8-12  Henmenb
MaxkcumanbHast KymyssituBHast 1o3a — 11,2 mr/kr. OCHOBHBIE OCIOXHEHHs TE€paruu:
UTONICHUS,, WH(MEKIIMOHHBIC TMOPAKEHUS, TOKCUYECKUU TEeMaTUT, TreMOpparuvyecKuit
HUCTUT. ['OHATOTOKCMYHOCTh PAa3BUBACTCS MPU JOCTUKECHUU KYyMYJISITUBHOM J103bI 250
Mr/kr s nukiodochamuna u 10 Mr/kr ans xmopamoOyumia. IpheKTUBHOCTh HE OoJiee

30-50%. [ToBTOpHBIE KYPCHI TEPAITUU ANTKWIAPVIOMIUMI ar€HTaMU HE PEKOMEHIYIOTCH.
y

5. JleBamMu3011 B J103€ 2,5 MI/KT B aJbTEPHUPYIOLIEM PEKUME B TeUeHUE 12 MecAIeB Mo/

KOHTPOJIEM YPOBHS HEUTPOPUIOB KPOBH (KOHTPOJIb HEUTPOTICHUH ).

6. Purykcuma®b - MoHOKIOHanbHble aHTHTENa K CD20 numdoumram. BBogutcs
BHYTPUBEHHO B jJ03¢ 375 Mr/mM2 exeHenenbHo B TeueHwe 4 Hexenb. J[anHble 00
3¢ ()EeKTUBHOCTH B HACTOAILLEE BpeMs HEMHOTOYMCICHHbl. JlaHHas  Tepamnus
PEKOMEHIyeTCsl TOJIBKO MPHU HEIPPEKTUBHOCTU MPEAIIECTBYIOMIMX METO/IOB JICUEHUS U
TSOKCIBIX MOOOYHBIX AP(PEKTax CTEPOUAHON M OPYTMX BHJIOB MMMYHOCYNPECCHUBHOM

TEepAIUU.

Muzopubun (otcyrcTByeT B ['ocpeectpe siekapcTBeHHBIX cpenctB PD) u Azarnonpun
HE PEKOMEHIYIOTCS JUISl JICUEHUS YaCTOPCUMAUBHPYIOLIETO U CTEPOUI3aBUCUMOTrO

HEe(DPOTHUUECKOTO CHHIPOMA.

JleyeHue cTepouIPe3NCTEHTHOIO He(PPOTHIECKOTO CHHIPOMA

doKkanbHO-CErMEHTapHBIA TIIOMEPYJIOCKIEPO3 — HanboJiee JacTas MPUYUHA Pa3BUTHS
CPHC (40- 50%) B merckom Bo3pacte. KoHcTaTauusi CTEpOUJIHOM PE3UCTEHTHOCTH

BO3MOYKHA TIOCIIe 8 HeNleNb CTEPOUTHOM Tepanuu 0e3 dddexTa.
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NmmyHocynpeccuBHAsI Tepanus

1. B kauectBe mnepBoHauasbHOM Tepanuu CPHC (mocne 8-HemenpHOro Kypca
NPEIHU30JI0HA B TEPareBTHUECKON /103€) PEeKOMEHAYEeTCs Ha3HaueHHWe HHTUOMTOPOB
KaJblIMHEBPHHA B TEYEHHWE MHHUMYM O MeECsIeB, MpHU JOCTH)KCHUU YaCTHYHOU
PEMUCCHHU B 3TU CPOKU — PEKOMEHAYETCS POJIUTh TEPANUI0O MUHUMYM 110 12 MecsIeB.

Bo3moxHO coueTaHHOE IMPUMCHCHHUC HU3KOM J03bI HpeI[HI/IBOJIOHa.

2. Ilpm otcyrctBun 3ddexrta OT Tepanud HWHTHOUTOpAMHU  KaJbIIMHEBPUHA

PCKOMCHAYCTCA HA3HAYCHUC MI/IKO(bGHOJIaTa MO(l)CTI/IJI.

3. Takxe  BO3MOXHO  MNpPOBEACHUE  TEPANUMU  CBEPXBBICOKMMH  J103aMU
Metunnpenuuzonona 30 mr/kr, He 60see 1000 Mr Ha BBeIeHHE WJIM KOMOMHUPOBAHHOMN
TEeparul Pa3IndYHBIMA HUMMYHOCYIIPECCUBHBIMH IMpENApaTaMu IO WHIAWBHIYaJIbHBIM
cxemMaM YOEQUTENbHBIX JaHHBIX O BBICOKOW 3(P(EKTUBHOCTH LHUTOCTaTUKOB B
HacTosee BpeMsi HeT. IIpoBoasitcs uccinenoBaHus MO HM3YYEHHUIO 3(PQPEKTUBHOCTU

Takponumyca u putykcumaoa y aereit ¢ ®CI'C.

B cayuae pa3BuTus peuuanBa HEPPOTUUECKOTO CHUHAPOMA TIOCHIE JOCTHXKCHUS
pemuccun npu CPHC, pexkoMeHI0OBaHO Ha3HAYEHHE TJIFOKOKOPTHKOCTEPOUJIOB,
BO3BpAIlleHNE K MpeAnecTBytomei 3hPeKTHBHON UMMYHOCYIIPECCUBHON TEPAIUK UITU
HAa3HAYCHUE aJIbTEPHATUBHOTO MMMYHOCYITPECCUBHOTO npenapara TUISL

MPEeIO0TBPAIICHUS TOKCUYECKOT0 P deKTa.
CuMnToMaTu4yecKasi Tepanust

JuypeTtrueckue npenaparbl LIMPOKO UCHOJIB3YIOTCS IS JISUeHUs OONbHBIX C OTEKaMHU.
HauGoinee yacto ¢ 3TOM 1ENbI0 NPUMEHSIOTCS TMETNeBble AuypeTuku: dypoceMus B
BO3pAcTHOM J103UpOBKE. MHOTMM OOJIbHBIM C aKTHUBHBIM HE(POTUUECKHUM CHHIIPOMOM,
runoanbOymMuHeMuen u pedpakTepHbIMH OTE€KaMHU IS TOJIYYEHHUs aJeKBaTHOTO
Iype3a, MOMUMO TIETJIEBBIX JUYPETHUKOB, HEOOXO0AMMO BHYTpHuBEeHHOE BBeaeHue 20%
pacTBopa ansOymuHa nos koutposieM ypoBHs AJl, UCC u 3xo - kapauorpaduaeckux
nokasareisieid cocyauctoro oorema. [lpu pedpakrepHbIX OTEKaxX HUCIONB3YIOTCA TaKKe
COUETAaHMWE TNETIEBBIX JUYPETHKOB C THa3uAaMu [ WApOXJIIOPOTHA3HA WU

CHI/IpOHOJIaKTOH B BO3PACTHBIX HO3UPOBKAX.
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[unoren3uBHass u HEPPONPOTEKTOpHAs Tepanus. biokama peHWH-aHTUOTEH3WH-
QJIBIOCTEPOHOBON CHUCTEMbl WHTHOMTPAMH AHTHOTCH3WH MpEeBpaIIaroniero GpepmMeHTa
(MATID): dosunHonpui, DHaNANPUI UHIAUBUAYATBHBIA MOAOOpP 103bl, B cpeaneM: 0,1-
0,3 mr/kr mo do3mHONPHIY W OJOKaTOpaMH AaHTHOTEH3WHOBBIX perentopoB (BAP)
OKa3bIBAIOT TMIIOTEH3UBHBIN, aHTUITPOTEUHYPUUECKUN M aHTUCKIEPOTUYECKUM 2 DEKT.
[IpumensitoTcst npu  OTCYTCTBUM d(ddexTta OT paHee MNPOBOAUMBIX BCEX BHUOB

UMMYHOCYIIPECCUBHOM TEPAIHH.

Takke MOTYT IPUMEHSITHCA OJIOKATOPhl MEAJICHHBIX KaJIbIIMEBBIX KAaHATOB: AMIIOIUIIUH
win Jlampmaunuea u OGJIOKAaTOphl peuentopoB aHruoteHsuHa II: Dmpocapran winu

H03apTaH B HHINBUAYAJIbHO HOI[O6paHHI)IX AO03HUPOBKax.

Koppeknust octeonenuu u octeonopo3a. Konexanbuudepon (Buramun D3) B noze
1000-3000 ME B cyTku B codetanuu ¢ npenaparamu kaiabius. 1000-1500 mr/cyt (1o

QJICMCHTAaPHOMY KaJII)III/IIO).

Benenue nerei ¢ HeppoTHIECKMM CHHAPOMOM
IToxka3zaHua K rocnUTAIM3AMUN

Bce pnetm B AaKTUBHYIO CTagul0 HEPPOTUYECKOTO CHUHAPOMA JOJKHBI OBITh
TOCIUTAIM3UPOBAHbI B CIELUAIU3UPOBAHHOE OTHeeHue. Jletn B craauu peMuCcCuu
MOTYT HaOJI0JaThCid B aMOYJIAaTOPHBIX YCIOBHSIX C peryispHsiM (1-2 pa3za B romn)
CTAllMOHAPHBIM CIEUAIN3UPOBAHHBIM OOCIIEOBAHUEM B YCIOBHUSX KPYIJIOCYTOYHOI'O
WIM JHEBHOTO MpeObIBaHUA. JIUTENbHOCTh MPEeObIBaHMS B CTAllMOHAPE COCTABISIET B
cpeademM 14-21 nenw npu aeOr0Te W peruauBaX HE(OPOTUYECKOTO CHUHIPOMA, TAKKE
NoKa3aHa IUIAHOBas TOCIUTANIM3AIUs C IIeJIbI0 KOHTPOJIBHOTO OOCIENOBaHUS U
KOppekuuu Tepanuu — 1 pa3 B 6 mecsueB. AMOYJIaTOPHO MPOBOIUTCS KOHTPOJb
71a0b0paTOPHBIX MOKa3aTeel: YpPOBEHb MPOTEUHYPUH, KIMHUYECKUM U OMOXUMHYECKUM
aHaJIM30M  KPOBM, KoaryjorpaMMoil  (4acrota oOclieZloBaHHUS  OMpEIeNsIeTcs

WHIUBUYAJIbHO, B 3aBUCUMOCTH OT COCTOAHMA pe6eHKa).
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IIpornos

CreponauyBCTBUTENbHBIN HE(PPOTUUECKHI CHHIPOM - JOCTIKEHHE peMHccud 0e3

cHIDKeHMs GyHKIUH modek- 95%.

Crepouipe3uCTeHTHBIH HEPOTUYECKUM CHUHIPOM - TMPU COXPAHEHUH AKTUBHOCTH
OOJIE3HU TMPOTPECCUPOBAHUE JO TEPMUHAIBHOM CTaJIUd XPOHUYECKOW MMOYEUHOU

HenocTaTouHOCTH. Cpoku nocTukeHusa TepmuHaibHoi XITH B cpennem 5-10 ner.

3akJIroueHue

Taxkum oOpazoMm, Hedportuueckuii cunapom (HC), xapakrepusyromieics MacCHUBHOMN
MPOTEUHYPHUEH, TUTIOATLOYMUHEMUEH W BBIPAKEHHBIMU OTEKaMHU, SIBJISIETCS HamOoJiee
pacupoCTpaHEHHBIM MATOJOTMYECKUM COCTOSIHUEM, MOPAXKAIOIMIKUM  KIIyOOUKOBBIN
anmapar MOYKH y gnerel. ['mcroimornueckumu ocHoBamH wuavonatudyeckoro HC,
HaOJI0aeMOro B JIETCKOM BO3pacTe, SBISAIOTCS 00J€3Hb MUHUMAJIbHBIX W3MEHEHUUN
(BMN), wmezanruomnponudeparuBubiii riaomepynonedputr (Mes3ll'H) u dokanbHo-
cerMeHTapHbiii  riomepynockiepo3 (PCI'C). B mnocnenHwe roasl OTMEYaeTcs
TeHaeHuus Kk pocty crepouapesucteHTHbIX Gpopm HC (CPHC) y nereit. Tak, no nas-
HBIM MEXIyHapOJHOro uccienaoBanus 3adoseanuii mouek (ISKDC), Haunbonee yacto
BcTpeuaemoir Mopdosnoruueckoit hopmoit HC y nereit 611 HeDpUT ¢ MUHUMATBLHBIMU
n3meHeHusiMu. @CI'C u npyrue mopdonornueckue GopMbl HAOIIOAATUCH MEHEE YEM B
10% cnyuaeB. bomnee Toro, 93-98% nereit ¢ BMU u 17-30% ¢ ®CI'C Obutn
YyBCTBUTEJbHBl K CTEpPOUIHON Tepanuu. CTepouIpe3uCTeHTHOCTh HalI01a1ach

npuonusutenbHo y 20% neteit ¢ HC.
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