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Multiple myeloma with renal failure:
Review of literature and own data

V.V. Ryzhko, L.S. Birukova, R.B. Chavynchak,
A.A. Klodzinskiy

SUMMARY

IRenal involvement in patients with multiple myeloma
complicates their treatment and shortens their life span.
Patients with multiple myeloma may have different type of
renal involvement. The spectrum of renal lesions that is
seen in patients with myeloma include «myeloma kidney»,
or cast nephropathy; AL-amyloidosis; monoclonal Ig
deposition disease; and, less frequently, cryoglobulinemic
glomerulonephritis and Fanconi syndrome.

Creatinine levels depend not only on renal function but also
on the muscle mass. Therefore, creatinine levels in patients
with multiple myeloma are not a good marker of renal
function. The reversal of renal failure in multiple myeloma
patients should be studied. At present, there is no specific
treatment for myeloma kidney, and therapy is focused on
controlling the tumor mass. There is substantial progress

in the treatment of multiple myeloma with the introduction
of new drugs including thalidomide, lenalidomide and
bortezomib. Dexamethasone has nephroprotective
properties and keeps importance. Since the kidney injury

in myeloma is mediated predominantly by the excess light
chains, plasmapheresis has often been tried to reduce the
light chain burden on the kidney and reverse nephrotoxicity;
however, the experience with plasmapheresis has generally
been disappointing. A newer dialysis technique that
removes free light chains more efficiently has recently been
described; however, the clinical utility of this technique
awaits further studies. In the conclusion we describe own
results of observation of 75 patients with multiple myeloma
and renal failure.
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[Toueunas HEAOCTATOYHOCTDb
[pHu MHOKeCTBEHHOHU MHEJIOME.

O630p JuTepaTypbl U COOCTBEHHbIE IAHHbIE

B.B. Powrcko, JI.C. buprokosa, P.b. Yasoinuak, A.A. Ki1o0surckutl
PE®EPA AT

HapylweHne yHKUUM NOYEK Y NALMEHTOB C MHOXECTBEHHOW MMENO-
Mon (MM) ycnoxHseT Tepanuio U cokpaliaeT MpoOOSIKUTENbHOCTb
XN3HWU. Mpn MM BO3MOXHbI pasfindHble BapnaHTbl MOPaXKEHUS MOYEK.
B nx cnekTp BXOAAT «MuMenoMHas noyka» (TybynsapHas HedponaTums),
AL-amnnonpgos, 605e3Hb HeaMuIoMgHoOro OENOHMPOBAHUA MOHOKIO-
HanbHbIX UMMYHOTO6YNMHOB N 60Nee pefkne BapuaHTbl — KPUOTo-
OYNIMHEMUYECKNIN HEPPUT U CUHAPOM DaHKOHWU. [MOCKONbKY YPOBEHb
KpeaTMHMHA 3aBUCUT HE TONbKO OT MOYEYHON PYHKLMMK, HO U OT Mbl-
LIEeYHOM Macchbl, 3TOT MapKep MOYEeYHOM HEeAOCTAaTOYHOCTU HE MOXET
cumtaTbes onTumanbHbiM Nnpyu MM. MNMpobnema 06paTUMOCTM NOYEYHOMN
HegocTaTto4HocTn npn MM eLue TpebyeT nayyeHus.

B HacToslwee BpeMsa cneyundmndeckas tepanmsa MMenomMHon Hedpona-
TUM He pa3paboTaHa 1 NevYeHne HanpaeBieHO Ha PedyKLMIO OMyXoeBOW
Maccbl. BBeieHe B NpakTUKy HOBbIX NMpenapaToB, TakKMx Kak Tanmao-
MU, neHanugoMma, 60pTe30MUO, CYLLLECTBEHHO YIYHLLNIO Pe3ynbTaThl
Tepanuu. He noTepsn CBOEro 3Ha4eHus U fekcaMmeTasoH, o6nagatoLni
HedPONPOTEKTMBHLIMN CBONCTBAMM. [MOCKOMBbKY yXyALLIEHNE NOYEYHON
dyHKUMM npyu MM Hanpsmyto CBA3aHO C BAUSHWEM NErkux Lenemn mm-
MYHOrNo6YyMHOB, Nnasmadepes 4acTo NCMNONb30BasIN C LENb YMEHb-
LEeHNA NX HEPPOTOKCUYHOIo BNNAHMA. OgHAKO AaHHbIM MeToq He noja-
TBEPOUN CBOEN 3PPEeKTUBHOCTU. Bonbliee nNpeMmyLlecTBO UMeET,
BO3MOXHO, HOBas TEXHONOMMSA MPOBEAEHUs remoaunanmsa, no3Bossto-
wasa ynanate CBOOOAHbIE NErkne Lenu, HoO Heo6xoAnMbl AanbHenLwmne
nccnegoBaHus Onst onpeneneHns KImHn4eckom ageKTUBHOCTM AaH-
Horo meTopa. B 3aknto4yeHnn NpuBOASATCS pe3ynbTaThl HabntooeHNs 3a
75 nauymeHtamum ¢ MM, oCNnoOXXHEeHHOM NO4YeYHOW HeJOCTATOYHOCTLIO.

KnioyeBble cnosa
MHO>XECTBEHHAasA MMenoma, novevHas HeJoOCTaTO4YHOCTb.
B

BBEJJEHUE

10% remaTo/IOrMYecKHX OIyXoJiell 4eJIo-
BeKa M MPEBOCXOJIUT 10 YaCTOTe TaKHe pac-

MuoxectBennast muesoma (MM) — 3to
MMMyHorJI06y/IMHCeKpeTHpytonias B-kie-
TOUHast JIMM(OMa, OCHOBHOH MOpP(OJIOTH-
4yecKUi cyOCcTpaT KOTOpOH TpeACTaB/eH
nJ1a3MaTHIeCKUMH KiieTkaMu. OHY JloKau-
3yI0TCsl [VIaBHBIM 00Pa3oM B KDOBETBOPHOM
KOCTHOM Mo3re. MM oT/inyaeTcst oT Apyrux
reMo0/1aCTO30B JIMCKPETHBIM PaCIpoCTpa-
HEHHUEM 0uaroB, BHE 30Hbl KOTOPbIX MHe-
JIOMHbIE KJIETKH MOTYT OTCYTCTBOBAaTb WJIH
ObITb B OrPaHHYEHHOM KOJIMYECTBe.

MM — camast yacrasi onyxoJsb Kpo-
BETBOPHOI TKaHH. OHa COCTaBJISIET OKOJIO

MPOCTPaHEHHbIE HO30JIOTHYECKUE (POPMBI,
KaK XpOHHUECKHH MHEJ0JIEHKO3, XpPOHHUYe-
cKu# inMdosieiikos, JuMpoma XoKKHHA,
OCTPbIH MUEJIOWIHBIH JIeiiK03.!2
[TopaxxeHne nmouek — HauboJiee 3a-
KOHOMEpHOE M Cepbe3HOe OCJ0KHEHHE
MM. [Ipu6ausurensto y 50% mnaupen-
TOB B MOMEHT YCTAHOBJICHHST IMATHO3a BbI-
SIBJISIETCS] 3HAUMTEJILHOE CHUYKEHHE KJIM-
peHca HIOTEHHOrO KPeaTHHUHA, U OKOJIO
9% Hy»KIAIOTCS B IPOrPAMMHOM [eMOJIH-
amize.? Y 20% 6oabHbix MM noueunasi
HEJI0CTATOYHOCTb PA3BUBAETCS MPH JAJlb-

[EMaTONOTM4ECKIA Hay4HbIA LIEHTP PAMH, MockBa



NMoye4Has HEAOCTATOYHOCTb NPU MHOXECTBEHHOH MUenome

HeHIIeM TeueHun 3a0oneBannsl. Panusis JeTaabHOCTD (B MepBble
3 mec.) y naupentoB ¢ MM, ocjio)KHEHHOH MOYevyHOH HelocTa-
TOYHOCTBIO, cocTaBsieT 0KoJio 30 %.*

MATOrEHE3 NMOYEYHON HEQOCTATOYHOCTH U BUAbI NOPAXKEHUA

MOYEK NPU MHO)XXECTBEHHOI MUENOME

Jlnst o6o3HaueHns nopaxkenust nouek npu MM B npakTHke Hau-
6oJiee 4acTo UCroJbayercst 06001IEHHbBI TEPMUH «MHEJIOMHast
Hethponatua». Mexay TeM mopaxkeHHe Modyek MpH mapanpore-
HHEMHSIX C TIO3ULHUHA MOPMOJIOTHH U MAaTO(HU3NONOTHH IOBOJBHO
pa3Hoo6pa3HO M BKJIIOYAET CJEIYIOLUIHE BAPHAHTHI: MHEJIOMHAs
TyOyJisipHast HepornaTust (« MHeJIoMHast mouka> ), AL-amusionos
nouek, 60J1e3Hb OTJIOKEHH s JIeKHX/ TSKebIX Lienefi ¢ nopaze-
HUEeM rouek, Hedpponartusi pu KpuorsoOyanHemun [ u 11 Turos,
cunpom DaHKOHH B3pOCJbIX, MJIA3MOKJIETOUHAst MHMUJIBTPA-
Lyst ovek v HekoTopele apyrue. [Tpy MM natosiornyeckne u3-
MEHEHHsI MOTYT 3aTparuBaTh MPaKTHUECKH BCe OT/E/bl HedpoHa

(puc. 1).

Ty6ynapras Heghponatus

[naBHON MpHUUKMHOIT TTOUEUHOH HeoCTaTOYHOCTH TpH MM sBasi-
eTcst MuesioMHast TyGyaspras Hedponarust (cast nephropathy),
pasBUBAIOLLAsICS B pe3yJibTaTe MOpaKeHHsl KaHaslbLeB CBOOO/ -
HBIMH JIeTKUMHU Llenamu uMmyHorjo0ynuHos (CJILL). TyGyasp-
nasi Hecporniatust y GosbHbx MM BoisiBasietcs B 60 % caydaes
TMPH ayTONCHH WK GHonchu novek.® [TopaxkeHne KayGouKOBOro
annapara Jjisi MUeJIOMHON He(hpornaTHH B YHCTOM BHJIe Hexapak-
TepHO.

TyGyasipnast Hedppornartusi 6GoJiee 4aCTo BO3HUKAET Y MallieH-
TOB C BBICOKMM YPOBHEM MPOJIyKLHH H 3KcKpelnn Gesika bBenc-
Jlkonca (BJ), uem mnpu cekpelnu 1eJbHOrO naparnpotenHa.®
B nopme skckpeuns CJILL ve poskna npesbimath 30 mr/cyr.
[Tpu MM BroiBesienne ¢ Mouoit CJILL MoxKeT yBesMuuBaThest OT
100 mr/cyt 1o 20 r/cyr.

Benok BJ ¢unsrpyercs uepes kaybouek M akTHBHO pead-
copOupyeTcst U3 ePBUUHON MOUH KJIE€TKAMH MPOKCHMAJTbHbBIX Ka-
HaJIbLIEB, MOBPEXIAET KAHA/bLEBbIH SITUTE/HUI U BbI3bIBAET M0-
CTeTeHHbIH CKJIEPO3 CTPOMBI ( BOCXOALLHE HEPPOCKIIEPO3).

XapakTepHOl 4epToil MHeJIOMHOH HedponaTHu sBJsETCs
OTJIO’KEHHE BHYTPH MOYEUHBIX KaHAJbLEB JEMO3UTOB, COCTOSI-
1mx U3 6eska BJ, anbOymuna, MyKornpoTenia, KOTOPbIi CHHTe-
3UpYyeTCsl KNETKAMH BOCXOJSLIEro oTesa netiun [ense (6esok

Puc. 1. MNopaxeHne pas3nu4HbIx OTAEN0B HetpoHa NpU MHOXECTBEHHOW
Muenome:

NAMIDD — HeamunongHoe fenoHnpoBaHne MOHOKIOHASIbHbIX MMMYHOI10-
6yn1MHOB
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Tamma—Xopcdosna), OKpy:KEHHbIX TMIAHTCKHMH MHOTOSI-
JIepHbIMU KJleTKaMHu. JIaHHBbIH KOMIJIEKC SIBJISIETCS TOKCHUHbBIM
JUIsi He(DPOIIUTOB, OH TaKKe MPUBOJUT K OOCTPYKIUH JAUCTAIb-
HbIX MOYEUHbIX KaHAJIbLEB U cOOUpPATE/bHbIX TPyOOU€eK, BbI3bl-
Basi BHYTPHUIOUEUHBIN THAPOHE(PO3 U, B KOHEUHOM HTOTE, TH-
6eJib Hetpona.® B ciyuae cHUXKeHKs1 00beMa BHYTPHCOCYUCTOR
JKUJIKOCTH ¥ YMeHblIIeHHs1 06beMa YJbTpadUIbTpallii KOHIIEH -
Tpauust 6eJIKOB B KaHaJlbllax MOBBILIAETCS M co3aloTest Haubo-
Jiee OJ1arorpUsITHbIE YCJI0BHs W1l 00pa3oBaHUsl KPYMHbIX arpe-
raToB, UTO OOBSICHSIET CTOJIb BbIPAYKEHHYIO 3aBUCHMOCTh MEXKTY
YPOBHEM THApATALMH W TMOYEUHOH (DYHKIMEH MPH MHEJOMHON
HeponaThH.

TyGyasipHyto HedponaTuio UHOTJA HE COBCEM BepHO Ha-
3bIBAIOT LUJIMHAPOBOH. O6pazoBaHue LUUJIUHAPOB — OeJKO-
BLIX H/HJIM KJIETOUHDBIX CJICNKOB KAHAIbLEB MOUKH — sBJseT-
Csi BAXKHBIM, HO He OCHOBHBIM 3BEHOM MaToreHe3a HeponaTuu
M Pa3BUTHs MOYEUHOH HEJOCTATOUHOCTH, @ CKOPEe CJEICTBH-
€M MPOTEUHYPHH, THOEJNU W CJAYLUIMBAHHUS KaHAJbLIEBOTO 3IH-
Teqns B pedynbrate Tokcuueckoro aefictBus CJILL u 6emKoBbix
arperartos.

Besok BJ okasbiBaeT cBoe noBpexxaatoliiee 1eHcTBIE 33101
r0 10 PA3BUTHsI KIMHUUECKUX TPOSIBJIEHNH TyOyIsipHOU Hedporna-
THU. Y HEKOTOPbIX MAlMEHTOB MoyeuyHasi HeJI0CTaTOUHOCTb pas-
BHBAETCs yKe T0cJie KJIMHUUeCKOo# MaHudecran MM, uaie
BCero Ha (hoHe BO3MEHCTBHS MPOBOLMPYIOIINX (HAaKTOPOB (THIIO-
BOJIEMHSI, BO3JeHCTBHE He(hPOTOKCHUHBIX MpernaparoB, TUIEp-
KasblIIeMHUsl, TH(EKIIUHN ).

AL-amunongo3

[lepBuunblii aMuIonI03 onpeneasercss B cpeadeM y 15%
60J1bHbIX MM.® AMHJIOMIHbBIE OTJIOKEHHS TPEICTABJSIOT CO-
6oit  ynopsiioueHHble  GeJKOBO-KPHCTA/LIOWIHbIE  CTPYKTY-
pbl — aMHUJIOHHbIE (PUOPUJIBI, TVIABHBIM KOMIIOHEHTOM KOTO-
pBIX siBJsiOTCsE MOHOKOHAJbHBIe CJILL, vauie A-thna uin ux
N-xonueBble ¢pparments (V-paiion).

[Tpu AL-amusionsiose B nepByto ouepesip U riaBHbIM 06pazom
nopazkatoTcsi opratbl, 6oraTble KOJIIareHOM: aBEHTHLHUSI COCy-
JI0B, MBILILBI (Cep/Lie, A3bIK), AepMa, HepBbl. K13 opranHbIx nopa-
JKEHHUH yallle BCEro BCTpeyaeTest aMUIIoN103 1oueK (0KO0JI0 70%
ciydaen).'® B noukax B HaUGOJIbILIEH CTENEHH U3MEHEeHUsT 3aTpa-
TMBAIOT COCY/IMCTbIEe KJIYOOUKH C OTJIOKEHHEM aMusionja B Oa-
3aJIbHOI MeMOpaHe SHI0Te/HsT U B ME3aHTHH.

Ksnuuecku 310 nposiBiisieTcsl pasBUTHEM HEPPOTHUECKOTO
cunpoma (50 % GOJIbHBIX) C MOCTENEHHbIM YXy/IIeHHeM (hyHK-
unn nouek (y 18%).!° Passutie nouedroli HeJ0CTaTOMHOCTH NpH
L-amusionio3e cBs13aHO B OCHOBHOM C MacCHBHOMN MPOTEHHypHEH
1 TOC/IETyIOIIMM TopaXkKeHHeM KaHaJiblieBoro anmapara. O6Ha-
pykeHne MoHoKJIoHaMbHBIX CJILL B cbIBOpoTKE KpOBH MM MOYe
Y B3POC/BIX MALMEHTOB ¢ He(POTHYECKMM CHHAPOMOM BCerja
JIO/DKHO HABOJIMTB Ha MBIC/Ib 06 aMUJIOU03€.

bone3Hb HeamunongHoro HAENOHUPOBAHNA MOHOKJIOHAJIbHbIX

HMMYHOTNOGYNHOB

Bosie3Hb HeaMUJIOUTHOTO JIETOHUPOBAHUS MOHOKJIOHAJIbHBIX HM -

MyHorso6yanHoB (nonamyloidotic monoclonal immunoglobulin

deposition disease, NAMIDD) Bk/itouaer Tpu pasHoBuaHocTy: !

1) Gonesnb ornoxxkeHus jerkux ene (light-chain deposition
disease, LCDD);

2) 6oJe3Hb OTIOXKEHHS JeTKUX U Tskesbx 1eneft (light- and
heavy-chain deposition disease, LHCDD), wau 6Gosesnn
Randall;

3) ©Gose3Hb OTyI0KeHUs TskebIx Leret (heavy-chain deposition
disease, HCDD).

Yare Bcero BcTpeuaercst 60J1€3Hb OTJIOXKEHHUST JIETKUX Lie-
neil. B smTepatype onmcaHo BCEro HECKOJIBKO CilydaeB GOJIe3HH

OTJIOMKEHUST TSKEJIBIX U JIETKHX,/ TSKebIX Lerei. ! 13
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B.B. PbixKo u Ap.

B orevecTBeHHO! sMTepaType AAaHHBIN (PEHOMEH BMEpPBbIE
6611 onucan B 1976 r. O.B. Boifino-Slcenelikoil Kak TKaHeBOH
nporenHos. '

B otsrune ot AL-amuiiono3a npu 60J1€3HH OTJIOXKEHHST MO-
HOKJIOHAJIbHBIX HMMYHOTJIOOYJIMHOB JIETKHE LeNH, 0ObIYHO Tpejl-
CTaBJIEHHbIE K-THIIOM, 06pasyloT aMmopHble CKOTJIeHHs], He 00-
Jiajiaiolife CBOHCTBAMK aHU30TPOITMH U KOHTO(DHIIHH.

Pacnpocrpanennocts NAMIDD nenssectHa, HO, 110 HEKOTO-
PbIM JIdHHBIM, OHa ycTynaeT AL-aMH/IONI03y U Ha ayTOTICHH MTPH
MM BrisiBasieTes1 y 5 % naupenTos.

[Touemy ofHM Jierkne 1enmu MOTyT 06pa3oBbIBATH aMHJIOM]I-
Hble (PMOPUJIBI, 8 APYTHE — HET, 710 HACTOSIIIEr0 BpeMeHH HEen3-
BECTHO. BeposITHO, 3TO CBA3aHO ¢ 0COOEHHOCTSMH CaMHX 1ieTeH.
Tax, Hanpumep, aHaIM3 MEPBHYHON CTPYKTYPbI JIETKHX LieTel MpH
LCDD nokasan Hajn4yie HeoObIYHBIX THAPO(POOHBIX OCTATKOB B
o6uacti CDR1 uian CDR3.!6

Hecmotpsi Ha u3BecTHylo cxoxkecth ¢ AL-amusonnosom,
NAMIDD otinuaetcsi Kak 1o MexaHU3MaM Pa3BUTHs TOUYEUHOH
JUCQYHKIIMH, TaK U 110 KIHHUYECKHM TPOSIBIEHUSIM.

[Tpu NAMIDD npoucxout gernoHupoBaHie Jerkux Lemnek
HE TOJIBKO B COCYAMCTBIX KJIyOOuKax, HO U B KaHaJIbL@X U Movey-
HOM HHTepCcTHIMH. OHU BBI3BIBAIOT PEAKIUIO CO CTOPOHBI ME3aH-
THAJIBHBIX H CTPOMAJTbHBIX KIETOK, TIPUBOASILYIO K OBICTPOMY pas-
BUTHIO HOAYJISIPHOTO TJIOMEPYJIOCKIEP03a U HHTEPCTHLMATBHOTO
¢hu6po3a,'” noaTomy B OTJIMUKME OT MEPBUUHOTO AMMUJIOMI03a He-
tdhporuueckuit cunapom npu NAMIDD comnpoBoxkiaercst paHHHM
M MIPOrPECCHPYIOLIMM HapyllleHHeM 1oueuHol gyHKuuu. Tak xe
KaK W 1pH MePBUYHOM aMHJIOHII03€, XapaKTepHa CUCTEMHOCTb M0-
paykeHHs1, IPH 3TOM MPOTHO3 XyxKe. [IpuunHbI cCMepTH — Kaxek-
cnst (44 %), reMopparuueckuii cuaapom (17 %), KapAMOMHONaTHsI
(11%), nndpexumn (8 %).'8:19

MurepectHo otMeTHTh, uto crioco6Hoctb CJILL 06pasoBbiBaTh
amuJIonIHble (HOPHIIBI B KAKOH-TO MEpe 3alllUIIaeT KaHaJblie-
BBIH anmapaT U HHTEPCTHIHH TOUeK OT TOKCHYECKOTO ACHCTBHS
6esika BJ u 3amennisier passuTre noyeuHon HeI0CTaTOYHOCTH.

UMMYHOKOMINEKCHASA HeGhponaTus npu KPHOT06YIHHEMUH

I'n Il THNOB

Kpuorsio6yuHbl npeactaBsiior co60i HMMYHOTIOOYIUHBI, KO-
TOpble 00JIAAI0T CIOCOGHOCTBIO TPELUITUTHPOBATH MPH TEMITE -
patype menee 37 °C. [Tpu MM B03M0OKHO pa3BUTHE KPUOTJIOGY-
quHemuu [ (MoHoKIoHaMbHAS ) waun I (cMeliannast) Tuna.

HanGosee 061uMH KIMHUUECKUMH NTPOSIBJIEHUSIMH KPHOTJIO-
GysHemun | THNa siBJisieTcs MOBbILIEHHAsT YyBCTBUTELHOCTD K
xosiofy (cunapom Peitto, xosonoBast kpanushuia). MHKpoTpoM-
603bl, CBSI3aHHbIE C BO3JEHCTBHEM X0J10/[d, MOTYT MPUBOJUTH K
AKPOLMAHO3Y, AKPOHEKPO3aM, MOPAKEHHIO COCY/I0B MoveK.?

Pejikie opmbl MopaxkeHusi Modek MpH KPHOMJIOOyJ/IHHE -
MHH | THIMA BKJIIOYAIOT KPUOKPUCTAIONIOOYJIHHEMHIO U TaK Ha-
3bIBAEMBIIl  [VIOMEPYJIOHE(PPUT C OpraHM30BaHHBIMM MHKPO-
TPyOGOUKAMH JIEMIO3UTOB MOHOKJIOHA/IbHBIX UMMYHOIJIOGYJIHHOB
(glomerulonephritis with organized microtubular monoclonal
immunoglobulin deposits, GOMMID), cooTBeTCTBYIOLLI1F OIHO-
My M3 BapHaHTOB 4acTo YIIOMHHAEMOTr0 B OT€UeCTBEHHOH JInTepa-
Type HMMMYHOTaKTOWJHOrO ryioMepyJsonedpura.'®?! OcobeHHo-
CTbIO 3TOH (hopMbl HepHUTA ABJSIETCS HAKOIIEHHE B KJIyOOouKax
MHKPOTYOYJISIpHBIX pubpuin auamerpoM 32—50 HM, Has3biBae-
MBIX TAKTOWJIbl K OPraHM30BaHHBLIX B MapaJuieibHbie 06pasoBa-
Hust. GOMMID 1 UMMYHOTAKTOMIHBIH TJIOMEPYIOHEPPUT 00b-
€IMHSIET TO, YTO KPHONJIOOYJMHBI B 00OMX CJlydasix 00pasyloT
OpraHu30BaHHble CTPYKTYpbl: KPUCTa/UIbl — B MEPBOM H T10JIble
MHKPOTPYOOUKH — BO BTOPOM.

KunHuueckast kapThHa NpH 3THX JBYX opmax KpHorsnoly-
JauHemuu [ tnna paszsmuuna. [1pu Kprokpucramiorso6yHHeMHH
MO2KeT HabJofaThest GosledHeHHast Myprypa MpenMyLieCTBEHHO
B 06JIaCTH KOHEUHOCTEH, apTporaThsi, CHMYJHpYIoLiasi peBMa-
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TOUAHBIH apTPUT. VIMMyHOTaKTOMIHBINA rJIOMepYyJOHEPPUT Mpo-
sBJsieTCsl BblpakeHHoil npoteunypueit, B 50% ciyyaes — He-
(hpOTHUECKUM CHHIPOMOM. ¥ GOJIbLIMHCTBA GOsIbHBIX HAaGJIoIaI0T
remMaTypHIo, apTepHasibHyl0 FHIIEPTEH3HIO W HapylleHHe Moyey-
HBIX (QYHKIHH.

Hesb3st He OTMETHTB 10CTATOUHO GOJIBLIYIO YCJOBHOCTD Bbl-
JIeJIeHHsT OPraHu30BaHHbIX (PopM KpHoraoOyanHeMud | Thmna, no-
CKOJIbKY 06pa3oBaHHe KPHUCTA/IOB U MUKPOTPyOOUeK MOKET Ha-
6JI0AATBCST W MIPU CEKPEeLH MaparnpoTeHHOB, He 00/aatoLINX
CBOMICTBAMU KPHOIJIOOYJ/IMHOB.

[TaTorenernueckoil OCHOBOH MOpaKeHUsI MOoUYeK MPU KPHO-
rno6ysauHemui Il Tuna yaie Beero siBjisieTcst pa3BUTHE UIMMYHO-
KoMIJIeKcHoro BackyJuta. [Tpy MM kpuorso6ynaunemust I Tuna
HaoJolaeTest KpaiHe pesiko, MOCKOJbKY B 06pa3oBaHHH UMMYH-
HbIX KOMIIJIEKCOB OObIYHO Y4acTBYeT MOHOKJIOHaJbHbIA [gM,
atppuHHbIA K Fe-parmenty nosmkaonanstoro IgG (peBmarto-
WiHbH (pakTop). PasButHe naHHoro THMAa KpPHOTJIOOYJHHEMUH
6osiee XapakTepHo i MakporsaoOyauHeMun Basbaencrpema,
JIPYTHX HEXOPKKMHCKHX JHM(OM C CeKpelyeld MOHOKJOHAb-
Horo IgM u, B 0CO6€HHOCTH, XPOHUUECKOTO BUPYCHOTO renaTu-
ta C. KimHn4eckne nposiBjieHHst IOMUMO Pa3BUTHSI HepOTHYE -
CKOTO0, pexke HePPUTHUECKOTO CHHPOMA, MHKPOreMaTypiH TpH
HEBBLICOKOM YPOBHE a30T€MHH BKJIIOYAIOT TakxKe cHHApoM Peiito,
aKpOLMaHO3, XOJI0JIOBYIO KPANUBHHULLY, TyPIypy, apTpaJirtio, mne-
prdepruecKylo HelponaTHio, opaxeHne rnevYeHH.

lpuobpeternblii cnigpom PaHKOHHU

[Ipno6perennnlii cuuapom PaHKOHH SBASETCS PEIKHM COCTOS-
HueMm npu MM, xapakrepuayrouumes: HapyleHrem peabcopo-
LIMOHHOM CMIOCOOHOCTH MPOKCHMAaJIbHBIX KaHaJblIEB, UTO MPO-
SBJIACTCA [VIIOKO3YypHeH, aMMHOAUWIypUeH, THIoypUKeMHeH,
runodocdaremMuert 1 Metabosueckum atuo3om. %22 Tlpenro-
JlaraeTcsl, YTo MnopakeHue Movyek BbI3bIBAETCS HE MOJHOCTBIO
paclenIeHHBIMU JIETKUMH LeTAMH, (GOPMHUPYIOUIMMH KpHCTasl-
JIMUECKHE BKJIIOUEHHS B IPOKCUMAJIbHBIX KaHa/bLAX, YTO Hapy-
waet pa6oTy MeMOpaHHLIX MepeHocuukos. Bosee uem B 90 %
CJlydaeB JIeTKHe LeMH MPeCTaBIeHbl K-THITOM.?

Arperatbl k-ueneit npu cunapome PaHKOHM YCTORUMBBI K
NPOTEOJIU3Y U TM0CJIe FHAOLUUTO3a HAKAIIMBAIOTCS B JIM30COMAX
KaK 3MUTEJHOLUTOB TMPOKCHMAJbHBIX KaHaJIbLIEB, TaK U KJIETOK
CHCTEMBI (haroLUTHPYIOLIUX MOHOHYKJIeapoB.?

Y GoJIbLIMHCTBA NALUMEHTOB 3a60JieBaHle TPOTEKAET MaJo-
CHMIITOMHO, MO3TOMY JIUarHo3 NMproOpeTeHHoro cuHapoma Pa-
KOHH YCTaHABJMBAIOT HA OCHOBAHUH HAJIHUYMST HOPMOIVIMKEMHYE-
CKOH IVIIOKO3YPHH, NIPOTEUHYPHUH, THIIOKAJIHEMHUH, KaHaJbLEBOro
alu103a, yMEPeHHOH MOYeYHOH HEJI0CTATOUHOCTH MJIM HeOObsIC-
HUMOH runoypukemMun. Kpome Toro, B KMTMHHYECKOH KapTHHE MO-
JKET HAOJIIOAATLCS MOJIMYPUST € SMU30aMU JeTHAPaTaLUd U pa3-
BUTHEM OCTPOH MOYEUYHOH HEJOCTATOYHOCTH.

lnasmoknero4yHas MHlﬁMﬂpraL{Mﬂ novyek
Muorna npu MM nabutofiaetcs crieliupuueckoe nopakKeHue mo-
Yyek MJ1a3MaTHYECKMMU KJIeTKaMH C Pa3BUTHEM MOYeYHOH He0-
crarouHoctd. Kak npaBu/o, 310 GblBaeT B TepMUHAJIBLHON CTa-
JK 60JIe3HH WJIM TIPH arpecCUBHOM TedeHnd MM.

Takum o6pazom, npy MM BO3MOXKHbI pa3/iMuHble BapHaH-
Thl TOpayKeHus1 moueK. MOoHOK/IOHAIbHbIE OeJIKH, CeKpeTHpye-
Mble MHEJIOMHBIMH KJIETKAMH, MOTYT TIPUBECTH K MOBPEXKIEHUIO
BCEX CTPYKTYp MOUKH: KJYyOOUKOB, KaHa/bleB, UHTEPCTULHS U
cocynoB. B nopakeHuu mnouek riaBHyto poJib UrpaloT MOHOKJIO-
HaJbHble Jierkue uenu (6eok BJ W, 3HauuTesIbHO perke, Lieble
MOJIEKYJIBI TTaparporenta ). OueHb peiko HabJIo1aeTest Creluu-
yeckast MJ1a3MOKJIETOUHAs MHPUIIBTPALHS MTOYEK.

Mtuoroo6pasrie MOpPhOJOTHIECKUX BapHUAHTOB TOpaXKEeHHs
nouek npu MM cTaBuT nepes KJAMHUIIMCTOM MHHHMYM JiBa BO-
npoca:

KIMHWYECKAS OHKOTEMATOJIOTUA



NMoye4Has HEAOCTATOYHOCTb NPU MHOXECTBEHHOH MUenome

1. WMwmeer 1 3HaYeHMe 4715 BEIOOpA TEpamuu U MPOrHO3a MpH
MM BrIsiBAIeHHE MOP(OJIOTHYECKOro cyOCcTpaTa no4euHon
JUCHYHKIHK?

2. B kakux cayuasax npy MM HeoOX0MMO BblNoJIHEHHE OU-
OICHUHU MOYKH?

C 0/1HO# CTOPOHBI, YCTaHOBJIEHHE KOHKPETHOH MPUIHHBI pa3-
BUTHSl MOYEUHOH HEJ0CTAaTOYHOCTH BO3MOXKHO TOJIBKO Ha OCHO-
BaHMK THCTOJIOTHYECKOTO HCCJIeNOBaHKsl, 0COOCHHO MPH pa3BH-
THH He(PPOTHUECKOTO CHHAPOMA, KOTOPBIH MOMKET ObITh CBf3aH
npu MM c 1iesibIM pSZIOM TTPHYHH, BKJII0Yas MoO60YHbIE SP(eKThI
HeKOTOpLIX npenapatos. C apyroii cropoubl, Gosee yem B 60 %
c/lydaeB royeyHasl HeoctatoyHocTh mpu MM cBsizana ¢ Ty0y-
JsipHoit Hedbponatued. Hasmune nocsienHe 10cTaTouHo oueByI-
HO NpH BbICOKOH 3KcKpelnu Gesika BJ. Haubosee pacnpocrpa-
HeHHBLIMH TJoMepyJtonatusaimu (okosio 20% caydaes) npy MM,
TMPUBOJALIMMH K He(DPOTHIECKOTrO YPOBHSI MPOTEHHYPHH, SIBJISI-
torest AL-amusionioz 1 NAMIDD. Yuurbiasi ux cucTeMHbIi Xa-
paKTep, NOATBEPAUTb OJMH H3 BAPUAHTOB JACNOHHPOBAHUS JIETKHX
1erneil MOyKHO MPH THCTOJIOTHIECKOM H MIMMYHOTHCTOXHMHUYECKOM
MCCJI€I0BAaHUK OUONITATOB MOJIKOYKHON YKHPOBOH KJIeTYaTKH, JeC-
HBI, MPSIMOH KHIIKH UJIH COCY/A, YIaJ€HHOTO MPH POPMHUPOBAHHH
cocyticToil (hucTyJibl. FIHOTA NoJIe3HBIM MOKET ObITh U OKpacKa
KOHI'0-pOT TpernaHoOuonTara rnojiB3101HOA KOCTH.

Buorncust nouku, ocobenno npu AL-amuonsiose ¢ ero crenm-
(hMUECKHUM MOPasKeHHEM COCY/I0B, MOZKET TTPHUBOJIUTH K CEPbE3HBIM
KpoBoTeueHHsIM. Jlaxke y nauueHToB, He cTpajatoliux 3aboJeBa-
HUSIMH KpOBH, Guoncus nodek B 10% cayuaes conpoBorkiaeTcs
reMopparuiueckKUMHt Oc/10XKHeHHsIMHU. 23

CrenoBatesibHO, B THCTOJIOTHYECKOM MCC/IEI0BAHUM T0Yey -
Horo Ouontara npd MM Hyxnaetcst He GoJsiee 20% mnarpeH-
ToB. Heo6xoMMOCTb ero BbIMOJHEHHS JJ0J2KHA ObITh BCECTOPOH -
He otienena. Cama npoueypa 6uoricun nouku npu MM nosmkna
MPOBOJUTLCS TOJBKO B CMIELMAIN3UPOBAHHbIX YUPEXKICHUAX U HE
MOXKeT ObITh PEKOMEHI0BaHA J/Is1 IHPOKOTO PYTHHHOTO MCTOJb-
30BaHHS.

[crosoruueckoe neeneaoBaHue GHONTATA MTOUKH MOXKET MO~
MOYb B BBISIBJIEHUH pelKkuX (popm nopaxkeHusi nouek npu MM,
MMeeT HeKOTOpOe MPOTHOCTHYECKOe 3HAUYCHHE, HO B MOJABJISAI0-
11ieM OOJILLIMHCTBE CJIy4aeB He BJIUseT Ha TAKTHKY Tepanuy MM.

[TomMuMO ocHOBHOTO hakTOpa pa3BUTHsI MOUEUHON HejlocTa-
TOYHOCTH, CBSI3AHHOTO CO CTPYKTYPHO-(PYHKIIMOHAIBHBIMU H3Me-
HEHUAMHM B M0YKaX, y 60JbHbIX MM 3auacTyto MOKHO BbIICJIUTh
OJIMH UJTH HECKOJILKO MTPOBOLMPYIOLIHX (hakTopoB:2!

@® SJIEKTPOJIMTHBIE HapylleHHsl (THrepKaJueMus, Turep-

KaJiblHEMHUsl);

JlerujipaTalus;

TUTEepYpUKEMHS;

THMEPBUCKO3EMHUS;

Ts2Kesble HH(EKIINH,

npHueM He(hpOTOKCHUHBIX JIEKAPCTBEHHBIX MTPenaparos (He-

CTepOUJHbIE MPOTHBOBOCHAJUTEJ/bHbIC MpernapaThl, BHY-

TPUBEHHbIE PEHTTEHOKOHTPACTHLIE CPEJACTBA, MPOTHBO-

MHKpOOHbIe rpenapartbl (aMUHOIVIMKO3H/1bl, BAHKOMHUIIHH,

amdorepulnt B, auMKJ/JI0BHP, TAHLHKJIOBUP U JIP.), HHTH-

GUTOPBI aHIHOTEH3HHIpeBpaliaiollero dpepmMeHTa, HHIH-

6UTOPHI pelienTopoB aHrnotensuHa Il, Gucdoconarsi).

M3 chakTopoB, MPOBOLMPYIOUIUX YXYAILIEHHEe (YHKIHMH MO-

4eK, 0co60ro BHUMaHHS 3aCTy?KHBACT ACTHIpATallfst U TOKCHUE-

cKoe JefiCTBHE MeMKaMeHTOB. [lernaparaiiys y malleHToB ¢ MH-
€JIOMOH pa3BMBAETCsl JOCTATOUHO ObICTPO, 0COGEHHO Ha (hoHe

JIeYeHHs] BLICOKUMH JI03aMH CaJypPETHKOB, AMAPEH, MHOTOKpaT-

HOH PBOTbI WM HealeKBaTHON BOIHON Harpysku. Hecmorpsi Ha,

Kak IpaBuJI0, 60JbLIKI 06'beM LUPKYJIHpPYIOLLeH M1a3Mbl Y NaLu-

eHToB ¢ MM, nouTH y Bcex UMeeTCs THnoaaboOyMUHEMHsl, MPel-

pacriosiaraiolas K notepe npeuMyecTBeHHO BHYTPUCOCYAUCTOH

JKHJIKOCTH.

www.medprint.ru

3 He(hpOoTOKCHUHBIX JIeKAPCTBEHHBIX Tpenapartos npu MM
HauboJlee 4acTo B CBSI3H € OCCA/ITHeH HCIIO/b3YIOT HeCTePOUIHbIE
npotuBoBocnasnuresbisie cpeactsa (HITBC). Ham neognokpar-
HO MPUXOJUJIOCH HAOJIIOATh MOBbILIEHHE YPOBHSI KpeaTHHUHA (B
1,5—2 pasza oT HCXO/IHOTO) JIa2Ke M0oC/Ie TIPHeMa OIHOK TabJ1eTKH
nukiodenaka. [Tpu nposenenuu kypcopoil Tepanun HITBC Boz-
MO2KHO Pa3BUTHE OCTPOH MOUYEYHON HELOCTATOUHOCTH MJIH HEOO-
paTHUMOro yXy/llleHdst (yHKLUH 1ouek, TpeOyIollero nporpamm-
Horo remojuannda. Couetanue Jierupartali U JeKapcTBEHHON
TOKCHUHOCTH YBEJIHUUBAET BEPOSITHOCTL PA3BUTHSI TTOUEUHOH He-
JIOCTATOUYHOCTH (HAMPUMep, TIPH OTHOBPEMEHHON Teparnuu netJe-
BbIMH arypeTikamu 1 HIIBC).

HedpoToKCHUHOCT SIB/ISIETCST BTOPBIM MOCJIE YJIbLEPOreHHO-
ro jeiictBusi 1o 3HaunMoctH no6outbiM athpexrom HITBC. Ona
CBfI3aHa C JIByMsl MexaHM3MamMu — OJIOKa0F CHHTe3a rpocra-
rnananHa E2 u npocralyk/inHa, BbI3bIBAIOIIMMH CyKEHHE COCY-
JIOB U YXy/IlLIEHHE TTI0YEHHOTr0 KPOBOTOKA, H MPSIMbIM BO3/IEHCTBH-
€M Ha MapeHXUMy MoueK ¢ pa3BUTHEM TyOyJOHHTEPCTHLIMATIBHOTO
HedpuTa («aHasbreTHuecKas Hedporarusi» ).2

[Tomumo HITBC K siTporeHHOMY MOBpEXKIEHHUIO TIOUEK TIPHU
MM MoryT NPUBOJUTH LIMPOKO HCIOJIb3yeMble TIPH 3TOM 3a60-
JeBannn 6ucocdonarsl. Onrcano okoso 80 ciyyaeB pa3BUTHS
(hoKaJBHOTO CErMEHTapHOTO TJIOMEPYJI0CKAepo3a-rHalnHo3a ¢
TUITHYHBIM He(POTHIECKMM CHHIAPOMOM TPH JTHUTEILHOM MpUMe -
HEHHMH 30JIE/POHOBOH KUCJIOThI.?®

NMPOBJIEMA ObPATUMOCTW HAPYILEHNSI ®YHKLIUW MOYEK

NPV MHOXXECTBEHHOI MUENIOME

[IpakTuuecku Bee crielanCTbl, 3aHUMAIOLLKECs JIeYeHHeM Ma-
uueHToB ¢ MM, yBepeHbl B TOM, UTO NoueyHast AMChYHKILHS TTPH
9TOM 3a00JIeBaHHU MOKET ObITb oOpatuMa. JlaHHble suTepaTty-
pbl MOATBEPKAAIOT 9TH HAOJIIOJCHHS H YKa3bIBAIOT HA BO3MOXK-
HOCTb YMEHBIIIEHHUS BbIPayKEHHOCTH XPOHHYECKOH MOYeuHOH He-
nocratounocty (XITH) B pesysbrate crnenuduueckoro jeueHust
MM y 40—50 % naumnentos.?” 3!

ITH LM PBI IOMKHBI BBI3BIBATD, MO MEHBLICH Mepe, YAUBJIC -
nue. Kak uzsecrno, nox XI'TH nonnmarior napyuienue romeocra-
34, BbI3BAaHHOE HEOOPATUMbIM CHHKEHHEM MacChl IEHCTBYOLMX
HepoHOB movek.*>** OOHaneKUBAIOLIME Pe3yJIbTaThl, 10Ka3bi-
Batole 00paTHMOCTb XPOHHYECKHUX 3a00JIeBaHUI MTOYEK, T10JY-
YeHHble 9KCIEPUMEHTAJNBLHO Ha KHBOTHBIX MOJIEJISIX, He MOJy4H -
JIM TIOJATBEPK/ICHUA TPH LIHPOKOMACIUTAOHBIX HCC/IEI0BAHUSAX Y
yesioBeka.* % K coxanennio, XITH ocraercst Masioo6patumbiv
MaToJIOrH4ecKuM cocTostHueM. Ha ceropnsiiHuil neHb TPyaHO
Jaxke TPeACTaBUTh, KaKUM 06pa3oM MOXKeT MPOM30HUTH BOCCTa-
HOBJIEHHE MOTHOLINX He(POHOB, 3aMEIIEHHBIX COCTUHUTENBHOH
TKaHbIO.

BosnukaeT npaBomepHbIi BOMPOC: YeM MOXKHO OODBSICHUTD
CTOJIb BBICOKYIO YaCTOTY CYIIECTBEHHOTO yJIyullleHHs1/BOCCTAHOB-
JieHust oyeuHoi pyHkuun npy MM?

VIOBJIETBOPHUTENBHOTO OObsICHEHHST 3TOTO (heHOMeHa JI0 Ha-
CTOSILIEr0 BPeMEHH He CYLIECTBYeT. YUMTbIBAsl, UTO caMoi ya-
croil npuunHoil passutust XITH npu MM sBasietcst TyOyasipHast
HedponaTusi, €CTb NPEANOJ0KEHHE CIEKYJISITHBHOIO XapaKTepa
0 TOM, YTO, 3HAYHUTEJIbHO CHU3UB IKCKpeluio Oeska BJ, mox-
HO YMEHBUIUTH OTOCPEIOBAHHOE PSIOM IIUTOKHHOB (SII€PHBIH
TpaHckpunuuonnbiil akrop [NF-kB], dakrop Hekposa omy-
xogieft a, unrepsaeiikunbl [MJ1-6, MJI-8]) Tokcnueckoe Bmus-
nue CJILL Ha kaHasbUeBbIld snuTenit.’” Kpome toro, yBesuue-
HHE THIpaTaL|K COCOOCTBYET CHIXKEHHIO BHYTPHKAHAJBLLEBOTO
JIaBJIeHHs] 32 CYET yMeHblIeHHs 00pa30BaHUS LIMTHUHPOB, COCTO-
SILMX rJIaBHbIM 06pasoM U3 Gesika Tamma—Xopcedodna, anboy-
muHa, 6esika BJ.%® Tlocientee TeopeTnyecku A0XKHO COCO6-
CTBOBATb J€6JOKHPOBAHHIO HEDYHKIIHOHUPYIOLIMX HEPPOHOB H
YMEHbILIEHHIO BbIPAXKEHHOCTH MOYEYHOH HEJI0CTaTOYHOCTH.
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B.B. PbixKo u Ap.

Onnako, Kak y»Ke Moa4epKUBaJIoCh BbIlLE, OCHOBHBIM MOp-
osornueckum cyoerparom XITH sBnsiercs peskoe ymeHb-
llIeHHe Macchl JIEHCTBYIOLIMX HE(POHOB 3a CUET TJIOMepyJo-
cKJieposa, TyOyJOHHTEpCTHIHAIbHOTO (HOpo3a. YMeHblleHHe
KoJinuecTBa (PYHKIHOHUPYIOLIMX HeppPOHOB 3a cueT OJI0Kajpl
KaHaJ/IbLIEBOH CHCTEMbI M'MaJIMHOBBIMH HJIM 3€PHUCTBIMH LIMJIMH-
JIpaMH He MOKeT paccmatpuBathbest Kak npuunna XITH. Bosee
TOro, 06pa3oBaHHe 3€PHUCTBIX LMJIHHIPOB, HA3bIBAEMBIX <IIH-
JIMHAPBI TOYEYHOH HEIOCTATOYHOCTH», MOXKET OBITh CJI€ICTBHEM
XITH (cmyumBanne smUTeHs B THIEPTPOHPOBAHHBIX Hepo-
Hax), HO HUKAK He npuuuHoil.>® [luanHapel, KoHeuHo, oGHaApY-
JKMBAIOTCSl MHOTAA B Moue y GOJIbHBIX C MHEJOMHON Hedpona-
THel. BBISB/ISIOTCS OHU U MPH THCTOJOTHUECKOM HCC/IeI0BAHNUH
HepobuonTaros (puc. 2). Tem He MeHee 3aKOHOMEPHO OTIpejie-
JISIeMOH MacCHBHON LMJIMHAPYPHH TIPH BOCCTAHOBJIEHUH (DYHK-
LMK MOYEK B Pe3yJibTaTe yCIEelHOro JiedeHUst HU B OJIHOM M3 J10-
CTYIHBIX HCCJI€IOBAHUH He 3a(hHKCHPOBAHO.

Jannasi npoGJsieMa BbIXOIMT 32 paMKH Borpoca 06 o6paT-
MocTH roueuton auceynkiun npy MM. Ckopee, 3To npo6Jema
onpenenenus u kpurepues XITH npu MM.

[IpakTHyeckn BO BCeX MCC/IENOBAHMSX B KayeCTBE OCHOB-
HOTO KPUTEPHS MOUEHHON AUCHYHKIMH HCMOJb30BAJICST YPOBEHb
KpeaTHHHHA ChIBOPOTKH. B CBSI3M ¢ TeM, UTO B MOYKAX KpeaTHHHH
NpaKTHYeCKH He peabcopOupyeTest U He CEKPETHPYETCs, €ro Chl-
BOPOTOUHAST KOHLEHTPALHST 3aBUCHT TOJILKO OT MACChl MbILLIEUHOR
TKaHH (T.K. OH SIBJISIETCSI METAOOJIMTOM KpeaTHHA MBILLLL), MHIHBH -
JlyaJibHbIX 0COOEHHOCTEH MeTab0JIM3Ma H CKOPOCTH KJIYyOOUKOBO#H
dunbrpaiun (CK®). R. Bergner u coaBT. akeHTHPYIOT BHUMA-
HHME Ha HEeJI0CTaTKaX 3TOro MokasaTesisl y MalMeHToB ¢ napamnpo-
TEHHEMHUYECKUMH reMobsiacto3amMu.® Bo-nepBbiX, y naiueHTon
JIAHHOH TPYMITbI MPH MPOrPeccHn 3a00J€BAHUST U BbIHYKIEHHOH
TUIMOAMHAMUY MOKET HaOJIOAThCs CHIXKEHHE MbILIEYHON Macchl
1 Kaxekcusl. Bo-BTOpbIX, MOUTH Beeryia MpUCyTCTBYIOT M3MEHEHHST
6eJIKOBOr0 06MeHa ¢ repepacrpesiesieHeM MIacTHIeckoro MaTe-
pHaJia Juist CHHTe3a TapanpoTerHa. B-TpeTbux, npu jeuenun ya-
CTO MPUMEHSIIOTCS BBICOKHE JIO3bI TVIIOKOKOPTHKOMJIOB, 00/1afat0-
ILIMX BBIPA’KEHHBIM KaTaOOJMUECKHM CBOHCTBOM. B-ueTBepThIX,
nopazkeHue KaHa/blleB MOZKET NPUBOJIUThL K HAPYLLIEHHIO PABHO-
BeCHst MeXIy cekpelineil u peabcopbipeil KpeatiHuHa. ABTopa-
MH 6b110 06¢1e10BaH0 40 GosibHbIX MM ¢ KJIMPEHCOM SHI0T€HHO-
ro KpeaTunuHa ot 8 10 138 mu1/Mun (kupenc 80 m/MuH 1 6oee
y 10 maumentos, 79—50 ma/mMun — y 11, 30—49 m1/mun — y
10, menee 30 m1/mun — y 9). ITpu sT0oM TosbKO y 18 manuenToB
YpOBeHb KpeaTHHHHA NpeBbillal 1,3 MMoJIb/J1 (BepXusis rpaHuia
HOPMbI) M JHLIb Y 9 Obl1 Gostee 2 MModTb/J1.%0 [lnist Gosee ajekpar-
HOH oLeHKH noueuHol (yHkunn R. Bergner u coast.*’ npenyiara-
I0T 06513aTeIbHO paccunThIBaTh cpeaHee 3Hauenne CK®, onpene-
JIEHHOH TpeMsl METOIaMH: KJHPEHC SHAOreHHOTO KpeaTHHHHA 3a
cytku (mpoda PeGepra—Tapeesa), MDRD-dopmyaa, dopmy.aa

Puec. 2. TnanvHoBble UMAMHAPLI B NPOCBETE KaHasbLa npu Ty6ynsapHom He-
hponatumn. OKkpacka reMaToKCUIIMHOM ¥ 3031HOM. X40

320

Cockroft—Gault. MoxHO Tak»Ke J00aBHTb, YTO /s aLHEHTOB
C HM3KOH MbILLIEUHOH MACCOH U TUIoanbLOyMUHEMHUel JUisi pacyeTa
CK® moxer ncnosibaoBatbest popmysia Sanaka. ™™™ Bee npu-
Be/ICHHbIE CIOCOOb! OLEHKH TOCTPOEHBI Ha ONpeJieJIeHHH KOHLICH-
TpaLMHU OJIHOrO OCHOBHOTO MOKa3aTesis — KpeaTHHHHA U, CJlefl0-
BaTeJIbHO, He JIMLIeHbI BCeX MePeUHC/IeHHbIX BbILIE HEJ0CTaTKOB.

Jnist roro uTo6k! paccuntannast CK® koppespoBasa ¢ KoJu-
4eCTBOM (DyHKLHOHUPYIOLINX He(DPOHOB, HEOGXOIMMO BELLIECTBO,
KOTOpoe He peabcopOUpyeTcsl, He CeKPETHPYETCsl B MOUKax H He
MEHSIET CBIBOPOTOYHYIO KOHIIEHTPALIMIO B 3aBUCHMOCTH OT MeTa-
6osmyecKrX ocob6eHHOCTel. B KIMHINUECKOl MpaKTHKe B TeUeHHE
MHOTHX JIeT JUIsl 3THX LieJIeH HCTOJBb3YIOT ONpe/ieieHre KAHpeHea
VHYJIHHA, SIBJISIIOLLIETOCs «30J10ThIM cTaHaapToM». K coxasnenuto,
paboT, B KOTOPbIX B KauecTBe MapKepa MouevHol (GyHKIUH TpH
MM ucnonbzosasnace CK®, onpejiesienHast no KJaupeHcy HHyJIH-
Ha, HAMH 0OHAPY2KEeHO He ObIJIO.

Takum o6pasom, npob.ieMy 06paTHMOCTH MOYEUHO HeloCTa-
ToyHoCTH Npu MM ellie TOJILKO MPEJCTOUT BCECTOPOHHE H3YUHTb.
HeoGXonuMbIM ycI0BHEM /IS pellieHnsT JaHHOH 3a/iauul BJIseTCs
BBIpabOTKA KpUTEpHeB mouedHoil aucdyHkumn npy MM. Obre-
npunsTele Mapkepsl XITH (ypoBeHb kpeaTnnuHa, CyTOUHBIH KJIH-
pEeHC 3HJI0TeHHOTo KpeaThHUHA) pu MM HealeKBaTHO oTparKa-
IOT PYHKLIMIO MTOYEK.

noaxoabl K TEPANMUN

B nacrosiniee Bpems npu MM, ocnoxunenno#t XITH, cneuu-
(huuecKoro JieueHus!, MO3BOJISIIOLIETO BOCCTAHOBHTh TOYEUHYIO
(YHKLUMIO WM NPEIyNpeuTh ee HapylleHde, He paspabora-
Ho. Bce TepaneBTuyecKue yCHIMs HarpaBJieHbl Ha yMeHblIeHHEe
ONyXOJIEBOH MaccChl M CHHXKEHHE CEKPeLHH He(pPOTOKCHUHBIX
Jierkux terei. [ToMUMO cTaHzapTHON M BbICOKOJ03HOH XMMHO-
Tepanuu Ui STOH 11 BCe HIMPE UCTIOJb3yeTes TpaHClaHTa-
LI{sT ayTOJIOTMUHBIX CTBOJIOBBIX KJIETOK.

DKeTpakopriopasbHble METO/Ibl OUHIIEHHST KPOBH B OTJIHYHE
OT XMMHOTEPArNH11 He CMOCOOCTBYIOT PEIYKIIMH OMyX0J1e€BOH Mac-
Cbl, HO MOTYT yMeHbLIATh KoHLeHTpauuto 6eka BJ. TTostomy onu
TaK:Ke NMPUMEHSUIMCh B KOMIIEKCHOH Tepanu MM, ocioxkHeH-
noit XITH. OnHako mia3madepes3 B MHOTOLEHTPOBBIX PAHIOMH-
3UPOBAHHBIX MCCJICIOBAHUSIX He TIOATBEPANS CBOel 3(heKTHB-
Hoctu. 24 Tlepenekrusuast metouka yuanenust CJIL Bo Bpemst
remojManuaa elle TpedyeT OLEHKH B ajleKBAaTHBIX KJIMHHUECKHX
UCTTbITAHUSX.

M3 Beex npuMensieMbIX yist Jiedenust MM rpynin nipenapartos B
YCJIOBHSIX TTOYEUHOH HEOCTATOUHOCTH LIEHTPA/IbHOE MECTO MPHHA/L-
JIXKUT TJIIOKOKOpTHKOCTeponaamM. [Tomumo Toro, uto mpenaparhbl
13 3TOH TPyl MOTYT MPUBOIKUTH K IOCTATOUHO GLICTPOMY CHHKE-
HHIO ceKpelinu Gesika BJ, onn o61a1atot v npsiMbIMH HePOTTPOTEK-
THBHBIMH CBOHCTBAMH, CBSI3AHHBIMK € GJIOKHPOBAHHEM SHJIOLUTO-
3a CJILL B HedppoLuTax ¥ CHHXKEHHEM CHHTE3a TPOBOCTIATHTELHBIX
dubpozorenbix uurokrHos (NF-xB, MJ1-6, NJI-8 u ip.).

Kontenuust papmakosioruieckoit HeyponpoTeKI|H MpH MU -
€JIOMHO He(hporaTHH MPOJ0/KAET aKTHBHO Pa3BUBATHCS. JKC-
nepuMeHTa/bHO OblJI0 JI0KA3aHO, YTO TOKCHUeCKHEe 3((eKTbl
CJILL Harpsimyio CBsi3aHbl C aKTHBHOCTBIO MX 3HIOLHMTO3a. 40
Maccunast npotentypust Betic-/>korca npuBOUT K eperpyske
JIN30COM JIETKMMH LIeMSIMH B TPOKCHMaJIbHbIX KaHa/lbLax Hedpo-
Ha. Paspylienue JiM30COM BbI3bIBAET «IUTOKUHOBBIH B3PbIB»,
KOTOPBIH, B CBOIO OUepe/b, MPUBOAUT K akTHBalMH (pubpobaa-
CTOB, He(PPOCKIEPO3y U PA3BUTHIO TOYCUHOH HETOCTATOUHOCTH.
CJILI BbI3bIBAIOT aKTHBALMIO SICPHBIX (DAKTOPOB TPAHCKPHUIILIUH
M <LIHTOKMHOBBIH B3PbIB» OMOCPEI0BAHHO YePe3 IPyIiy BHYTPH-
KJIETOUHBIX MECCEH/KEPOB — MHTOTeH-aKTHBHPOBAHHBIX [1POTE -
vHKrHa3 (mitogen-activated protein kinases, MAPK).*® Onna u3
MAPK (6es10k p38) siBjisieTCsi MUILIEHDIO JIJIsi HOBOTO Tpernapara
PACAP38 (ot anrai. pituitary adenylate cyclase-activat-
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NMoye4Has HEAOCTATOYHOCTb NPU MHOXECTBEHHOH MUenome

ing polypeptide — runodusapHblil MOJUTENTHI, AKTUBHPYIO-
LKA aeHUIaTIHKIa3y ), pacCMaTpUBAeMOro Kak MHOroo0ela-
touuil Hedporpotekrop npu MM. 4748 PACAP38 npensitcTByet
«LIUTOKMHOBOMY B3pbIBY» U akTHBauuu NF-«kB npu koHlenrpa-
1 MeHee 1072 Mosib/J1, TOTIA KAK SKBUBAJIEHTHAS KOHIIeHTpa-
s JleKcametasoHa coctapiser 1079 Mosib/n1.* UpespbluaiiHo
BaxkHa Takxke crioco6Hocth PACAP38 nonaBasith pocT MHEIOM-
HBIX KJIETOK BCJIEJICTBUE CHIKeHHs npoayKuun MJI1-6 u axropa
pOCTa SHAOTEJHS COCYIOB, UTO IEMOHCTPUPYET U MPOTHBOOITYXO-
JIEBYIO aKTHBHOCTD Tpernapara.

WnnynanbHasa xumuorepanns

OCHOBHBIMM  MTPMHUMITAMH  HHHLMAJILHON  XUMHOTEpAriu  1pH
MM, ocC/103KHEHHOH JOIHAMU3HON TOUeUHON HEe0CTATOYHOCTBIO,
SIBJISIIOTCS]  HCTOJIb30BAHHE BBICOKMX JI03 TJIIOKOKOPTHKOCTEPO-
WIOB (0OBIYHO JleKcamMeTa3oHa) M HCKJ/IOUeHHe MHeJIoCyrpec-
CHBHBIX M He(POTOKCHUHBIX TpernapartoB. AJIKUINPYIOLIHE TIpe-
napatbl B yeaoBusx XITH tpebyior koppekuun 103bl. OHE MOTYT
BbI3bIBATh, C OIHOH CTOPOHBI, H3OBITOUHYIO JIENPECCHIO KPOBET-
BOPEHHS, a C JIPyrofl — BCJIEJCTBHE CHIXKEHHUS JI03bl TPHBOUTH
K cybontumasnbHoMy oTBety. [ToMiMo yBesmueHns pucka HHpeK-
[IMOHHBIX OCJIOXKHEHUH MHEJIOCYNPECCHBHBIN 3(eKT XUMHoTepa-
MU yMEHbLIAET BEPOSTHOCTL 3arOTOBKH HEOOXOAMMOr0 KOJIHUe-
ctBa kiaetok CD34+ u yBesmunBaeT noTpeGHOCTb B MPOLEIYpax
uuradepesa.

Y NaluMeHToB, HAXOMSLIMXCSl Ha POrPAMMHOM TeMOIHaIu3e
Gosee 3 mec., 1 ip CK® < 10 Ma/MHH BepOATHOCTL YJTyulile-
HUS TTOYeYHOl (DyHKUMH KpaiiHe Masia.*® Ecsii matueHThb! He siBJisi-
IOTCSI KAHAWATaMH1 JYIsl BBINOJIHEHHsT ayTOJOTHYHOK TPaHCI/IaH-
TalMK CTBOJIOBBIX KDOBETBOPHBIX KJIETOK, B TE€PArH1 MOTYT ObITh
MCIT0JIb30BAHB! aJKUJNPYIOLME Mperapathl (MeJdanaH, UHK/I0-
thocamun).

O6nanatoluit 6osiee GbICTPBIM IOCTHKEHHEM OTBETA H OTCYT-
CTBHEM MHEJIOCYNPECCUBHOTO 3(hheKTa HHTMOUTOP MPOTEACOM —
60pTe30MH0 SIB/SETCS OHAM M3 MPEnaparoB, PEKOMEHI0BAHHBIX
JYIsi MHULMAJILHOTO JiedeHusi.” %% B ¢Bsiau ¢ HEHPOTOKCHUHOCTBIO,
CIIOCOOHOCTBIO TTPOBOLIMPOBATL Pa3BUTHE OpaaHapUTMUi, BbI3bl-
BaTh OPTOCTATHUECKYIO TMIIOTEH3HIO Mpenapat TpedyeT CHIXKEHHS
103wl ¢ 1,3 10 1,0 Mr/m? (penko 0 0,7 Mr/m?) y NaLueHToR B BO3-
pacte crapiue 70 sieT, y 60JIbHBIX C BbIpayKEHHOH M0UEUYHOH Hel0-
cratourocTbio (CK® < 20 Mi1/MHH), IJIOXHM COMATHUCCKHM CTa-
Tycom.*

Borpoc o nasmunu y 6opre3omn6a 10MoHATENBHOT0 Hedpo-
NPOTEKTHBHOTO 3(phexra siBysiercst criopubiM. C OIHOM CTOPOHBI,
npenapar MHruoupyet aktuBHocTb NF-kB u cHukaet ypoBenb
npoBocnaauresibhbix turokuHos (MJ1-6, WMJ1-8).%852 C npy-
TOH CTOPOHBI, B YCJIOBHSIX SKCTIEPUMEHTA Ha MblIIax 60pTe30Mub
YCKOPSIJT aronTo3 KJAETOK KaHaJbLUEBOTO SMUTENHS, MOBBIIIA
YPOBEHb TIPOBOCMAMNTE/NLHBIX IIATOKMHOB M YCKOPS Pa3BHUTHE
TOYEUHON HEJOCTATOUHOCTH.? YUUTbIBasi LIMPOKOE NPUMEHEHHe
6oprezomuba y 60jbHbIX MM, B T.4. ¢ MOYEUHON HEOCTATOUHO-
CTbl0, BCEPbE3 TOBOPHTH O €0 HEraTHBHOM BJIHSIHHM Ha MTOYEUHYIO
(DYyHKILHIO HE MPEJICTABIISIETCST BO3MOKHbBIM.

Tanunomu 1 JleHaJIMIOMUL PEIKO HCTOJB3YIOTCST B COCTaBe
uHHLManbHO# Tepanuu. [1o nanubim E. Kastritis u coast., uacrora
BOCCTAHOBJICHHST MOYEUHOH (DyHKLHMH Y MalHeHTOB, MOJydaBIIMX
BBICOKHE JIO3bI JIEKCAMETa30Ha, He OTJINYa/Iach OT IPYMIbI, JeUeH-
HOI KOMOHHAIIMEH BBICOKHX JI03 IeKCaMeTa30Ha M TalHIOMK/A T10
100 mr/cyt. OnHako, ecaiu B epBoii rpyrre HOPMAIH3ALKs YPOB-
Hs1 KpeaTHHHHA HabJTtofiasach ¢ MeIHaHoH 2 Mec., TO BO BTOPOH —
0,8 mec., T.e. cyuiectBeHHO ObicTpee.> M Bee xKe y HHULHATBHOI
Tepanuy TaJWAOMHAOM HMEIOTCSl CYLIECTBEHHBIC HEOCTATKH B
BH/IE YBEJIMYEHHS YACTOTbI TPOMOOTHYECKHUX OCI0KHEHUH, Tpeby-
folel MPodHUIaKTHIECKOrO NIPUMEHEHHs] aHTHKOAry/IsIHTOB. Ha-
CTOTA TMOJIHBIX PEMHCCHI H OYeHb XOPOLIMX YACTHUHBIX PEMHCCHI
nocsie 4 KypcoB TasIMIOMHUIA + JeKcaMeTa3oH He OTJIMYAEeTCsl OT
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peayJ/IbTaToOB MOHOTEPAIHH JIEKCAMETA30HOM HJIH JIeUeHHsI B pe-
»KuMe VAD (BHHKPHCTHH, aipHaMULHH U JIeKcameTa3oH ).%

JlaHHble 0 MpUMeHeHHH JIEHAJUIIOMK/IA B COCTaBE MHULIMAIb-
Hoii repanun MM, ocsioxknennoit XITH, nemuorouncnentst. [ 1pe-
napat o6/1a/laeT HEKOTOPbIM MHEJIOCYTTPECCHBHBIM CBOHCTBOM,
3aTPy/HSIIOLIUM cOOp JI0CTATOYHOrO KOJIMYECTBA CTBOJIOBBIX KJle-
TOK TIPH MX MOOWJIM3ALIMH TPaHyJIOLUTAPHBIM KOJIOHHECTHMYJIH -
pytoLuM (hakTopoM B MOHOpeKHMe.?

B Teuenne MHOTHX JIeT B KaueCTBE MHULHAJILHON Teparuu y
MalHEeHToB MOJIOIOTO BO3PACTa ¢ MoYeuHOl AMcdyHKLHed 1/ uik
SIBJSIIOIMXCS  KAHAWIATAMU IS BBITTOJIHEHHST ayTOJOTHYHOM
TPaHCIUIAHTALIUH CTBOJIOBBIX KJIETOK PEKOMEHI0BAJIOCH HCIOJIb-
3oBatb KomOuHaiuto VAD. B nacrositiee Bpemst VAD He pacema-
TPHUBAETCS KaK ONTHMAJIbHBII PEKUM MHULMA/ILHOM Tepanui.

Cpasrenue sdpdektuBHocTd 4 kypco VAD n 4 kypcos Gop-
TezomMuba + JeKcaMeTasoH MpoBeleHo B uccenoBanun [FM.57
B Hero Obi1o BriloueHo 482 nauuenta ¢ MM B Bo3pacre 10
65 Jiet. [To cpaBHenuio ¢ VAD B rpyrire naiueHToB, MoJy4aB-
11X 60pTE30MHO, HACTOTA MOJIHBIX OTBETOB H OUEHb XOPOLIHX Ya-
CTHUHBIX OTBETOB Obljla CTATHCTHUECKH 3HAYMMO Bbillle. B 3TOM
rpymnre Takxke Obljia Bhlllle 4aCTOTa MepHdepruIecKux Herporna-
tut [[—III crenenn.

YuutbiBasi HHU3KYIO [POTHBOMHEJOMHYIO aKTHBHOCTb BHH-
KPUCTHHA, BMECTO MOC/Ie/IHEr0 B MHULHAILHOH Tepanu MM pe-
KOMEHJlyeTCsl HMCNoJb3oBaTh Oopre3omud. LlenecooGpasHocTsb
BKJIIOYEHHST aHTPALMKJIMHOB ellle TpeOyeT yTOUHEHHS!.

Bbi60p HHULMAJBHON TEparyy y MalkeHTOB 0XKHJIOT0 BO3-
pacra Gosiee CJI0XKeH. YHHBepCa/bHblE PEKOMEHJALMH, MPOoBe-
peHHbIe B KPYITHBIX MCCJIC/I0BAHMSIX, B HACTOsILIIEE BPEMS /151 STOH
TPYyIITbI NALIMEHTOB OTCYTCTBYIOT.

BbicoKofo3Has XumMnoTePanns/TpaHcnNanTayns cTBoN0BbIX
K/1eTok

Ony6JiMKOBaHbl pabOTbl, CBUJIETEJNLCTBYIOLIME O BO3MOMKHO-
CTH IPOBEJIEHHsI BLICOKOJO3HOH XMMHOTEPAIH B COUYETAHUH C
TPAHCIUIAHTALMEl CTBOJIOBBIX KJIETOK Y natueHToB ¢ MM u ro-
YeUHO! HeJI0CTATOYHOCThI0.*%% CMepPTHOCTD y MalUEeHTOB MOC/Ie
TPAHCIIAHTALMH AyTOJIOTMUHBIX PeMOMO3THUECKHX CTBOJIOBbBIX
KJETOK C HeOOpaTUMbIM HapyllleHHeM (DYHKLUH [OYeK 3HAUU-
MO Bblllle B CpaBHeHUM ¢ rpynnoi nauuentoB 6e3 XITH (17 vs
1 %).% Kpome Toro, y nauuentos ¢ XITH takke ysesnuupaercs
4acToTa HH(EKIIMOHHDBIX OCJ0KHEHHI U TTOTPeOGHOCTb B TPaHC-
(by3HsIX KOMITIOHEHTOB KPOBH.

B cBsiau ¢ yJryullieHHeM COTPOBOUTENBHOH TePAITHH ayTOJIO-
THYHAsT TPAHCIUIAHTALIMS CTBOJIOBBIX KJIETOK KPOBH B HACTOsIIIEe
BPEMsl BBITOJIHSIETCS] TAKXKE MallHeHTaM, HAXOSILIMMCS Ha MPo-
rpaMmMHOM remoauasnze.”® Konpuimonuposatye peKoMeH/Iyer-
csl IPOBOAUTHL GoJlee HU3KMMHU f03aMu Mesidanana (140 mr/m2).
B cpesem B Teuente 4 Mec. 0kos1o 25 % NauueHToB MOryT CTaTh
He3aBHCUMbIMH OT juasnn3a.® BuiaronpusiTHeIMM 1POrHOCTHYE -
CKUMH (DAaKTOpPAMHU IS ITOTO SIBJISIHOTCST MPOIOJKUTETBHOCTh
nporpaMmHoro auasnusa meree 6 mec., CK® no xkmmpency smuio-
TeHHOro KpeaTHHHHA MeHee 10 my1/mMun.%

Borpoc o npoBeieHHH BbICOKOIIO3HONH XMMHOTEPAITHH C TO-
CJIeMlytollell TpaHCIJIaHTallMell CTBOJIOBBIX KPOBETBOPHBIX KJle-
TOK MallMeHTaM C TI0UYeYHOH HE0CTATOUHOCTBIO JIOJKEH pelliaTh-
sl HHIMBU/IYabHO ¥ BBITIOJHATBCS TOMBKO MOJIOJBIM GOJTBHBIM C
XHMHOUYYBCTBHTEJILHOM OMYXOJIbIO H Y/IOBJIETBOPUTEILHBIM COMA-
THUECKHM CTaTyCOM.

[Tomxombt k Teparun NAMIDD u AL-amusioniosa aHajioriy-
Hbl TaKOBbIM pu MM. B jieuennn amunonosa y napieHToB MoJIO-
»Ke 65 JIeT, ¢ nopazkeHHeM MeHee 3 OpraHoB M He NPOSIBJISIIOLIEH -
Csl KJIMHUYECKH KapIHOMUOIATHEH MPEINIOUTHTEIbHO MIPOBEIEHHEe
BBICOKOJIO3HON XMMHOTEPATNHU C TOCJIEyIolIel TpaHCIIaHTalHeR
CTBOJIOBBIX KJIETOK. DTOT MOJX0M 0COGEHHO aKTyaJsieH MPH aMUJIOH -
03¢, BEJIYLIM MPOsIBJIEHHEM KOTOPOTO SBJSETCS HePPOTHUECKUI
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CHHJIPOM. ¥ MaLHEHTOB ¢ 60JIE3HBIO OT/I0KEHHST MOHOKJIOHA/BbHBIX
MMMYHOIVIOOYJIMHOB M OTCYTCTBMEM [OPAXKEHHsI Cepaua Mpero-
UTHTEJILHO [1IPOBEIeHNEe BbICOKOIO3HOM XUMHOTEPAIIHH € MOC/IeLy-
I0LLEH TPAHCIIIAHTALIMEl CTBOJIOBBIX M€MOIOSTHUECKHUX KJIETOK.

lnasmadhepes

[lnasmacpepes — ofMH M3 HEMHOTHX METOJOB, MO3BOJSIOLINH
6bICTPO CHU3UTH KOHLEHTPALHMIO HUPKYJIHPYIOIIHX HEPPOTOK-
crunbix CJILL. C yuetom 3Toro daxta GblI0 MPOBENEHO GOJIbILIOE
KOJIMUECTBO HCCIEI0OBAHHM, CTABUBIINX CBOECH LIEBIO MOATBEP-
JUTh 3((EKTUBHOCTb IeMOHann3a B JICUCHUH HEOJUTypHue-
CKOM OCTPOIl MOYeUHOH HeJ0CTAaTOUHOCTH U oaranu3noin XITH.

Tak, Hanpumep, B paHIOMH3MPOBAHHOM HCCJIEIOBAHUK
S. Pasquali nauuentsl Gblv ciyuaitHbIM 00pa3oM pasjiesieHbl
Ha JIBe TPYMIbl — TOJYyYaBLINX FeMOIHANH3 U M1a3MOOOMEHBL. 5!
B kaxio#i rpyrire Tak:ke MpoBOIMIACH XUMUOTEPATIHs C BKJIHOUE-
HHEM KOPTHKOCTeporoB. [ToueuHast (yHKIHS BOCCTAHOBUIIACH Y
13 u3 15 nauueHToB, MostydyaBIlkX MJIa3MOOOMEH U TOJILKO Y 2 U3
14, HaxonsMxcst Ha reMoanuae. Ha ocHoBaHMH IaHHBIX 3TOTO
¥ aHAJIOTHYHBIX HEPAHIOMU3HPOBAHHBIX HCC/ICIOBAHHI GBI ClIe-
JIaH BBIBOJL O Ype3BblUaiHO BBICOKOH BayKHOCTH MIa3MOOOMEHa B
JIeUeHHH TTIOYeYHOH HelocTaTouHOCTH MpH MM.

Opnnako B 2005 . W.E Clark 1 coaBT. 6b1710 TPOBeIeHO HCcie-
JoBanue 3(hdeKTHBHOCTH TIa3MooOMeHa, oxBartusliee 104 na-
uueHta u3 14 mMeauuprHCKUX LeHTpoB.*? Bee natueHThl moJydasti
tepanuio MP (59 %) uan VAD (41 %) 110 yeMoTpenuio jieualiero
Bpaua. B jonosHeHye K 0ObIMHON Tepanuu CIydaliHbIM 06pa3om
BbIOUPAJIMCD MALIUEHTDI, TTOJyYaBIIne JiedeHHe M1a3MO0OMeHaMK
(5—7 ceaHcoB) ¢ Bo3MellleHHEM 06beMa anbOyMUHOM. OCHOBHBbI-
MH OLIEHHBAEMbIMH T0KA3aTeJIIMH ObUIH BEPOSTHOCTH CMEPTH,
3aBHCHMOCTD OT uasnaa, cumketne CK® < 30 mui/mun/1,73 m?
B TeueHne 6 mec. Hu o onHOMy M3 3THX MOKa3atesieil CTaTHCTH-
YeCKH 3HAUNMBIX PA3JIHIHI MEKITy TPYTTaMH MoJydeHo He GblIo.
OT Majn3a B TeueHue MoJlyroa crajio sapucumo 27 % naumeH-
TOB B OCHOBHOH rpynine U 13 % — B KOHTPOJIbHOI.52

M.A. Gerlz npejnogaraer, uto pasjiudus B olieHke 3hpeKTHB-
HOCTH Tiia3Macepesa CBsI3aHbl C H3MEHEHHSIMH B TAKTHKE BbIOOPa
xumuoTepanuu.% [Tnazmadepes mMoxker I0CTaTOUHO GBICTPO Yia-
JINTb HehpoTOKCHUHBIH 6es10K BJ, Ho sniib Ha kakoe-To Bpewmst. Cu-
CTeMHast XAMHOTepariust IeACTByeT GoJiee MEJIEHHO, TIPH STOM IPO-
JIOJDKUTEJILHOCTD IEACTBHS TIPEBOCXOIUT JUIMTEJLHOCTD S(hhekTa
ruiaamacpepesa. B mpoliyiom 0CHOBHBIM KypCOM XUMUOTEPATTHH, Ha-
3HauaeMbIM OHOBPEMEHHO ¢ riadmadepedom, 6b11 MP i aHa-
JIOTHUHBIE MeJihanaHcoepKale Kypebl ¢ HU3KOH HHTEHCHBHO-
CThIO KOPTHKOCTEPOMIHOH Tepanuu. Meauana oTBeTa Ha JieueHHe
U151 3TOrO Kypea cocrasuiia ot 4 10 6 mec. VAD, a takxke Kypebl ¢
BKJItOUeHHeM 00pTe3oMuOa CroCOOHbI CHU3HTb SKCKPELIMIO JIETKUX
uenei y2ke uepes 0,7 —0,8 mec. [Tosromy nasmadepes, BOBMOKHO,
He MoBbIIAeT 3(P(HEKTHBHOCTH MHTEHCHBHbIX KYPCOB, HO MOXKET J1a-
BaTh JIONOJIHUTEJbHBIE 3(heKT rpu sieueHun B pexkume MP. Tem He
MeHee JIaHHbIe TPEITIOJI0KEH ST HOCAT YMO3PHTEIbHBIN XapakTep 1
B ucesienoBannd W.E Clark v coaBT. He MoATBepKaAIOTCS.

Takum o6pasom, naszmadepes, He IOTEPSIB CBOETO 3HAUCHHS
B JICUEHWH CHHAPOMA TIOBBIILICHHOH BA3KOCTH, TaparnpoTenHeMu-
YeCKOI KOMBI U IPYTHX YPTeHTHBIX CHTYaLHH, B HACTOSILIIEE BPEMS
He MOXKeT ObITh PEKOMEHIOBAH /IS Teparyu MoyevyHoll HeaocTa-
TOUYHOCTH, B T.4. OCTPOH, npu MM 62-64

lTemognanus
MMy 12—20 % naumenToB 0CJI0KHSETCS OCTPOK TTOYEUHOH He -
JI0CTaTOYHOCTBIO, W3 HUX 10 % CTaHOBSTCS 3aBHCHMbBIMH OT re-
Mommanuaa.?®% 1o cocrasiasier okoso 2% BCeX MALMEHTOB,
HY2K/IAIOLIUXCS B IPOrPAMMHOM IeMOJIHAJIN3E, T.€. BO BCEM MUpe
110 5000 HOBBIX ciiydaeB B roj.%

BoJIbIIMHCTBO STHX MALMEHTOB HE PACCMATPUBAIOTCH Kak
KaHIUIATBl /15 BBINOJIHEHHS TPAHCIUIAHTALMH ayTOJIOTHUHBIX
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CTBOJIOBBIX KJIETOK B CBSI3H CO 3HAUMTE/BLHBIM YBEJHYEHHEM TOK-
CHYHOCTH MPEATPAHCIVIAHTALHOHHOTO KOHAWLIMOHHPOBAHHSI.

Tem He MeHee B HacTosllllee BPeMsl reMOJMAJIN3 He MOXKeT
CUMTATHCSI OJIHO3HAUHBIM 3arpelialoliuM (GakTopom st poBe-
JIEHU$ BBICOKOJI03HOH XUMHOTEPATHH U TPAHCIJIAHTALMH eMOTIO-
ITHUECKUX CTBOJIOBBIX KJIETOK.*% OGBIACHUTD TOT (PaKT MOXK-
HO KakK MOBbILIEHHEM 3((EKTUBHOCTH CaMOH MPOLEAyphl, Tak
M YJydlIEHHEM COMPOBOIUTE/BHON Tepannn.® OjHaKo JaHHbIHA
OTIBIT €l1le HEBEJIMK H B OCHOBHOM HaKaIJIMBAETCsl B KPYIHBIX Te-
MaTOJIOTHUECKHX [IEHTPaX.

C 1pyroii CTOPOHBI, CMOIBb30BAHHE HEe He(YPOTOKCHUHBIX XU -
MHOIIPENapaToB B peKMMax HHUIMAJIBLHOH Teparu Mo3BOJsET
BOCCTAHOBUTb WJIH CYIIECTBEHHO YJIyYIIUTb MOUEHYHYIO (PYHKIHIO
M 0TKa3aTbCsl OT TporpammHoro remoananusa. K. Matsue u co-
aBT. y 12 nauuentoB ¢ MM, 0c/10:KHEHHOMH MOUEUHON HeoCTa-
TOUHOCTbBIO M TPeOyIoLIel MPOBE/IEHUsT TeMOIaIN3a, B pe3yJibTa-
Te TeparuH BLICOKUMH JI03aMH JleKcaMeTasoHa 1/ ik TaJuioMHa
TOJTYYHJIH MOJIHBI M YaCTHUHBIH OTBETHI Y 3 M 5 NMALMEHTOB COOT-
BETCTBEHHO, H BCE OHH CTAJIM HE3aBUCHMBIMU OT 1MAJIU3a C Me/IH-
aHoi 2 mec.®

DddeKTHBHOCTL XMMUOTEPAIHH, €€ COCOOHOCTb PeIyLHpO-
Batb KostdectBo CJILL Hampsimyto cBsi3aHbl ¢ BO3MOXKHOCTBIO BOC-
CTaHOBJIEHHUsT ToUeqHOH (yHKIMH. Kak yKe oTMeuasoch BhILIe,
MMEHHO HJesT MAKCHMaJbHOTO ylaJeHHsT HepoTOKCHUHOTO el
ka BJ siersia B ocHOBY HCMo/Ib30BaHMST M1a3MOOGMEHOB /151 Jieve-
HUs1 ToYeUHOl HefoctatouHocTH. OjiHaKo uiest rotepriesia pUacko,
UTO B KAKOH-TO Mepe 3aKoHOMepHO. Be3 HanexKkHoro 6J10KHpOBaHUst
TMPOJIYKLMH JIETKKX LieNel YIAINTb HX Ha JJTUTEbHbIA CPOK MTPHMe-
HSIEMbIMH 9KCTPAKOPHOpasIbHIMU METOJAMH HEBO3MOXKHO.

CJILL — nocraTouyHo MeJsiKMe MoJiekyJbl (k — 25 klla,
A — 50 k/la) u Jierko NPOHUKAIOT BO BHECOCYUCTbIE KHIKOCTH.
B uupKyaupytolieii maasme Haxoaurest auiib 15—20% o6iero
kosmuectBa CJILLS” Psin nasmadepeson ¢ o6bemMom aKedy3suu
3,5 71 MOXKeT yaaauTh 10 65 % BHyTpHcocymctoro o6bema CJILL,
HO 9TO COCTABJSIET JIUIIb HEGOMBIIYIO YaCTh OT TOTO KOJMUECTBRA,
KOTOpOE MOKHMHET MPOCBET COCY/IOB, U ellle MeHbllee oT 06pasy-
tolmxest de novo.

BriosiHe JIOTHYHO MPENOJIONKHTb, UTO ONpeJleseHHbI -
(heKT 3KCTpaKopriopasbHOro yaajnenus: 6ejka BJ MoxkHo Oblio
Obl MOJYYHTb B TOM CJlyuae, ec/ii Obl 3Ta rpolieypa Oblia Herpe-
PBIBHOI WJIH JIOCTATOUHO JUIHTE/IbHON. Kak nasectHo, npu pyTHH-
HoM jmanuae konuentpauust CJILL B nazme KpoBu He H3MeEHSIET-
cs1. HoBoe nokosienne mem6pat (super-flux) ¢ KpyrnHbsIMu opamu
MO3BOJIIET PellnTh 3Ty npobiemy. [locentee ycoBepiieHCcTBO-
BaHHWE CBSA3aHO C YBeJMUEHHEM MPOHUIAEMOCTH MeMOpaH s
6€JIKOBBIX MOJIEKYJT 1 elile OOJBbLINM YBeJHUCHHEM CKOPOCTH T10-
ToKa KuaKocT. [TosiBU/IaCh BO3MOXKHOCTD YJA/IATh MIPH HaATU3e
BellectBa ¢ Maccoil metnee 50 k/la rpu notepsix anbOymuHa, He
npeBblAIOUX 2—6 1/4 u.5

B 2008 r. 6bu10 MHULMHPOBAHO MHOTOLIEHTPOBOE PAHIOMH3H-
posanHoe uccienoBanne EuLITE, craBubliiee 1esibio oUeHHTDb 3¢h-
(heKTHBHOCTb reMOMaJIN3a C y/laJeHHeM JIETKHX Liereil B JieueHHH
OCTPO# MOYEUHOH HEJIOCTATOUHOCTH y PaHee He JIeUeHHbIX MalkeH-
ToB ¢ MM.® [atpeHTh! Kak B OMBITHOM, TaK 1 KOHTPOJILHOR TpyTire
Gy/1yT roJtydath Tepanuio 60pTe30MHEOM, TOKCOPYOHULIMHOM H JIeKca-
MeTasoHoM. J{u3aiiH vece1oBanst IpejriosiaraeT npoBe/ieHne 4-ua-
COBOI'0 1Ma/In3a MHHAMYM 3 pasa B Heziesmto. HecMoTpst Ha To uTo He-
c/IefIoBaHKe ellle He 3aBepIleHo, yxKe ceiidac BOSHHKAET BOIMPOC O
TOM, HACKOJILKO Ba’KHA B JAHHOM CJTyuae MPOAOIKUTENBHOCTD JHa-
JIN3a, BeJIb B Wleasie OH JIO/KEH MPOBOAUTHCS HEMTPEPhIBHO.

YacroTa oTBeTa Ha XUMHOTEPAIHUIO y MALUEHTOB, CTPAJIAI0-
X MM H JyiiTe IbHO HAaXO/ISILIMXCS HA FeMOJIHaIIN3e, BapbHpYyeT
ot 40 10 60 % 1 MaJI10 OTIMYACTCS] OT TAKOBOI Y IALKEHTOB ¢ HOp-
MaJibHOH TouevHOl yHKIMEH. DTO TOBOPHUT O TOM, UTO MoveyHast
HEJI0CTaTOYHOCTb cama 1o cebe He BJIUSIET Ha Pe3yJIbTaTHBHOCTD
tepannn MM 2741

KIMHWYECKAS OHKOTEMATOJIOTUA



NMoye4Has HEAOCTATOYHOCTb NPU MHOXECTBEHHOH MUenome

OnbIT NEeYeHns NayneHToB ¢ MHOXECTBEHHOH MUENOMON,
OC/IOXHEHHOW NOYEeYHOH He[0CcTaToYHOCTbI0, B THL PAMH
[Tpennaraem Bailiemy BHUMaHHI0 060011leHHE HALLIEro H-JIeTHEro
orbITa JiedeHust nauueHTos ¢ MM, 0c/10:KHEHHOH MTOYeuHoH He -
JIOCTATOUHOCTBIO. DTH JIaHHbIE SIBJISIIOTCS CepHell KIMHUIECKHX
HaOJIO/IEHHH U He TIPEeTEHIyIoT Ha Kakylo-Jan6o joKasaresb-
HOCTb, SIBJISISICh KJAMHUYECKOH HILTIOCTpaLei.

[Ton Hammm HaGgiofeHUEM HAXOAMJIOCh 7O TAalMEHTOB C
MM, oc/10}KHEHHOH TTOUYEYHOH HEIOCTATOUHOCTBIO (KpeaTHHHH OT
0,13 1o 1,83 mmosn/n). Vs 1ux myskumn 66110 47 (63 %), xeH-
i — 28 (37 %). Bospacr kosne6aiicst ot 37 10 84 sier, cocras-
Jisis1 B cpentem 60,8 rozia.

Pacnipejiesienne nauyeHToB B 3aBUCHMOCTH OT HMMYHOXHMH -
ueckoro Bapuanta MM npejicraBieHo Ha puc. 3. Kak u cienoa-
JI0 0XKHJ1aTh, HanGoJIee pacnpocTpaHeHHON Obl/1a CEKpelLys napa-
nporenna G, camoit penkoit — M. Muesioma BeHe-[koHca 110
4acToTe HAaXO/IMIach Ha BTOPOM MECTE, UTO 0O bSICHSIETCST BICOKOH
He(POTOKCHIHOCTBIO CBOGO/HBIX JIETKHX Lierell U 6oJiee 4acTbiM
pasBUTHEM MPH 3TOM Baprante MM nodyeuHol HeAOCTATOUHOCTH.

TepmunasbHas moueyHast HEAOCTATOYHOCTD Obla IMATHOCTH-
poBaHa y 36 natreHToB. Bee oHM noJtyyasn 3aMecTHTe/bHYIO 10~
yeyHylo Tepanuio. Cpeay NaluueHToB, HAXOAMBILHXCS MO/ HALLUM
na6onenueM, y 58 (77,3 % ) uesioBek rouednast He0CTaTOUHOCTh
pasBHJIach JI0 yCTaHOBJIeH s iMarHo3a MM uin Oblia BbisiBIEHA
B rIpoliecce NMePBUYHON MarHOCTHKN 3a60/1eBaHust. ¥ BCex Maiu-
€HTOB HaJIMuHe MOYeYHOH HEeJ0CTaTOUHOCTH camo Mo cebe sIBJIs-
JIOCh OCHOBAHHEM /151 Hauasia CrieltMpuiIecKol Tepariu MHeJIOMB.

BriGop Tepamuu ocylecTBIsIH, B OCHOBHOM OPHEHTHPYSICh
Ha CTaMIo MOYEUHOH HEIOCTATOYHOCTH, BO3PACT MalMeHTa, ero
obl1ee COCTOSIHNE, HATMUKME COMYTCTBYIOLIEH, B MEPBYIO 04epe/ib
Kap/MaabHOH, MAaTOJNOTHH (pHC. 4).

[Ton kapnuanbHOH naToorHell moHMMaJI 3a60J/1eBaHus Cepil-
11a, COMPOBOKIAIONIMECs: HApyLLIEHHEM ero (yHKIWMK H/Wiu Hapy-
LLIEHUSIMH CEPJIEYHOr0 PUTMA. SHAUHMbBIMH CUUTAJIM CEPIIEUHYIO He-
nocratouHocts [II—IV dyHKIMOHAIBHOTO Kilacca W HapyLIeHHs
puUTMa 110 THITy (PMOPHJIISILIMA TPE/CE P, 2KEeTy/I0UKOBOH KCTpa-
CHCTOJIMY BBICOKMX Ipafialiuii, HapylleHHsl TPOBOIUMOCTH, a TaK-
JKe CHHIPOM c1aG0CTH CHHYCOBOTO y3/a. Y psina 60/1bHBIX (6 marm-
€HTOB) HEJIOCTATOUHOCTb KPOBOOOPAIIIEHHS U CepAeUHbIe aPUTMUH
MOTJIH ObITh 00bsicHeHbl AL-aMHJIONI030M € MPEUMYILECTBEHHBIM
nopaxkenuem cepaua. B 1 ciyuae umeso mecto HeaMuIoUiHOE OT-
JioxKeHue Jsierkux ternedt. AL-amutonnos 1 NAMIDD noareepaxua-
JIH TUCTOJIOTMYECKH ¥ MMMYHOTHCTOXHMHUECKH, HCCietyst GHonTar
TOJIKO?KHOH KUPOBOH KJIETUATKH, a TaKxKe COCY/Ibl, y/laeHHbIE TTPH
(hopMHpPOBaHUM apTePHOBEHO3HOI (hHCTYsIbl. HacToTa BbIsIB/IEHHUS]
aMMJION]103a, BO3MOXKHO, Obliia Obl Gosiee BBICOKOI MPH MCMOJB30-
BaHWM YyBCTBUTEJILHBIX METOIOB 0OHAPYKEHHST AMHUJIOWIHBIX ACTIO-
3UTOB (97IEKTPOHHAST MUKPOCKOIHS, HMMyHO(EPMEHTHBIH aHAH3 ).

YuuTbIBasi KNTMHAYECKHE TIPOSIBJICHUS U JJaGopaTopHbIe JaH-
Hble, TopakeHue novek u passurue XI1H B nopasnsitomiem 6oJ1b-

Pue. 3. HacToTa pasfnmyHbIXx UMMYHOXMMUYECKNX BapUaHTOB MHOXECTBEH-
HOI MMUENOMbI
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BriepBble AMarHocTupoBaHHas
MHOXXeCTBEHHas muenoma,
OCNOXHEHHas No4e4Ho

HELOCTaTO4YHOCTbIO
HoananuaHas NMH TepmuHanbHas MH
<60 ner | Bospact | > 60 ner
<3 ECOG >3
KapananbHas
naronorus | *
VMP unu MP
3 Kypca
PAD nnun VAD BD nnn D
3 kypca 3 kypca
Pe3ncTeHTHOCTD,
[P, OX4P, 4P nporpeccns

NPOACIXNTb Tepanuio no
aHanoru4Hoi nporpamMme
3 Kypca

TanuaoMng (v neHanugommg)
+ [eKCaMeTa3oH
+ UmMKnogocdan

Puc. 4. Anropvytv Tepanuu nepeBrn4HbIX NALUVEHTOB C MHOXECTBEHHOMN Mue-
JIOMOW, OCNOXHEHHOW NMOYe4HON HEAO0CTATO4HOCTbIO:

[TH — no4e4Hast HeAoCTaTO4HOCTL; £COG — LKana oueHKu obLLero
cocTosiHWS 6onbHOro (6annel); VM P — 6opTe3ommnb, mendanaH, npegH13o-
NOH; MP — mendanaH, npeaHu3onoH; PAD — 6opTe3omné, agpruaMnumH,
[ekcameTasoH; VAD — BUHKPUCTUH, aapnamMnLyH, fekcameTasoH; BD —
60pTe30MK6, AeKcaMeTasdoH; D — MOHOTepanus BbICOKUMM [03aMu AeKca-
mMeTas0Ha; /1P — nonHasa pemuccnst; OXYP — o4eHb xopoLuas YacTuyHas
pemuceuns; 4P — qacTu4dHas pemmnceus

ILIMHCTBE CJIy4aeB MOXKHO OblJ10 0OBSICHUTB TyOyJ/IsIpHON Hedpo-
natueil. ¥ 6 maipeHToB OHa coueTasach ¢ aMHJIOMI030M TMOYEK,
YTO MPOSIBJIAIOCE MACCUBHOH MPOTEHHYPHEH, MPEHMYIIECTBEHHO
3a CYeT MoTepH ajabOyMHUHOB. ¥ 3 MAUMEHTOB CYTOUHBIC MOTEPH
6eJ/ika ocTuranu HehpoTHieckoro ypoBHs. B 3 ciyuasix umedcs
cunpoM PaHKOHH B3pocsbIX. ¥ | naleHTa MoJIojIoro Bo3pacra ¢
arpeccHBHbIM TeueHHeM MM GblJIo IMarHOCTHPOBAHO CreLHH -
YecKoe MopazkeHHe Movek.

B nocnennne 2 roga o6ecriedenye 60pTe30MHOOM 3HAUHTE/b-
HO YJTy4qLLIHJIOCh M TIOSIBUJIACh BO3MO2KHOCTb MCIO/Ib30BaTh Mpera-
par B cocTaBe HHULHMabHON Tepanni. OHAKO B CBSI3H C OpraHu3a-
IHOHHBIMH CJIO?KHOCTSIMHU TTPH HEOOXOAUMOCTH SKCTPEHHOT0 Hauasa
Tepanuu B COCTaBe MEPBOro Kypca Bee ellle PUMEHsIeTCsl BUHKPH-
crut. [TosTomy M3 75 malMeHTOB MHULMAJBHAST TEPATHs 10 CXeMe
VAD 6bina ripoBefiena y 30 GosibHbIX, Toria kKak PAD — juuib y 6
(y IByX BMECTO aJIpUaMHULIMHA UCTIOIb30BAJICS HIAPYOULIH ), GopTe-
30MHO + nekcameTasoH — y 3 nauueHtoB. CjeyeT OTMETHTb, UTO
rpuMeHeHue niapyouiiHa B KaricyJax (B 103e 40 Mr, MakCHMaJsIbHO
80 Mr/Kypc) M03BOJISIET 3HAUHTE/THHO YTIPOCTHTh JIeYeHHe, OCKO/b-
Ky OTrajaeT HeoGX0MMOCTb B IPUMEHEHHH MH(Y30MaTOB 1 CyTOU-
HbIX MHy3uil. TeM He MeHee 3TOT Mpenapar Mbl He HCMOJb3YeM Y
MOTEHIMAIBHBIX KaHAWAATOB /Tl TPAHCTIIAHTALMHA ayTOJOTHYHBIX
CTBOJIOBBIX KPOBETBOPHBIX KJIETOK H3-3a €ro 6oJiee BbIPaXKeHHOro
MHEJIOCYTPECCUBHOTO deKTa Mo CPaBHEHUIO C aPUAMHULHHOM,
BBOIMMbBIM B BHJIe HerpepblBHOH 24-uacoBoit nHdysuu. B otmune
OT aHTPALUKJIMHOB 6OPTE30MHUO He BbI3bIBAET PA3BUTHST KAPIHOMH-
onaruu. OjiHaKo Mpenapar MOKET BbI3bIBaTh GpantuKap/uio, Hapy-
ILIEHHS] TIPEICEPIHO-2KEYIOUKOBOH M BHYTPHAKEJYIOUKOBOH TMPO-
BOJIMMOCTH, uto Tpebyet peryssipHoro DKI -KoHTpoJisi, 0co6eHHO y
NalHeHTOB C OTSTOLIEHHBIM Kap/ua/bHbIM aHaMHe30M. PatasibHbIX
APUTMHUIL, KOTOPble MO2KHO OblJI0 Obl CBSI3aTh € Tepanueil 6opTe3o-
MHOOM, Mbl He Habmofany. HedacTbiM, HO 3HAUMMBIM MOGOYHBIM
sdekToMm npenapara Obla TakKe apTepuasbHasi TUIOTEH3Hs1, CO-
MPOBOKIAIOLIASCS TOJIOBOKPYKEHHEM, KOTOpasi BO3HHK/A BCKO-
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pe Tocsie BBEACHUS Tperapata. B oqHoM ciydae Mbl HaGoaam
KpaTKOBPEMEHHYIO ToTepio cosHauust. [lepudepnueckas nedpo-
natusi Habmmozanack y 23 nauuenTos, yatie Beero [I—III creneny,
Obl/1a yCTOHYHBOH K TPAIMLIMOHHOF Tepariy U perpeccupoBasa npu
YMeHbILIEHHH J103bl WK OTMEHE BbI3BABLLMX €€ NPenaparoB.

Y 36 mauMeHToB C TepMHMHAJBHON MOYEUHOH HEJI0CTaTOou-
HOCTbIO HayaslbHasl Teparust NMPOBOAUJIACH C BKJIIOUECHHEM aJlKH-
JMpYIOLIMX TIpenapatoB: y 34 — no cxeme MP, no onHomy city-
yaio — M2 u VMP.

Caopble aaHHbIe MO 3(h(EKTUBHOCTH JIeUeHHs], OLleHeHHbIE
uepe3 3 Mec. MocJie ero Hauasa, npuBesietbl B Taba. 1. CpaBHu-
BaThb HX U JIeJaTh KaKue-1H00 BLIBOJBI HETPABOMOUHO, MOCKOJIb-
Ky MCXOJHO TPYMMbl PA3nyaloTCsl MO CTeNeHH BbIPaXKEHHOCTH
MOYEUHOH HEJOCTATOYHOCTH. TeM He MeHee cJjielyeT OTMETHTb
6OJIbIIIYIO YACTOTY MOJIHBIX PEMUCCHIT MTPH HCroJib3oBaHuk VAD-
M0JI00HBIX KYPCOB.

[To60uHble 3(deKThl Tepanmuu 3aBHCENH TJIABHBIM 00pa-
30M OT CXeMbl JieueHHs] W ObIM MaJslo CBsI3aHbl C BbIPA’KEHHO-
CTBIO MOYEYHOH HEAOCTATOUHOCTH. B GOMBIIMHCTBE C/lydyaeB OHH
ObIJTH MTPEICKA3yeMbl H 0’KHaeMbl. Tak, MpH HCMOMb30BAHUH BUH-
KPUCTHHA MK OopTe3oMuba BCTPeUauCh MOJUHEHponartHsl, Ha-
pylueHusi crysia. ArpaHysonutos W ¢eGpuibHast HEHTPOIeHHst
Pa3BWINCDH y 3 MAlMEHTOB, MOJIyyaBIIUX MeJidajiaH, U TOJbKO B
1 coyuae nocJste siedennsi o cxeme VAD, mpudem y naipueHTa ¢
MPAKTHYECKH TOTAJIbHON MH(UIBTPALMEll KOCTHOTO MO3ra I1J1a3-
MoGsactamu. HeJib3st He OTMETHTB TOTO (hakTa, uTo Ha (hoHe Jie-
YeHHs1 KaXeKCHsl pa3BUBaJlach TOJNbKO y MALMEHTOB, MOJyYaBLIMX
B COCTaBe KOMOUHMPOBAHHOTO JIeYeHHUsT BBICOKHE JI03bI IeKcame-
taszoHa (y 8 u3 39 naunenton). B 31o# rpynne takxke Gbl1a Bbl-
COKa 4acToTa rpuOKOBBIX HH(EKIHH, B 0COOCHHOCTH OpohapHH-
rea/IbHOro Kamjnj03a, jocturaipouast npaktuueckn 100%. [pu
9TOM HaMU He 3a(hMKCHPOBAHO HU OJHOTO CJjiydasi HHBA3UBHOTO
JIErOYHOTO acneprusie3a u MHEBMOLIMCTHOMN ITHEBMOHKHU, UTO CBS1-
3aHO, OUEBMJIHO, C UMITYJILCHBIM XapaKTepPOM BBEIEHHUS JleKcame-
Tas3oHa, OrpaHHyeHHbIM 110 BpeMeHu. Hu Ko-TpumMoKcasost, Hi MU -
KOCTaTHKH C TIPO(PUIAKTHIECKOH 11€JIbI0 He TIPUMEHSTUCh.

[oxkamyii, Han6osee CyIIeCTBEHHBIM MOGOUHBIM 3(hPeKTOM
6b1710 pa3BUTHE CEMTHUECKUX OGaKTepHaTbHBIX HH(EKIH, KOTopble
B 4 cirydasix cTasii PHYMHON JIeTAaNmbHOTO UCXOa B MEPBbIe 3 Mec.
nocsie Hauasa jJeueHnst. HecomuenHo, Tskesoe TedeHne MHMEKIH-
OHHOTO Nnpouecca Obl10 06YCIOBAEHO HE TOJILKO CHHAPOMOM HEJl0-
CTATOUHOCTH aHTHUTEJ, CBsI3aHHbIM ¢ MM, HO 1 KOMOUHUPOBAHHBIM
UMMYHOZIE(DUIUTOM 1 HApyLIIEHHEM 3BEeHbEB HecTel(puIecKol 3a-
LLIMTbI, HHIyLHPOBAHHBIX IPOBOJAMMON XHUMHOTEpaIHed.

B nepBble 3 Mec. mocsie Hauasna Tepanuu U3 75 MalueHTOB
yMmepJio 9, B TeyeHne rofga — 24 naupenta. Kpome nHcexioH-
HBIX OCJIO}KHEHHWH TPUUHHAMH JIETAITBHOTO HCXOA TaKxkKe OblIH
nporpeccus 3a6oneBaHus C PA3BUTHEM KaXeKCHH, TsKesast Hel0-
CTATOYHOCTb KPOBOOOPAILICHHS U HAPYLLIEHHS CEPACUHOTO PUTMA.

Pannsist ietaabHOCTb natpeHToB ¢ MM, 0C/10:KHEHHOH MToYeuHoH
HEJIOCTATOYHOCTBIO, OCTAETC BbICOKOH, Ha yposHe 30%.* Mue-
JIOMHas1 HepponaTHsi 3aHUMaeT BTOPOE MECTO CPEIH ITPUUHH CMep-
T (1ocsie HHAEKIMOHHBIX 0C/I0KHeH i) Tpu MM.7 Yeosepiiien-
CTBOBAHME TIPOLIEYPbl MA/N3a, YJydlIeHHEe COMPOBOAUTEIbHON

Teparnuy NPakTHYeCKH HUBEIMPOBAH PA3INUHUS B JETATBHOCTH Y
MALUEHTOB, HAXOMSILMXCS HA MPOrPAMMHOM FeMOMaIn3e, u'y fna-
LIMEHTOB C J0AUAJH3HON cTafuel moyeyHon HegocratouHoct. Og-
HAaKO HaJInuMe 104eyHo! HeJ0CTaTOYHOCTH J1II0OO0H CTaluu CO3JaeT
y GosbHbIX MM 1iedblit ps npo6JieM, KOTOPbIX HET MPH HOpMallb-
HOH (yHKLMH nouek. HaunGoJsiee cepbe3HbIM sBIsIeTCs] BBIGOP XH-
MHOTEpaIuH, 103 penapaToB U COMPOBOAUTENILHOTO JICYCHHS].

MopdoJsioruueckuit cyGeTpar MoyeuHoH He0CTaTOUHOCTH
npu MM nocratouno pasHoo6paseH U BKJIouaeT TyOyJIsIpHyIo He-
(ponaruto (cambliit yactbii Bapuant), AL-amuionno3, NAMIDD,
nopaskenue rnovek npu kpuoraodyannemud [ u Il Tunos, cuugpom
DankoHH, creluduIecKyo HHPUILTPALMIO MHEJOMHBIMH KJeT-
KaMH. BaxkHoe mpoBoLupyolee 3HaueHHe B Pa3BUTHH MOYEUHOH
HEJIOCTATOYHOCTH UMEET Aernpataliusi, HeCTabUJIbHOCTD MeMOJIH -
HAaMHKH U BO3JIeHCTBHE He(DPOTOKCHUHBIX MTPeraparos.

XITH — masnoo6partumoe naroJioruueckoe cocrosiHue. Jlau-
Hble 0 BbIcoKOH yactore oopatumMocTd XITH npu MM BbisbiBatoT
COMHEHHSI H HY2KI1A10TCs1 B OATBEP2KIACHUH. Bo-nepsbix, nppy MM
y 25% nauMenToB BO3MOXKHO PAa3BUTHE MOTEHLMAILHO 0OpaTH-
MOH OCTPOH MOYEYHO! HEIOCTATOYHOCTH, B T.4. HA (POHE XPOHH-
ueckoil.”™” Bo-BTOpbIX, OGLIENPUHSITbIE MAPKEPbI TOUEUHOM (yHK-
MM — SHJIOTCHHDIH KPEaTHHUH U €ro KJIUPeHC y 60oJbHbIX MM,
0co6EHHO TIOJYYaIONHX TePATHIo BEICOKHUMH J03aMHU TJTIOKOKOP-
THKOCTEPOHIOB, MOTYT ObITb HEMH(POPMATHBHBI.

[TaupnenTsl Mosioxke 60 JIET ¢ XOPOLIUM COMATHUECKUM CTaTy-
COM, OTCYTCTBHEM TSKEJIOH MaTOJNIOTHK CepeYHO-COCYIUCTON CH-
CTeMbl H XHMHOUYBCTBUTEJILHON OIMyXOJIbIO SIBJISIOTCS KaHAMIaTaMK
JL/151 IPOBEJICHUST BBICOKOJI03HON Teparuu ¢ Mojjie pAKKOK ayToJI0rHy -
HBIMH CTBOJIOBBIMH KJI€TKaMH KpoBH. OnTiMaJibHasi MHULMaJIbHAsT
Teparust B 310l rpynine — VAD-nono6uble Kypebl. [To BoamozkHO-
CTH BUHKPHUCTHH 2KeJIaTe/IbHO 3aMEeHHTh Ha 60pTe30MHUO.

Y Jmi, He SIBASIONINXCSA KaHAMAATAMH /IS TpaHCIIaHTallH
ayTOJIOTHYHBIX TeMOMO3THUECKUX KJIETOK M CTPATAIOINX TEPMH-
HaJIbHOM MOYEUHOH HEI0CTATOYHOCTBIO, B KAYeCTBE CTAPTOBON Te-
parnuy MOTYT MPUMEHSITBCS CXEMbI C BK/IIOYEHHEM aTKMJTHPYIOLINX
npenaparos — MP, VMP.

[TnazmMoo6MeHbl He BJUSIOT Ha MouedHylo (yHKLHIO H TpH-
MEHSIIOTCS TOJIBKO B YPTreHTHBIX CHTyalsX, TAKHX KaK Naparpo-
TenHeMHuecKasi Koma. HedpornporekTBHYI0 poJib remosualnaa
C ylaJIeHHeM JIETKHX Lierel ellie NPeACTOMT yTOYHUTD.
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