E.H.Illupokosa.

IMEPBUYHBIN BUJINAPHBIN IUPPO3

[TepBuunstii Ounuapusiii nuppo3 (I16L]) - BocmanuTenbHoe 3a001eBaHIe MEKIOIBKOBBIX U
CENTaIbHBIX KEIUHBIX IPOTOKOB, I10-BUIUMOMY, HIMMYHHOU IIPUPOJIBL, IPH KOTOPOM ITOCTEIIEHHO
pa3pyLIatoTCsl BHY TPUIIEUEHOUYHBIE KEIUHBIE IPOTOKH, YTO BEJET K JYKTOIIEHUH U NIEPCUCTUPYIOLIEMY
X0JIECTa3y ¢ Pa3BUTHEM B TEPMHHAIBHON CTAaUU IEYEHOYHON HELOCTATOYHOCTH.

3nudemuorsnozus.
[TBI] GoneroT mpenMyIIeCTBEHHO >KEHIIIMHBI CPEHET0 BO3pacTa HE3aBUCUMO OT pacoOBOM

MIPUHAUIEKHOCTU. B CTpYKType MUPOBOM CMEPTHOCTH OT BCEX LUPPO30B neueHu 1ourst [1bL]
coctaBisgeT noutu 2%. 3aboneBanue BcrpeyaeTcs ¢ yactotor 19-151 cimyyaii Ha 1 MitH HaceneHusl.

BepositHOCTh 3a0051€Banus B ceMbsix, rae umeetcs 6omapHoi [1BL, B 1000 pa3 6ombine, ueM B
oO0mIei momynsuu.

Mopdaposnoaus.
Bblgenstot yeTbipe mopgonormnyeckme ctagum MNbBLL.
- XPOHMYECKNUN HEMHOWHBIN OECTPYKTUBHbLIN XOnaHrnT. [lopTanbHbIi renaTuT.
- MNponudepauyus xenyHbix KaHanbues. [epunopTanbHbIN renaTuT.
- CkneposupoBaHune. MocTtoBmaHbIE HEKPO3bI, cenTanbHbI Hrdpoa3.
V- Linppo3 neyeHn.
KnuHnyeckas kapTuHa.

Y 48-60% ©OonbHbiXx 3aboneBaHne BbIABNAKT HaA OeccMMnTOMHOM CTagum no
M3MEHEHHbIM aHanM3aM KpOBW, KOTOPble BLIMOMHAT MO MPUYMHAM, HE CBSI3aHHbIM C
3aboneBaHneM neyeHu.

KoxHbit 3yd. OcHoBHble cumnToMbl [BL oBycrnoBneHbl ANUTENbHO CyLEeCTBYOLWUM
X0S1IeCTa3oMm.

Cawmblii paHHMii cienpUYecKHii CUMIITOM - KOKHBIN 3y]l, YCHIIMBAIOIIMNACS B HOYHOE BPEMS.
3yJ1 MOKET MepBOHAYAIIHPHO BOSHUKHYTH B MTOCJICTHEM TPUMECTPE OEPEMEHHOCTH 1 TIEPCUCTUPOBATH
1ocJie poAoB. 3y PEAKO MPOXOJUT CIIOHTAHHO JI0 MOCIEAHEN CTauy IUPPO3a, KOT 1A €INHCTBEHHO
BO3MOXXHBIM JICUCHUEM SBJIACTCA IEPECAaKa IICUCHU. OTHONIOrUA 3yaa HEU3BCCTHA. On
OGYCJIOBJIGH HE 3anep>1<1<0171 NEPBUYHBIX U BTOPUYHBIX KCIYHBIX KUCJIOT, 4 APYT'UMH BCUICCTBAMU,
KOTOPBIC B HOPME CCKPETUPYIOTCA B KEITYDb U CBA3BIBAIOTCA C XOJICCTUPAMHUHOM M KOJIECCTUITIOJIOM.

[IpenmnonararoT TakkKe B Ka4€CTBE BO3MOKHOM IPUUMHBI IOBBIIIEHHBIN ONMOUIIPIeUYECKUN TOHYC,
CBSI3aHHBIN C XPOHUYECKUM XOJIECTa30M.

HaubGonee pacnpocTpaHeHHbIi Ha paHHUX CcTaausx 3aboneBaHUs CUMMITOM -

cnabocmsb, Habnogaemas y 78% naumeHToB.



Manbabcopbuyus. HapylweHne cekpeuuu Xenynm BedeT K CHWXKEHUIO MOCTYNnneHus
XKENYHbIX KNCAOT B NPOCBET KuweYvHuKa. MNauneHToB 6ecnokoaT HovHas anapesi, 06beMHbIN
MNEHUCTBLIN CTYN M NOTEPS Maccbl Tena, HECMOTPS Ha XOpPOLMA anneTuT U yBenunveHue
KanopunHocTu nuwn. HapylaeTtcs BcacbiBaHMe XupopactBopuMbix ButammnHos A, D, E, K u
Kanbuusa. Manbabcopbumss MOXeT Takke pas3BMBaTbCA BCNELCTBME BHELLUHECEKPETOPHOW
HeJOCTaTOYHOCTU NOMKENYAOYHOM Xenesdbl, YTO BCTpeyaeTcsl Y B0MbHbIX C CONYTCTBYHOLMM
cuHgpomom LerpeHa.

Ocmeonopo3. OcteoneHus BoigBngeTcsa nodtn y 25% 6onbHbix MNBL. OcTteomanaums
pa3BMBaEeTCsA PeaKo - TONbKO Yy NauMeHTOB C pa3BepHyTbiMu ctaguamu MNBL, Haxoaawmxca
Ha NOCTENbHOM peXnMe U HegocTaTovyHOE Bpems npedbiBarowmx Ha conHue. KnuHunyeckme
NpU3HaKM octeonopo3sa - 60nb B KOCTAX, CIOHTAHHbIA NepeniomM Tesl NO3BOHKOB M Neperiombl
pebep. Pexe BCTpevatoTcs nepeniombl ANMHHbBIX KOCTEMN.

dusmkanbHoe wuccnegoBaHne 6GonbHoro. 3aboneBaHMe MOXET npoTekaTb
beccumnToMHO. [pu cumntomaTtnyeckom TedeHuun [BL y 70% 6onbHbLIX onpegendeTcs
renatomeranus, a y 35% - cnneHomeranunda. KoxHble MOKPOBbI MMNEPNMrMEHTUPOBaHbI U
HaNOMMHAaIT BblAyOMNEHHYH0 KOXY, YTO Ha paHHuX ctagusax MNBL, obycnoeneHo MenaHnHoM, a
He GunnpybuHomMm. M3-3a MyyumTenbHOro 3yga Hepeako obHapyXuBakT pacnpocTpaHeHHble
CCaauHbl.

XKentyxa obblMHO nNpucoeguHseTcs no3gHee 3yaa. Hanuume kcaHTenasm M KCaHTOM
KoppenupyeT c runepxonecrepuHemmen. Pegko BcTtpeyaetca konbuo Kansepa-®dnenwepa,
obcnoBneHHoe HakonneHnem wmean. Ha KoHeuHblx cTagmax [1bLl  HabnwopatoTcs
TeneaHrnakTasum, npexogswasi noTepss MbIWEYHOM MacCbl NPOKCUMAanbHbIX YacTen
KOHEYHOCTEeW, acuuT 1 OTEKU, CBUOETENbCTBYOWME O LMppo3e.

UcTopunsa 3aboneBaHusa 1 NPOrHos.

Mpn BeccuMnTOMHOM TedeHun 6onesHn npegnonaraemasi NPOAOIMKUTESNbHOCTb XXU3HU

oonble, 4em Yy OONbHLIX C KINUHUYECKUMUN npodaBreHnAaAMN. CpeLI,HFIFI BbP>KMBAEMOCTb



OOMbHbIX C KNWHUYECKMMWU nposiBneHnsMn 3aboneBaHunsa coctasnseTr 7,5 - 10 net, npwu
oeccuMnToMHOM TeyeHun - 10 -16 net. Y 6onbHbIX ¢ |l u IV ructonornyecknmmn crtagusamm
CcpeaHAa NPoLOIMKUTENBHOCTL XU3HU He npeBbIlaeT 7 ner.

Knnandeckuie nmposiBiieHNst y OOJIBITMHCTBA OOJIBHBIX ¢ 0ecCUMIITOMHBIM TeueHueM 161 ]

Pa3BHUBAKOTCA B TCUCHHUC 2-4 j1eT OT MOMEHTA YCTaHOBJICHUA AUAlrHO34a. Hanuune u TUTP AMA He
BJIMAIOT HA BBDKHUBACMOCTD.

O4yeHb XOpOWO C BbIXKMBAEMOCTbIO KOppenupyeT YypoBeHb rmnepbunupybrHemumm
Tabn.1.).
Tabnuua 1.0xupaemas BbiXMBaeMoCTb 6onbHbix lBL| B 3aBUCMMOCTM OT YypOBHS

rmnepounupyouHemMmn.

YpoBeHb BunnpybuHa B CbIBOPOTKE KPOBM, Oxnpaemas BbbKMBAEMOCTb, rogpl
MKMOnb/1n (Mr%)

< 34 (<2) <8-13
35-100 (2-6) 2-7
>100 (>6) <2

[MosiBNEeHME npU3HAKOB MEYEHOYHO-KNETOYHOM HeAOCTAaTOYHOCTW, TaKMX  Kak
Hekoppernpyemasi koarynonaTtusi, CBuaeTenbCTByeT O TEpMUHANBbHOM CTaaumn 3abonesaHus.
YpoBeHb GunmMpybuHa NpucyTCTBYET BO BCEX MOAEnNsx BbbkuBaemocTun. Hambonee
LUMPOKO UCNONb3yeTcs MoAernb KNUHUKM Meno, He 3aBucswas oT AaHHbIX Guoncum neyexu.
B aton mogenu yuntbiBaloTCA BO3pacT, ypoBHM GunupybuHa n anbbymumHa B CbIBOPOTKE,
NpoTpOMBMHOBOE BpeMS, Hanu4ne otekos (Tabn. 2).
Tabnuua 2. Moaenb NPOrHo3MpoBaHUA BbDKMBAaeMOCTU KNUHUKKU Meno.
0,04 (BospacrT)
+0,87In (6bunnpyouH)
-2,53 In (anbBbymuH)

+2,38 In (npoTpoMbUHOBOE BpeMS)
+0,86 (oTekn)

Nunexc Meiio, onTUMalIbHBIN AJ1s1 BEIIOJIHEHUS TPAHCIUIAHTAIlUK MIEYeHH, paBeH 5,9-7,8.

AOunarHocTtuka. JlabopaTopHble AaHHble. Mapkepbl xonecrtasa, 6Guoxumuyeckue

TECTbl PeaKO OKa3blBalOTCA ANArHOCTUYECKM 3HaunmmbiMi Aansa 6onbHbix [1BL. BHadane



MOBbILLAKTCA YPOBHU LWenoyHon docdatasbl (LLUP) n ramma-rnrotammntpaHcnentuaasbl
(CTTIT). OHKM ocTalTCA NOBbIWEHHLIMU Ha NPOTSXKEHUM BCero 3aboneBaHns, 0O4HAKO CTENEHb
NOBbILEHNS UMeeT HebornbLLoe 3HaYeHne 4Nsi NPorHo3sa.

B Havasne 3a0oneBaHusl HE3HAUUTEIHHO MOBBIILIEH YPOBEHb TPAHCAMUHA3 - AJJAHWHOBOM

(AnAT) u acnaparunoBoit (AcAT), 4To TakkKe MPOrHOCTUYECKH MAJT03HAYUMO. Y POBEHb OMIINpyOHHa
CBIBOPOTKH TOBBIIIAETCS 110 MEPE MPOTPECCUPOBAHUS 3200IeBaHMS.

CopgepxaHue anbbymmHa wn npoTpoMbUHA CbIBOPOTKM B Hadane 3abonesaHus
OCTaeTCs B npefeniax HopMbl U CHWXKaEeTCa Ha NO3AHNX CTaausix 3aboneBaHus, YTO SABMSETCS
MNAOXMM NPOrHOCTUYECKUM MPU3HAKOM.

AHTUMUTOXOHAPUanNbHble aHTuTena (AMA) nonoxwutenbHbl y 95% 6onbHbIX. AMA -
3TO CEMEWNCTBO aHTuUTern, KOTOpOe B3auMOOEWUCTBYeT C pas3fnyHbIMW  aHTUreHamu
mMutoxoHapun. CneundundHeiMn ana lNBL cuutaoTca aHTM-M2, koTopble HanpaBsfeHb!
HenocpeacTBEHHO npoTuB aurnaponunounaueTuntpaHcdepassbl (E2)
nMpyBaTAErMaporeHa3Horo Komnnekca BHyTpeHHen MemopaHbl MUTOXOHAPWN.

[MoBblWweHbl ypoBeHb IgM M, NO MeHblen mMepe Yy NONoBMHbI NaLMEHTOB, YPOBEHb
XonectepuHa. YBenuuMBaeTCA CcoAepXaHue JIMNOnpoOTEMHOB BbICOKOM MIIOTHOCTM U
cogepXaHne Meaum B MNEYEHU W MOYe NpPU MNOBLILWEHHOM WM HOPMarnbHOM YPOBHE
CbIBOPOTOYHOrO LepynonnasmunHa.

Ana obHapyxeHna CconyTCTBYIOLLEro rmnotupeosa Havmbonee TOYHbIM METOAOM
ABNAETCA onpeaeneHne cogepXxaHusi TMPeoTPOMNHOro ropMoHa.

Buoncusi ne4yeHu. Pe3ynbtaTtbl Guoncun no3BonsAT yCTaHOBUTL AuarHo3 [BL wn
OLEHUTb NPOJOIKUTENBbHOCTL 3aboneBaHus. [daHHble Guoncum Heobxoaumbl Takke Ans
onpeneneHust NporHosa n apeKTUBHOCTN Tepanuu.

UHcmpymeHmanbHble MemoObl. [ONONHUTENbHbIE MEeToAbl  UCCreAOBaHuWS
MCNONBL3YIT AN UCKMYEHUS OOCTPYKUMM  KeN4YHbIX MPOTOKOB. YNbTpa3ByKOBOE
nccnegosaHne (Y3WM) - HemHBa3MBHbIM MeTOn, OObIMHO AO0CTATOYHbLIM ANS UCKNIOYEHUN

OBCTPYKUUN KEMYHBIX NMPOTOKOB. KOMNbIOTEPHYO TOMOrpadumio NPUMEHSIIOT B TeX Cry4asix,



korga Y3WM TexHunyeckn HesbinorHMmo. K aHaockonuyeckon xonaHrunorpaduu npuderaroTt y
AMA-HeraTmBHbIX NALMEHTOB AN UCKIIOYEHNSA NEPBUYHOIO CKNEPO3MPYIOLLEro XONaHrmTa.

Jua2Ho3 OCHOBbLIBAaETCSI Ha COBOKYMHOCTWU KIMHMKO-NAboOpaTOpPHbIX AaHHbIX W
ovoncun nevenn (Pwuc.1). OuarHos lBL, BepoATeH, ecnn nosbiweH ypoBeHb WP un IgM,
nonoxutensHol AMA. [QuarHo3 cnefyeTr noaTtsBepaatb AaHHbIMM Buoncum neyveHun ans
onpeaeneHuns rmMcTonorMyeckon ctagmm 1 NporHosa.

Puc.1 IIBLL: nmarnocTuka.

Knunuueckue nRPpU3HAKU

KooxHbIi 3y, COTPOBOXKIAAIOIIUIICS MEJIEHHO POTPECCUPYIOIIEH JKENTyXO0M

T'enatomeranus

Jlabopamopuvie oannvie
XonecTtas 1o JaHHBIM OMOXUMHUYECKHUX MPo0:
- CBIBOPOTOYHBIN OUIUpPYOUH - 2N
- menoyvHas ¢ocdaraza -4N
- acrlapraTaMuHOTpaHcdepasa - 2N

Tutp AMA B chIBOpOTKE KpoBH - 1:40

Mopdgponozusn

CooTBeTcTBYIONINE U3MEHEHHSI B OMOTITaTaX MEYEHU

JleyeHue.

KyrnupoeaHue cumMrnmomog XpOHUHYECKO20 Xoriecmasa - KOXXH020 3yda.

XonectnpamuH - Heabcopbupyemas cmona, obneryatowas 3yn 6onee yem y 90%
OonbHbIX. [1o3a 00bI4HO 41 3 pa3a B AeHb, Nnydlle BO BpeMs npuemMa nuwm. B 3aBucumocTu
OT TSPXKeCTU XonecTtasa 3y yMeHbluaeTcs Yyepes 1-4 AHs OT Havana feyeHus.

AHmMuaucmamuHHble cpedcmea u3peaka noMoraroT Ha paHHUX cTagmax 3aboneBaHus

npu HeCUNbHOM 3yfe. Nx pencrene, BEPOATHO, o6ycnoaneHo MH,D,yKLlMGVI CHa.



[udpoxnopud kKonecmurosia (CMONa amMMOHWUA) 3PEeKTMBEH KaK XOneCTUpamMuH,
MOXeT MCMNOoNb30BaTbCA Y BONbHbBIX, KOTOPbIE HE MOTYT NPUHMMAaTb XONecTupamMuH nU3-3a ero
BKYCOBbIX Ka4yecCTB.

AHTMONOTUK pughamnuyuH Ha3Ha4YaeTCca Kak npenapaT BTopoun ovepean B gose 150 mr
2-3 pa3a B CyTKuN. Q(P(PEKTMBHOCTb TEPANUN OLIEHNBAETCS Yepe3 MecsL, OT Hayana neyeHus.
Mpn ero NpMMEHEHUU BO3MOXHO pPa3BUTME HEKOHBLIOMMPOBAHHOW runepounupybnHemmn,
renatuta, TPOMOOUMTONEHUN, NOPaXKEHME MOYEYHbIX KaHanbueB. PudamnuuuH ynydwaet
onoxummnyeckmne nokasatenu y 6onbHbix MNBL.

B cnyyasix pesuCTeHTHOro K Tepanuu 3yda B KIMHUYECKUX UCCNefoBaHUsX
MCNOMb3YT aHTAroHUCTbI ONNATOB, HAJTOKCOH B/B U HAJIMPEKCOH NepoparsbHo,.

[dpyrne npoTMBoO3ygHble CPeacTBa: ypocoae3oKcuMxorneBas Kucnota, deHobapbutan,
NPegHU30MoH,  METUMTECTOCTEPOH,  poToTepanus  ynbTpaduoneToBbiMM  flydamu,
nrnasmodgoepes .

Manbabcopbuyus. Manbabcopbumnsa XnpopacCTBOPMMbIX BUTAaMUHOB COOTBETCTBYET
TSXKECTU Xonecrtasa.

BuTaMmnHbl HasHavalT nepopanbHO pasfdesibHo € XONecTpuaMuvHOM, Tak  Kak
nocrnegHUn MOXeT CBA3bIBaTb U NOoAaBnsaATb UX abcopbumio B KuwevyHoMm Tpakte. ButammH K
NPUHUMAIOT BHYTPb Mo SMmr B cyTkun, ButamuH A- no 10000-25000 ME/cyT, ButamuH E - 400-
1000 eguHuy B geHb, 25-OH ButammH D - no 20 mkr 3 pasa B Hegento. Heobxoanm
AOMNOJSTHUTENbHbIA NPUEM KanbLMS.

JleyeHne cTeaTopen npegycMmaTpmBaeT AMETY C HU3KUM COAEpXaHUEM Kupa,
oboralleHHyo Tpurnuuepugamm co cpegHen gnuHon uenm (TCL) gna nopaepxaHus
afleKkBaTHOro NocTynsnieHus kanopuin. ExxegHeBHasa gosa coctasnset 60 mn macna ¢ TCL,. Y
HekoTopbiXx 6onbHbiXx [MBL ¢ cuHgpomom LlerpeHa pasBMBaeTcsi BHELUHECEKPEeTOpHas
HeJOCTaTOMHOCTb  MOKENYAOYHOM >Kemnesbl, KOTOPYH KOPPUrMpPYHT 3aMecTUTENbHOM

depMEHTHON Tepanuen.



Ocmeonopo3. HasHauatoT ButamumH D, kanbuumn, kanbumtoHuH, YOXK, ogHako
neyeHne HegocTaToOMHO 3MEKTUBHO.

Y 6onbHbix lBL, moxeT pasBuBaTbCA XenesogeduumtHass aHemus BCreacTBue
CKPbITbIX KPOBOMOTEPb W3 XernyaodyHO-KMULEeYHOro TpakTta. [ns BbiBNEeHWA BapUKO3HO-
pacWMpPEHHbIX BEH NULLEBOAA WM MOPTarbHOW MNEpPTEH3MOHHOW racTponaTtum Heobxoguma
330cparoracTpoayoneHOCKONUS.

lMamozeHemu4eckoe sie4yeHue .

Ypcooezokcuxonesasn kucnoma (YPCOCAH). YIKX siBnsieTcs mpernapaToM BeIOOpA.
Jnutensubiit npuem Y JIXK yiydniaer OnoXuMuuecKue mokazaTelu, BKIoYasi ypoBEeHb
CBIBOPOTOUYHOTO OMJIHPYONHA, YIyUIIaeT BEDKMBAEMOCTh, 3aMEIJISIET TUCTOJIOTUYECKYIO POTPECCHIO,
pa3BUTHE LIUPPO3a U NOPTAIBHOMN TUIEPTEH3UHU. PUCK pa3BUTHS BApUKO3HO PACIIMPEHHBIX BEH

MUIIEBOa B TeUeHHE 4-X JeT cHuxaeTcs ¢ 58% mo 16%, HO Ha BOSHUKHOBEHHE KPOBOTEUEHUH U3 HUX
npuem Y JIXK He Bnuser.

BblgensaioT Tpu BO3MOXHbIX MexaHu3ma pgeuncteusa YOXK npu xonectaTuyeckmx
NOPaXXeHUSAX NEeYEHMU:

- HCpBBIfI - CTUMYJIAIHA HapymeHHofI CCKPCIUU XKCJTYH, MMPEKAC BCCTO SHAOTCHHBIX
rHHpO(bO6HBIX KCIIYHBIX KHCJIOT, CIIOCOOHBIX MOBPEIKAATh KIICTKU IICUCHU,

- BTOPOH - MPOTEKTUBHOE JICHCTBUE HA KEITYHBIE MPOTOKH, BhIpAXKAroIIeecs B
MeMmOpaHocTabu3upyromeM dGQeKTe Mo OTHOIICHUIO K SIMUTEITHIO KETIHBIX TPOTOKOB;

- TPETHIA - aHTHATIONTOTUYECKOE JICHCTBHE, CBA3aHHOE C YMEHBIIICHHEM OCBOOOXKICHUS
uuroxpoma C.

YeTbipexneTHasa Tepanusa YOXK yBenuuneaeT BpemMs 40 Nepecagky NeyveHu.

YPCOCAH HasHauvaeTcs B go3e 13-15 mr/kr/cyTkn ogHOKpaTHO BeyepoM nmbo B ABa
npuema. OQHOKpaTHbIM Npuem npegnoyTuteneH. MNpu HeaddEKTUBHOCTN CTaHAAPTHbLIX 403
YOXK BO3MOXHO NpuMeHeHue BbiCOKnx o3 npenapata — 20 mr/kr/cytkn. YPCOCAH xopowo
nepeHocuTcsl, N0604YHbIE APdEKThI, OObIYHO 3TO Anapesi, pa3BUBaOTCS PeakKo.

Mockonbky [MBL - aytoummyHHOe 3aboneBaHwe, NOrMYHbIM MNOAXOAOM K Tepanuu
SBMSIETCA UCMOMb30BaHME MMMYHOLENPECCaHTOB.

B cBA3nM ¢ MuHMMansHon 3dekTMBHOCTLIO (NMMBO oTcyTcTBMEM adpdbekTa) u/mnu
Bblp@XeHHbIMM  NOBOYHBbIMM  AencTBuasMun  onsa  nedenua [BL, He pekomeHayroTCA

a3aTunoOrpnH, xnopaM6yL|,|/|n, LMKNOCMNOPWH, D-neHnuymnnamuH, Tanngomua, KOIXuULnH.



B03MOXHO NnpuUMeHeHne MeToTpekcaTa Y NauMeHToOB C OTCYTCTBMEM BMOXMMMUYECKOrO
otBeTa Ha npuem YOXK.

Mcnonb3oBaHMe KOPTMKOCTEPOWOAOB HexenaTenbHO B CBSA3M C TeM, YTO Ha poHe
npuemMa npegHn3onioHa yxyawaetcsa octeonopos. [lepcnektmBHa kombuHauma YIOXK c
OynecoHngom (rntokokopTtukonaom |l nokoneHus), okasbiBaoWMM MUHMMArbHOE BANAHWE Ha
rmnocmnsapHo-rmnoTanamo-agpeHanoByo OCb M MAOTHOCTb KOCTHOW TKaHMW.

TpaHcnnaHTauma ne4veHW. TpaHcnnaHTauus yBenuMuMBaeT BbIKMBAEMOCTb MU
OCTaeTcsa eAUHCTBEHHbLIM cpeacTBoMm nedeHuns NbBL.

TpaHcnnaHTauma nedYeHn nokasaHa OonbHbLIM C nocnegHen ctaguen [BL, T.e.
LMPPO30OM, OCMNOXHUBLLUMMCSI KPOBOTEYEHNEM N3 BAaPUKO3HO-PACLLUMPEHHbIX BEH NULLEBOAA U
Xenyaoka, pedpakTepHbIM  acuMTOM,  MNEeYEHOYHOM  3HUuedanonatuen,  TAXKeNbIM
OCTEONOPO30M CO CMOHTaAHHLIMWU NEpPenoMamMm KOCTEN, Kaxekcuemn, YypoBHEM CbIBOPOTOYHOIO
anbbymuHa Hwxe 2,8 r/an, ypoBHEM CbIBOPOTOYHOro 6unupybuna - soiwe 10 mr/gn.

[MokazaHMem K TpaHCnnaHTauuu nevyeHn ABMASIETCS TaKkKe HEKYMUPYIOLWMIACA KOXHbIN
3yn. OQHOMNETHASA BbPKMBAEMOCTb MOChe TpaHcnnaHTaumMm nedeHn cpegu 6onbHbix MBL
coctaBnsetr 85-90%. [lpu npoBegeHnn agekBaTHOM WMMMYHOCYMNPECCUBHOW Tepanuu

peungnBbl 3aboneBaHus nocne TpaHCrJlaHTaunn pa3BmBaroTCA peako.



