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Pesrome

B crarpe mpencTaBieHbl pe3yabTaThl MPUMEHEHHS DPA3IUYHBIX MPOrpaMM TeMOTpaHC(]y3nOHHOM
Tepanuu y OOJBHBIX C TOMO3UIOTHOM (QopMoil [-TanmacceMuu. YCTaHOBJIEHO, YTO Ha  BBIOOpP
IpOrpaMMbl TEPANlMU OKa3bIBAJIO BIIMSHUE IPUCOEIUHEHHUE COIYTCTBYIOLIEH HAaCIeICTBEHHON
NAaTOJIOTUU KPOBHU, (PYHKIIMOHAJIBHOE COCTOSIHHE TEYEHM W METaboIM3M Kelle30Mop(GUPHHOBOTO
komruiekca. [Tokazano, 4to ecnu TpaHcy3uu SPUTPOLUTAPHON MACCHI IPUMEHSUIMCh B COUYETAaHUU
¢ necepasiom, renaTonpoTeKTOpaMu U JiedeOHbIM I1a3Madepe3oM, TO aHEMUYECKUN CHUHIPOM Yy
OOJBHBIX C TOMO3UTOTHON (hOopMOM [-TanmacceMHu KyIUPOBAJICS Jierde, a MOJdydeHHBbIH 3¢ dexT
coxpansuicst Oonee anuTenbHoe Bpems. IIpoBenenue ceaHcoB mia3madepesa crnocoOCTBOBAIO
CHIDKCHHMIO YHCJia MOOOYHBIX PEAKIUH M OCIOKHEHHH, KOJIMYEeCTBa TeMOTpaHc(y3uil U CTeneHd
Meperpy3KH JKeJIe30M OpraHu3Ma OOJIbHBIX.

KiroueBble ciioBa: romo3urotHas [-tamaccemus, HnpoTtonophupuH, necdepan, IiazMadepes,

SpUuTpoHIrTapHas Macca.

Summary

The article represents the results of different programs of hemotransfusion therapy in patients
with homozygous forms of B-thalassemia. The selection of therapeutic program must be based
on the analysis of hereditary pathology of blood system, the capacities of liver and the
metabolism of ferroporphyrine complex. The usefulness of complex therapy which includes the

transfusion of red blood cells components, the using of deferoxamine, hepatoprotectors and
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plasmapheresis was demonstrated. The therapy of anemia syndrome in these cases was easier
and the therapeutic effect was more stable. The using of plasmapheresis leads to the depletion of
side effects, omission of additional hemotransfusions and decrease of ferric overload.

Key words: homozygous B-thalassemia, protoporphirine, deferoxamine, plasmapheresis, red

blood cells components

l'unmoxpomHasi MUKpoLUTapHas aHEMUSI OJIHO M3 OCHOBHBIX OCJIOKHEHUH TOMO3UTOTHOM
dbopmbr  B-tamaccemun [1-4]. PasBuBaromascsi TNpH  3TOM THUIIOKCHS  SBIISIETCS TEM
YHHUBEPCATbHBIM TMOBPEXKIAIONIMM  (HaKTOpOM, Ui KYNMHPOBAHHS KOTOPOM HEOOXOAMMO
NpUMEHEeHHE IieNieHanpaBieHHOH Tepanui. OTHOBPEMEHHO y OOJBHBIX, M3-32 HEA(P(HEKTUBHOTO
SPUTPOIIO33a, MPOrPECCUPYET TEMOCHUIEPO3 C Pa3BUTHUEM  TSDKEJBIX, 4acTO HEOOpaTUMBIX
W3MEHEHUH CO CTOPOHBI CEPJIEYHO-COCYAUCTOM U KOCTHOM cucTeM, (QPYHKIIMOHAIBHOTO
COCTOSIHMSI OPraHOB JIbIXaHUs, IE€YEHH, IOYEK U JKeIe3 BHYTpeHHEW cekpeuuu [5-7]. Orto
OOBSICHACT TMPHUYUHY PEryJsIpHOTO Ha3HAYCHHs TeMOTpPaHC()Y3MOHHOW Tepanmuu OOJBHBIM C
rOMO3UTOTHOM (hopMoil B-TamacceMuu, KOTOpasi B HACTOAIIEE BPEMsl OCTAETCs €JUHCTBEHHBIM
CPEICTBOM SKCTPEHHON MOMOIIIH.

Jlo HenaBHEro BpEeMEHHM CMEpPTh NAlMEHTOB C TOMO3UTOTHOM ¢opmoi [-TamacceMuun
HacTyllaja B TE€YEHHE IEPBBIX JIET KM3HU. B HacTosiee Bpemsi, HECMOTpPS Ha JOCTUTHYTHIN
Iporpecc B JIEUEHUH TajacceMuu (MpaBUIbHO MNOAOOpaHHas TpaHC(Qy3UOHHAsI Tepanus B
COUYETAHMM C XeJlaTOpaMH, TPAHCIUIAHTALUA TEMOMOATHUYECKUX CTBOJIOBBIX KJIETOK H
CIUIGHOKTOMHUSI), TIPOTHO3 OOJEe3HH TMPOJOJKAET OcCTaBaThCs HebmaronmpusatHeiM  [8-13].
[IpumeHeHne mnpu TOMO3UTOTHOW (opme [-TamacceMuH pEryIIpHBIX TeMOTpaHCc]y3uit
CIOCOOCTBYET HACTYIUICHUIO TOJIOKHUTENbHOTO JeueOHoro addekra [14-15]. Tlpuuem, ecnu
nmporpaMma remMotpancdys3uil HayaTta paHo, TO POCT U pa3BUTHE peOeHKa HE CTPAJaroT, CTEIECHb
renaTocIUICHOMETaIMd MHHHUMallbHa, pa3Mepbl CepJilla HE HU3MEHSIOTCS, MNPEeAOTBPAIAETCs
panHss aedopmarus KocTedl ckenera. J{is JedeHHs TOMO3UTOTHOM (opmbl B-Tamaccemun
MPUMEHSIOTCSI TPU MPOrpaMMbl TeMOTpaHC(Y3MOHHOW Tepamuu: «cynepTpanchy3noHHas,
«rurnepTpancdy3noHHas» U «ymepeHHas» [15-16]. [Iporpamma HHTEHCHUBHBIX TeMOTPaHC(Y3UH,
MpelycMaTpuBaeT Ha3HAYeHHE OOJIBHBIM C TalacCeMHeW WHTEHCHBHOTO Kypca JI€UeHUs
Pa3MOPOKEHHBIMU OTMBITBIMU JIPUTPOIIUTaAMU. B Toxke Bpemsi B psjie €BPOMEHCKUX CTpaH
UCIIONB3YETCSl  «yMEpeHHas»  TeMOTpaHCc(y3MOHHass  MporpaMMa,  pEKOMEH/JI0BaHHas
Mexnynapoanoir deneparueit TamaccemMuu, COrimacHO KOTOPOM mpeTpaHChy3UOHHBINH yPOBEHb
remornobuna (Hb) mpu tanaccemuu coctasnser 90-105 r/n [16]. letu 60o1pHBIE B-TanacceMuei,
y koTopbix Hb monnep:xuBaercst Ha ypoae 100 r/im u 6osee, pa3BUBAIOTCS YAOBIETBOPUTEIHEHO

1 BeAYT HOpPMaJbHBIN 00pa3 xu3HU. [loTpeOHOCTh B TeMOTpaHChyY3UIX MPU TOMO3UTOTHOU [3-

468



WWW.MEDLINE.RU, TOM 11, FTEMATOJIOI'A, HOABPH 2010

TaJlaCCeMHMM TIOBBIIIACTCSA, €CIU 3a00JieBaHME OCTOXKHIETCS CHHAPOMOM THUIEpCIUICHU3MA.
OnHako TPUMEHEHHE PETYSIPHBIX TeMOTpaHC(y3uil HEpeIKo COMPOBOXKAATHCS PAa3BUTHEM
MOCTTPAaHC(PY3HUOHHBIX pEaKUUi M OCJIOKHEHWH, a Tak K€ 3apakK€HUEM TPaHCMHUCCHBHBIMU
UHGEKIUAMH, YTO 3aTpyJHSET UX JaibHelllee MpUMEHEHHE B MOJHOM o0beme. OCHOBHOMU
NPUYMHOM peakuui W OCIOKHEHMH, KpOME HapacTalollero TIeMOCHAEpOo3a, MOTyT ObITh
CEeHCHOMIM3AIMs K AHTUTEHAM SPUTPOIMTOB, JEWKOIMTOB M K OEJIKaM CHIBOPOTKHA KpPOBH,
M03TOMY BIIOJIHE 0OOCHOBAHO IreMOTPAHC(PY3MOHHYIO TEPAHIO OTHOCAT K «OIEpaluy PUCKay,
OMacHOM pa3BUTHEM CEPbE3HBIX KIMHWUYECKHX mociueactBuid [17-19]. B pesyabrare cBoei
HECTaOMJIBHOCTH TeMOTPAaHC(PY3UH Majlo BIMSIOT Ha KayecTBO JKU3HU OOJBHBIX, Y MALMEHTOB
coxpansieTcsi cmabocTb, TPEBOTa, HAPYIIEH COH, CHM)KEHA COIMalIbHAsl aKTUBHOCTh M BHUMAaHUE,
COXpPaHSETCs YyBCTBO OE€3HA/IEKHOCTU U OJJUHOYECTBA.

Takum 00pa3oM, B HacTosIIee BpeMsl HE CYLIECTBYET KapAMHAJIHLHOTO METOJa JeUCHUS
TOMO3HUIOTHOW (OpMBI -TarmacceMuH, a CINIEHIKTOMHUS U Mepecajka KOCTHOTO MO3ra IMOKa3aHbl
He BceM OoybHBIM. OCHOBHBIM METO/OM JIEUYEHMS MALMEHTOB C HACJEACTBEHHOM MaToJIoruen
KPOBH OCTaeTcsi reMOoTpaHCc(py3MOHHas Tepamnus, MPOBEIEHHE KOTOPOM CHCTEMaTH4eCKH, B
T€YeHHE BCEH JKM3HMU, MMEET CBOM HETaTUBHBIE CTOPOHBI, BO3JCHCTBYIOIIME Ha KU3HEHHO
BaXHbIE MpoOIecChl B opranuzMe. [lo3ToMy, MOMCK HOBBIX MOJU(PHUKAIMNA MPOBOAUMBIX
reMoTpaHc(y3uil ABIAETCS aKTyaJbHBIM U HMEET OOJIbIIIOE MPAKTUYECKOE 3HAUCHHE.

Hcxons u3 BBIIIEU3I0KEHHOTO, HeJbI0 HACTOALIETO HCCIEI0BaHUS SBUJIOCH M3yYEHUE

3¢ (}HEeKTUBHOCTH TMPUMEHEHHUS pPA3IUYHBIX MPOrpaMM TeMOTpaHC(hY3MOHHONW Tepanmuu B
KOMILJIEKCE C XellaTOpaMu, TenaTonpoTeKTOpaMu U ceaHcaMu jieyeOHoro mia3madepesa (ITA) y
OOJIBHBIX C TOMO3UTOTHOM (hopMoOii B-TanacceMun.
Marepuan u meroabl. [log HaOII0€HMEM HaXOUIOCH 65 MAIMEHTOB ¢ TOMO3UTOTHOU (hopmoit
B-tamaccemuu B Bo3pacte oT 2 10 37 ner (Meauana - 18 jeT), u3 HUX MyX4uH — 39, )KSHIIUH —
26. bonpHble ObUIM pa3zieneHbl Ha 3 Tpynnbl: 1-10 cocTaBUiIM 25 OOJNBHBIX C TOMO3UTOTHOM
dbopmoii B-ramaccemun 0e3 COMYTCTBYIOIIEH HACIEICTBEHHOW MATOJOTHH SPUTPOHA, 2-10 — 20
O0JIBHBIX B cOoueTaHUM C HacieAcTBeHHbIM remoxpomaTto3oM (HI'X) u 3-to — 20 G0nbHBIX C
COMYTCTBYIOIIEH Mmo3HeH koxxkHoH opdupueit (ITKIT).

I[Ipu mnocrymnenun y OonbHBIX ObT coOpan aHamHe3. CeMelHO-reHeTHYecKue
WCCIIEIOBAaHMsI YKa3bIBAIM HAa  HACIEICTBEHHBIN XapakTep [-tamaccemuu. B aHamuese y
MAIMEeHTOB MMEIH MECTO POJCTBEHHbIE OpaKH, KOTOpbIE SBJISIOTCS, KaK M3BECTHO, OJHOM W3
OCHOBHBIX MPUYHMH CTOJIb ITUPOKOTO pactpocTpaHeHus: natoioru. OTaenbHble 00IbHbIE OBLITH
YyjieHaMHU OAHOH cembH. /IMarHo3 B-TaslacceMun OCHOBBIBAJICS Ha pe3ynbTaTax 3JeKTpodopesa
reMorjoO0uHa M OCMOTHYECKOW pe3ucteHTHocTH sputTpounutoB (OP3). B monb3y nuarxosa

CBUJETEIhCTBOBAN BhICOKUI ypoBeHb HbA2 (> 3,5%) u HbF (> 2%), nonoxurensnas OPO u
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BBISIBIIEHHE B Tepu]epruecKkoil KpOBH THMIIOXPOMHBIX MMIIEHEBUIHBIX 3pUTPOIHTOB. [locne
YCTQHOBIIGHHsI JMarHo3a OOJIbHBIE C TOMO3HMIOTHOW [-Tajmaccemueil oOcienoBainch Ha
HocutenbcTBO TeHa HI'X. Anturennoe tectupoBanue no HLA mposoaunocs metonom Terasaki
[1970] ¢ momompro Habopa TecToBbIX aHTU-HLA chiBopoTok. C 11€1bI0 BBISBICHHUS CITydacB
coyetaHust romo3urotHoi Gopmer P-tamaccemun ¢ IIKIT m3yuanace akTUBHOCTH (hepMeHTa
yponophupuHoren- nexkapookcmnassl (YIII-), kotopas y 20 60apHBIX ObUTa HUKE 72% (HOpMa
90- 100%).

Bo Bcex rpynmax 3aboieBaHHE HMMEJO CXOXKYHO KIMHHUYECKYIO KapTUHY, KOTOpas
BapbUpoOBaja M0 CTENEHU TSDKECTH M 3aBHUCENA OT CONYTCTBYIOLIEH HACIEICTBEHHOM MATOJIOTUU
KpoBH. Bce OonbHBIE ObUTH TpaHC(Y3UOHHO-3aBUCUMBIME. O01ee coctosiHue 14 60mbpHBIX -,
8 —2-i m 9 — 3 rpynnsl pacleHUBAJIOCh KaK CPEIHEH TSKECTH, & OCTAIbHBIX — TsDKeloe. Y
OOJNIBHBIX C TOMO3WUIOTHOM [-TajlacceMMel  yCWJIEHHBIH  3PUTPONO33  CHOCOOCTBOBAI
PacIIMPEHUIO TUIUIOATHYECKHUX IOJIOCTEN U MOSABIEHUIO CBEXHMX 0YaroB 3KCTPaMEAYJUIIPHOIO
reMoI033a, ¢ MOCIEIYIOIUM pa3BUTHEM JedopMalui KOCTHOTO cKejlera. B pesynbrate, s
OOJBHBIX € TOMO3MIOTHON (opmoi f-TamacceMuu ObLT XapaKTepHbIM BHEIIHMM BUI —
OTCTaBaHHWE B (PU3MUECKOM pa3BUTHE U «MOHIOJOMIHBIN» Tun mauua. Koxa M BUIUMBIE
CIIM3UCTBIE OBUIM JKEATYIIHBIMH C 3€MIIMCTHIM OTTEHKOM. Y OOJIBHBIX OIpenessics
YBEIIMYCHHBIA B 00BEME JKMBOT 3a CYET TenaTocIyieHOMETanuu. B OOoNbIIMHCTBE CilydaeB
CeJIe3eHKa IUIOTHAas C IJaJIKOM TOBEPXHOCTHIO 3aHMMaja BCIO JIEBYIO IIOJIOBHHY OpIOIIHOM
[OJIOCTH, CHABIIMBasi PAJOM pacnojiokeHHble opraHbl. [Ipu comyrctBytomem HI'X
MIEPEYUCIIEHHBIM CUMIITOMAaM NPUCOEANHSIIACh BbIpaXEHHAs] KOPUYHEBAs MMIMEHTALUs KOXH U
NpU3HaKkKu rTHnepcryieHn3Ma. Y 6 u3 20 OonpHBIX ¢ roMo3urotHout B-ramaccemmeit n ITKII
Habo1anach TMOBBIIIEHHAs (OTOCEHCMOMIM3alMs KOXHU Ha OTKPBITBIX y4yacTKax Tela C
IITyOOKMMHU PYOLIOBBIMU U3MEHEHUSAMU, TPYIHO MOAJAOIINXCS 3aKUBIICHUIO.

B npoBoauMBIX HMCCIENOBAaHUAX Mbl CTPEMWINCH C TIOMOIIBIO Pa3IMYHBIX IPOrpaMMm
reMOTpaHC(Py3MOHHOW Tepanuu, NPUMEHSAs UX B COYETAaHMM C JAPYTUMHU BUAAMM JI€UEHUS,
BbIpa0OTaTh METOJ, KOTOpBHIM KynmupoBas Obl aHEMHUYECKUH CHHIAPOM Yy OOJBHBIX C
roMO3UrotHo Qopmoil P-tamaccemun Ha gnauTenbHoe BpeMms. CIO0XHOCTH  MPOOJIEMBI
3aKJII04ajach B TOM, YTO FOMO3MIOTHas Gopma [-TaJacceMuu coueTanach ¢ JIpyrMMHU HE MEHee
TSOKEJIBIMU ~ HAcJIEZICTBEHHBIMU ~ 3a00JIEBaHUSIMM  KPOBHM, TaKMMM KaK HAcJI€JCTBEHHBIN
reMOXpoMaTo3 U MO3IHSS KOXKHasi TophupHs, KOTOPbIE OTPULIATEIHHO BIUSAIOT HA TPorHo3. [Ipu
Ha3HAUYEHUM Tepaluu Y4YUTHIBAIUCh Macca Telda M pocT OOJbHOTO, HMCXOIHBI YpPOBEHBb
remoriobuna u remarokpura (Ht), Tpancdy3noHHbIN nepepsiB, GyHKIMOHATIbHAS CIOCOOHOCTh
NIEYECHHU, CTENEHb MEPETPY3KHU KEIE30M U COCTOSHHUE CEPlIeYHO-COCYAUCTON CHCTEMBI (HAaIUYue

KapAHMOMHUOMATHH).

470



WWW.MEDLINE.RU, TOM 11, FTEMATOJIOI'A, HOABPH 2010

Tepamnus ocymecTBisnach B BUAE IBYX IPOrpaMM «YCWJIEHHON» U «YMEPEHHON», C
MOJU(UIIMPOBAHHON 1030 BBOJMMBIX PAa3MOPOKEHHBIX OTMBITBIX 3PUTPOLUTOB, KOTOpHIE
nH(QY3UpOBATIUCH uYepe3 JeWKouuTapHblil Quibtp. ['emoTpancdys3un coderanuch ¢ MpHUEMOM
necdepana (medepokcaMrHa) M TEMAaTONPOTEKTOPOB W MPOBEACHUEM JieueOHOTO TiazMadepesa
(ITA). B mpouecce jeueHHs yYUTHIBAIOCh, YTO KOHLEHTpalus remorioouna (Hb) ve nomkna
npesbimath 120-130 1/71, Bo M30ekaHWe OMACHOCTH BO3HUKHOBEHUS TSDKEJIBIX HAPYIICHHH CO
CTOPOHBI CBEpThIBaroUIel cucreMbl KpoBu. [lpuemnemas no3a necdepana paccUMThIBajIach
UCXOJS W3 CTENEHW NEeperpy3Kd OpraHu3Ma >Kene3oM (MO KOHIEHTPAIMU ChIBOPOTOYHOTO
xKeneza U (peppuTHHA, JAHHBIX Jec(epanoBOro TecTa W pe3yiabTaraM OHOICHUHM TEeYeHH) U
KOJIMYECTBA JKEJIe3a BBOJMMOIO C KaXJIOM J030M spuTpouuTapHoil maccel. IIpoBenenue
XEeJIaTopHOW Tepanmuu B Komiuiekce ¢ IIA BrnosHe omnpaBIaHo, Tak Kak IPUMEHEHUeE
reMoTpanc(y3uil Mo «yCUIECHHOW» M «yMEpPEHHOW» MporpamMmaM CO3[aeT JONOJHUTEIbHYIO
Harpy3Ky Ha MeTabOJIM3M JKele3a, MOBbIIIas U 63 TOro BBICOKYIO CTENEHb MEPErpy3Ku Kele30M
B OpraHu3Me OOJBHBIX C TOMO3HTOTHOW (hopMOH P-TamacceMuu. YUUTHIBASL TSXKECTh COCTOSHUS
OO0JIbHBIX, IEPBBIN ATAM JICYEHUS TPOBOJWIICS B OT/IEJICHUM HHTEHCUBHOW TEPAIUU.

[Tpu mocTymuieHny U B MPOLIECCE MPOBOIUMOM TEpaliy BCEM MaIlMeHTaM MPOBOAMINCH
cliefylolue ucciaenoBaHusa: 1) oOmuil aHaiM3 KpPOBM C IMOJCYETOM TpPOMOOLMTOB U
PETUKYJIOLMTOB, TeMAaTOKPUT, sputporuTapusie mapamerpsl (RBC, MCV, MCH, MCHC); 2)
OCHOBHBIE OMOXMMHYECKHE MOKa3aTeNn XapaKTepu3yrolne MeTaboIn3M
xKene30nopGUpUHOBOTO KOMILIEeKca U GbyHKIIMOHATIBLHOE COCTOSTHHE MeYeHU
[anannHamMuHOTpaHcepasa (AJIT), rammarmoramuntpancnentunaza (I'TT), Tumomnoas
npoba]. [lonydyeHHble pe3yapTaThl CONOCTABISIIMCH C COJAEPKAHUEM B PUTPOLIMTAX CBOOOAHOIO
nporonopdupuna (I1I1), kotopsiit onpenensuics no merony T. Dressel u J.Falk (1956) (mHopma —
4,3+0,3) u BenmuuuHOM 3KcKkpennn konpornopdupura (KIT) ¢ Mouoii, KOTOpBI HUccaea0BaIICS IO
metony S. Schwarts et al. (1951) u P. Koskelo (1956) (Hopma — 69,3+4,6).

IIpu romosuroTHO#l ¢dopme [-TamacceMuu, KpoMe H3MEHEHMH B CHHTE3€ MOJEKYJ
riiobuHa, HapylieH oOMeH »ene3a. B cBsi3u ¢ 3TuM, OOJbIIYyI0 JTUArHOCTHYECKYIO IIEHHOCTb
MpEJICTaBIsIeT  HWCCIEeNOBaHME OCHOBHBIX  TIOKazaTeled oOMeHa kene3a Ha  (oHe
remoTpaHc(ysuii. Kak n3BecTHO, mpu mepeiauBaHuU | J1 SpUTPOLMTAPHOM Macchl OOJIBHOM
nostyyaeT 10 750 Mmr kenesa, a IpU JTOCTHKEHUM KOHLEHTpalMU 3jeMeHTa paBHOM 13-15 1 B
OpraHHM3Me HEpEJKO BO3HUKAIOT TsDKenble ociokHeHus [2,3]. M3yuenme oOmeHa xkenesza
OCYILIECTBIISUIOCH, KaK C MOMOINBIO OOMICTIPUHATHIX METOJIOB, TaK M COBPEMEHHBIX, BKIIOYas
OIpeJiesIeHNe PaCTBOPUMBIX TPAaHC(HEPPUHOBBIX PELENTOPOB B ChIBOPOTKe KpoBH (pTDP) [20].
3nayenne pTDP B KOHTPOIBHOH TPYyIIE 310POBBIX JHI cOcTaBMIIO 2,3+0,3 ur/m.

O cocTosHuU OOMEHa Kenesa CBHUACTCIIBCTBOBAJIN IMOKA3aTCIIM CBIBOPOTOYHOI'O KEJIC3a
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(CX) u obmas xene30CBsI3bIBarONIas crnocoOHOCTh ChiBOpoTkH KpoBu (OXKCC), koropsie
ompenensuck mo meroxy R. Henry et al. (1958). Hopma 18,9+0,79 mxmons/n u 58,6£1,3
MKMOJIb/JI COOTBETCTBEHHO. DeppUTHH-MapKep OLIEHKH 3aIllacoB jKeJie3a M3ydalics IUIalleqHbIM
UMMYHO(GEPMEHTHBIM METOJIOM C HCIob30BaHreM Habopa DRG (CIIIA). B HopMe koimuecTBO
ceiBopoTouHoro ¢epputuHa (CD) cocraBnser 76+4,9 ur/mu. HccrnenoBanoch cojepkaHHe
cugepoonactoB (Cb) u cuaeporutoB (CL[) B koctHoM Mosre. Hopmanbhbiit ypoBenbr Cb
paBusietcs 24,5+0,98%, a CLI — 2,8+0,7%. Iloka3anus necepamoBoro TecTa y 310POBBIX JIHI] HE
npesbimanu 0,79-1,63 mr/cytku (B cpemneM 1,28+0,06). [lns ero mccienoBaHus MPUMEHSIICS
metoa R. Henry et al. (1958). [lna ouenku merabosmsmMa sxeie30nopUpUHOBOrO KOMIUIEKCa
obcnemoBanbl 30 MPaKTUYECKH 370POBBIX JIHI] B Bo3pacte oT 16 no 32 net (Meamana 24 rona),
panee He cnaBaBmme KpoBb. 30 mammentam (10 M3 Kaxkmol TPyMNIbI) OCYIIECTBIEHA
MyHKI[MOHHAsA OWOTICHS TEYEHH, KOTOpas MOATBEpIMa TSKENbIii reMocunepo3 u (Gpudpo3HbIe
U3MEeHeHHs B opraHe. Bcem OosIbHBIM ¢ TOMO3MIoTHOW (hopMoii B-TanmacceMuu NMPOBOAUIOCH
YIBTPa3BYKOBOE MCCIICIOBAHIE OPTaHOB OPIOIIHON MOJOCTH.

[Tocne moaTBep:k/IE€HUSI TUArHO3a OOJBHBIM C TOMO3UIOTHON (popmoit B-tamaccemun (1
rpynma) reMoTpaHcy3MOHHAs Tepamusi OCYUIECTBIISIaCh IO MOAU(DUIIMPOBAHHON HaMU
«YCWIEHHOI» nporpamme. B nepBble 3 aHs spUTpouLuTapHas Macca BBOJWJIACH B KOJIWYECTBE
300 mx x 2 pa3a B cyTkH, o KoHTposieM ypoBHst Hb u Ht. ExenneBnstit npupoct Hb na 10-15
I/l pacueHuBajJCs Kak IOJOXUTENbHbIN dddexT Ha npoBoauMyro Tepanuio. Kpome
remotpanc(y3uii 6onpHbIE TIoydanu nechepan (1 r B 1eHb) W 2 remaronpoTekTopa (renTpalt
400 r B neHp u Kapcui 3 1ab. B aeHs). [Ipu nosbimenun ypoBHs Hb u orcyrcTBUM peakimii u
OCJIOKHEHUH, B clieayromie 4 aHs 1032 BBOJAUMOU SPUTPOIUTAPHON Macchl cHIbkanach 10 300
MI X 1 pa3 B cyTku, a aecdepan U renaTornpoTeKTOPbl COXPAaHSUIUCh B TOW K€ JTO3UPOBKE.
[Tocnenyromue 7-8 nHel HazHAYeHHE TPaHCPY3UH SPUTPOIMTAPHON MAaCCHl OIMpPENesIoCh
O0IIMM COCTOSSHUEM OOJBHOTO M JAHHBIMU TeMorpaMMmbl. OOBIYHO JOCTaTOYHBIM ObLIO 2-3
BBeneHus B Henenro mo 300 mur B couetanuu ¢ 3 T aecdepana U MPUEMOM IenaTolpoTeKTOPOB.
[Ipu pa3zButun remorpaHcy3uOHHBIX peakuuii HazHauancs [TA (70 2-X ceaHCOB B HEEIIO).
[TepBrIit kKypc reMoTpaHcy3MOHHON TEpanuu Mo «YCUJICHHOW» MporpaMMe He mpeBbiman 15-16
naelt. Ha cnenyromiem stamne snedenus, korjga yposenb Hb y 6onbHbIx nosbimancs go 70-75 r/m,
Tepamnusi MPOJOJDKUIUCE TI0 «yMepeHHOI» mnporpamMme. COrjiiacHO €l KOJWYECTBO BBOJAMMOM
SpUTPOLIUTApPHON Macchl He npeBbimano 300 M B Heelnto B TeueHue 2 Henenb Ha ¢one 1A (10
2-3 pa3 B Heneno). bonbHpIe onydanu 3 T aecdepana B HEIEMO U Kapcui a0 2 Tal. B CYTKH.
ITpu yposuae Hb 100-105 r/1 GonpHBIE C TOMO3UTOTHOI (OPMOI B-TaacCeMUU BBIMUCHIBATIHNCH C
peKOMeHalel JalbHEHIIero MPOJOJIKEHUS JIEUEHUS B YCIOBHUSX JIHEBHOTO CTallMOHapa.

Tepamnus npoiokanack Mo «yMEpeHHOI» MporpamMme, U3 pacyeTa 2 BBEACHUS SPUTPOLIUTAPHON
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Maccel B Mecan (pazoBas no3a 200-300 mun). Ilpuem necdepasia ocymiecTBIsICS HaKaHyHE
BBEJICHUS OOJBHBIM SPUTPOLIMTAPHONW Macchl M HE MpeBbILIAN 2 TI' B Hexemto. JleueHue no
«YMEpPEHHOI» MporpaMMe aMOyIaTOPHO 3aHUMAJOo OT 3 110 4 Mec.

Cratuctuueckas o0pabOTKa MOJyYEHHBIX PE3yJIbTaTOB HMCCIEIOBAHUS OCYILIECTBISIIACH
MyTeM OIpeNeieHus] OOMIETPUHATHIX cpenHeapudmernyeckux BenwunH (M) u omuboK (+m)
METOJIOM BapualMoHHON cTatuctuku no E.A. OiiBuny. Mcnonp3oBanuch NporpaMmbl Ais
anexkTpoHHor Tabmuibl Microsoft Excel mns Windows XP, a Takke MakeT CTaTUCTUYECKHX
nporpamm «Statistica 6.

Pe3yabTaThl U 06cy:KkaeHHe. Y OOJIBHBIX TOMO3UIOTHON (hopMoii -TanmacceMun M3MEHEHUs B
MIOKA3aTeNsIX IPUTPOLIUTAPHBIX TAPaMETPOB COBIAJANIHN C TSKECTHIO T€MOJINTUYECKOTO Mpoliecca
u c rinyouHoit HesdexTuBHOro sputpomnos’sa (cMm. Tabna. 1). AHemus omnpenensiach
TMIIOXPOMHOM, MHUKPOLMTAPHOM € aHU30- M IOHKHWJIOLWUTO30M, C MHIIECHEBUIHBIMU
SPUTPOLIMTAMH U PETHKYJIOLUTO30M, Kak J0, TaKk M Iocje JeyeHus. Bcem OONbHBIM C
TOMO3HTOTHOW (OpMOI B-TaracceMuu, yYUTHIBAs TSHKECTh aHEMHUYECKOTO CHHApPOMa (YpOBEHb
Hb ne npessiman B 1-ii rpynne 34 + 1,1 r/1, Bo 2-i1 — 38 + 1,05 r/n, B 3-i1 — 54+1,9 /1), neuenue
OCYIIECTBIISIIOCH 10 MOAM(DUIIMPOBAHHON HAMHU «yCHUJIEHHOI» MporpaMme.

B 1-ii rpymnme npoBeeHue Tepanuu Jano sIBHBIN MOJI0KUTENbHBIN pe3yabTar. YpoBeHb Hb
exenHeBHO moBblmanics Ha 10-15 1/nm m k koHmy 10-ro mHa nedenumst goctur 64 1/m. B
nocienyromuye 15 gHel JedeHwe TeMOTpaHCY3HSIMH TMPOAOKIIOCH IO  «YMEPEHHOM»

nporpamme. Ha sToM sTane aedeHue OBLIO JOITIOJIHCHO CCaHCaMHU ITA u Ha3HaueHUEM IrerrTpalia.

Tabmmal.

Bnusinue remotpancdys3uit Ha 1abopaTopHbIE TECTHI MPU TOMO3UTOTHOM [-TanacceMumu.
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[Mpumeuanue: n/n u /n- o u mnocne jeudenusi; RBC — xomumdectBo sputporutoB;, Hb —
remorsiooun; MCV — cpenauii o0bemM sputponuta; MCH - cpenHee coaepkaHue reMorjioonHa B

romo3.B-th (n=25), romo3.p-th+HI'X romo3.-th+IIKIT (n=20),
TecTbl 1 ux M=+m (n=20), M+m M=m
HOpMa VYeunen- |YMmepennas| YcwieH- |YMepenHasi| YcwieHHas | YmepeHHas
Hast nporpam- Hast mporpam- | mporpaMma | IMporpaMma
porpam- Ma porpam- Ma
Ma Ma
RBC n/n | 2,05£0,09 | 2,97+0,1 | 1,54+0,42 | 3,05+0,18 [ 1,65%0,07 2,51+0,1

Zéosn/zﬂ n/n | 3,78+0,25% | 3,98+0,3 | 3,56+0,6% | 4,3+0,27 | 3,15+0,14* |  4,2+0,3

Hb, r/n o/n |  54+1,9 82+5.4 38+1,05 86+2,7 34+1,1 78+5.5

120-140 | m/m | 92+4,8*% | 118+10,5% | 90+4,1* 110+6,2* 94+5,5* 115+10,7*

MCV, ¢n | w/n | 58,3+1,93 | 63,4+2,9 | 54,5+14 | 64,2+1.8 53,6£2.,5 62,7£3,5

72-93 n/n| 62,7+£2,7 | 68,1+4,2 61+2,5 67,7£2,9 59,8+2,7 68,8+5,7

MCH, nr | n/n | 14,7+0,35 | 18,2+0,53 | 13,8+1,9 16,1+3,2 15,8+0,4 18,5+0,5

25-32 n/n| 17,3+0.4 | 19,6+0,58 | 15,64+2,7 18,2+4,6 19,440, 6 21,1+1,1

MCHC, mn| 297+0,2 339+0,4 287+2.9 340+5,2 309+5,1 312+5,9

/1 n/n | 326+0,35 | 347+0,5 321+4.9 357+5,7 322+6,2 331+6,5

33,2-38,0

AJIT, | 64,428 | 47,3+£2,4 89+4.4 71,6+4,2 112,549,1 88,2+5,1

ME/n n/n | 48,3+2,1 35+1,8 58,5+1,4* | 42,2+1,9* | 78,6+7,3* 67,5+3,8

8-40

ITT, n/n| 91+4,3 78+4.9 121+6,4 102+7.,9 134+12,5 109+8,2

EJl/mr n/n | 72+5,1 46+2,8%* 115+5,2 80+6,1 117£9,9 77+4,6
25-30

OTZEJIbBHOM OPUTPOLIUTE; AJIT - aJlaHMHAMUHOTpaHc(epasa; ITT -

raMMarIfoTaMUHTPaHCIIENTHAA3a; * - pa3Inuue MEXy MoKa3aTesIsiMH 10 U mociie JieueHus (P <
0,05).

C ux NOMOIIBI0 YJANOCh 3HAYUTEIHHO YIYULIUTH OO0IIee COCTOSHHUE OOJIbHBIX, YMEHBIIUTD
MKTEPUYHOCTb KOXKM U BUAUMBIX CIM3UCTBIX 000JI0UYEK, COKPATUTH YUCIIO MIPUCTYIIOB CEPACUHOMN
HepocTaToyHOCTH (M0 5,5%), ynydmmTh (YHKIIMOHATBLHOE COCTOSHHE TI€YCHHU, O UYeM
CBHJICTEIILCTBOBAIO  CHWKeHWe aktuBHocTH AJIT wm ITT, a Ttakke copepxaHue
kornponopdupuna (KIT) B moue (¢ 388 n0 292 Hmonb/8,8 MMOIb Kpear.).

[Tocne nmpumenenus neuedbnoro I1A B 1-if rpymnme HM B OJHOM cilyyae HE HaOJII0JANOCh
HU paHHUX, HH TO3IHUX TOCTTPAHC()Y3UOHHBIX OCIOKHEHHHA. [IOCTOSHHO MOHMKEHHOMH
onpeaensiack OXCC (cm. Tabn. 2). B uenom OonbHble 1-M Tpymnibl yAOBIETBOPUTEIBHO
MepeHecIn KOMOMHUPOBAHHOE JICUEHUE C TOMOIIbIO 2-X porpamm. AHemus Kynuposaiach (Hb

- 100-110 r/n). bonbHbIe BHIMUCHIBAIUCEH U MIEPEBOAUIUCH HA aMOyIaTOPHOE JICUCHUE.
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Tabauna 2.

Bnusiaue remotpancys3uii Ha xxene30mophupuHOBBI OOMEH IPU TOMO3UTOTHOH [3-TamacceMunu.

romo3.p-th (n=25), romo3.p- th +HI'X romos.f3- th +IIKII
TecTsl 1 nx M=+m (n=20), M+m (n=20), M+m
HOpMa VYeunen- | Ymepennas | Ycunen- |YmepeHHas| Ycunen- | YMepeHHas
Hasl porpam- Hasl porpam- Hasl nporpaMma
nporpam Ma porpam- Ma porpam-
-Ma Ma Ma
CX /n | 94+7,1 | 6344,8 99+6,8 73£2,1 68+5,1 64+3.,9
MKMOJIB/TT | m/m | 7745,2 | 42+3,5% 81+5,4 59+1,5 54+3,2 41+£1,57*
18,9+0,79
OXCC o | 29421 [ 36£1,2 24+1,1 31+1,2 34+2,9 48+2.4
MKMOJB/N | o/m | 39+2,8 | 52+2.8 38+1,5 44423 42+3,4 57+2,7
58,6+1,3
pT®P, m/n | 5,9+40,27 | 5,2+0,09 6,1+£0.22 | 5,9+0,11 [ 6,7+0.31 5,840,16
ur/n n/n |4,1+0,19*| 3,6+0,06* | 5,3+0.19 | 4,3£0,06 | 4,9+0,12 3,8+0,1*
2.3+0.3
CO,nr/mn | o/n | 948+43 | 664+115 13914262 | 952+53 897+48 499435
76+4.,9 n/mn | 647+£29 | 318+62* 728+£82*% | 622+20%* 615+23 385+31
HA®D. rect, | n/n | 2,1+0.08 | 2,74+0,05 3,6+£0,15 | 2,3+0,05 [ 2,6+0.16 3,8+0,19
MI/CYT. n/n | 2,9+0,09 | 3,9+0,14 3,1+£0,09 | 4,5+0,08* | 3,9+0.2 4,7+0,12
1,28+0,06
I1I1 n/n | 6,3+0,5 | 5,8+0.4 4,7+0,5 4,3+0.3 4,5+0.3 4,3+0.3
MKMONIB/ | /| 4,440,3 | 4,6+0,4 5,3£0,5 4,9+0,4 5,9+0,5 4,8+0,4
4,3+0.3
KII n/m | 387+35 | 250+30 596+59 488+16 715462 612+54
MOIB/88 I TSR0 [ 149225% | 342533 | 319512% | 685:50 | 376£32F
MMOJIb
Kpear
69+4,6

[Mpumeuanue. n/m u /1 — 1o 1 nociue yedeHus; CXK — ceiBoporounoe xene30; OXCC — obmas
AKeJIe30CBA3bIBaoIas crocooHocTs; pTPP - pacTBopumbie TpaHcheppruHOBbIe perientopbl; CD
— ceiBopotounsii pepputun; [T — nporonopdupun; KII — xomponopdupun; * - pasnuune
MEXy MoKa3aTensiMu 10 u nocie gederus (P <0,05).

[IpemioskeHHBIH METOJ KOMOMHHUPOBAHHOW TEpanuM CYIIECTBEHHO CHHM3HI HEOOXOAWMOCTH B
crarmoHapHoM JjedeHuu (¢ 8 10 4). CokpaTHIOCh KOJMYECTBO KOWKO-THEH U TpaHCy3uOHHAs
3aBUCUMOCTh OOJIbHBIX (CpeHee KOTUYEeCTBO reMoTpancdy3uii 1 60JpHOMY B IOl paHee ObLIO >
40, o6beM spuTponuTapHoii Maccel ~ 10500 mut; B Hamieil rpynmne 601pHBIX He Oonee 30 u =
5500 cOOTBETCTBEHHO).

IIpy mpoBeneHUM JE€UEHUs MO «yCUJIEHHOW» MporpaMMe OONbHBIM 2 U 3 Tpymnm B

OOJIBIIMHCTBE CIy4aeB BO3HUKAIM TMOCTTPaHC(Y3MOHHBIE PEAKIUU U OCJOKHEHUS B BHJE
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OecriokoiicTBa, runeptepmun (2-s1 rpynmna - 66%, 3-1 - 68%), o3noba (Bo 2-i - 57%, B 3-ii -
49%), cymopor (Bo 2-ii - 76%, B 3-i1 - 81%). BonbHBIX OecrOKOWMIIa OJBIIIKA H ApUTMUS,
BBISIBJSUIMCH TPU3HAKK TOYEYHOW U TEYEHOYHOW HEIOCTaTOYHOCTH. B rpymme OonbHBIX ¢
TrOMO3UTOTHOHM ¢opmoii B-tamaccemun B coderanun ¢ [IKIT ocnoxHeHUs XapaKTepHU30BaIUCh
IIPEUMYILIECTBEHHO KIMHUKON NEYEHOYHON M IMOYE€YHOW HEJOCTATOYHOCTH, a Yy MALMEHTOB C
roMo3urotTHoi ¢popmoit B-ramaccemun 1 HI'X — cepaeyHoit u mo4eyHON HEAOCTaTOUYHOCTHIO. Y
9 namuentoB 2- u y 8-u 3 rpynmsl HapylmleHus B paboTe TEeYEeHH HOCWIH
CyOKOMIIEHCHUPOBAHHBIA XapaKTep, O YeM CBUJIECTEIHCTBOBAIO YBEJIMYEHHE Pa3MEPOB OpraHa W
aktuBHoctu AJIT, I'TT, runonporennemust (oOmmii 6enok - 60-62 r/n, ansOymunsl - 40%).
CynemoBasi mpoba moBbeicHiach A0 1,6 M, a oOmuil OMITUpyOMH B CHIBOPOTKE KpOBU — 28
MKMOJB/JI. B OCTalbHBIX cilydasgX (YHKIHMOHAIbHOE COCTOSIHHE TI€UYEHU OIpelesioch
JIEKOMITEHCUPOBaHHBIM (BbICOKHMH ypoBeHb AJIT, ACT, o0mmii OMmupyOrH B CHIBOPOTKE KPOBHU
> 28 MKMOJIb/JI, BRIpa)K€HHAsi TUIIONIPOTEMHEMUS, TIOJI0XKHUTENbHAs (popMosioBast mpo0da U HU3Kast
cyneMoBasi mpo0a, THUIIOKOAryJslWs 1O JaHHBIM Koaryinorpammbl). Habmromanmack BbICOKas
skckperus  kompornopdupura (KII) ¢ mouoit m camwkenne OXXCC. Haumbosee BBICOKUMHU
yKa3aHHbIE  MapaMeTphl ONpeNessuIuCh B 3-i Tpymme, Te TOMO3UTOTHas [-TamacceMust
coyeranach ¢ TMO3AHEH KOxkHOM mopdupumeir (cm. Tabn. 1,2). B  Buay dYacTeix
MOCTTPAHC(Y3MOHHBIX PEAKIU U OCIOKHEHHH, a TaK K€ YUMUTHIBas HAPACTAIOUIYIO Y OOJIBHBIX
(GYHKIIMOHAJIBHYIO HEIOCTATOYHOCTh CEpJCUHO-COCYTUCTOW CHUCTEMBbl U TEYEHH JICUCHUS I10
«YCWJICHHOM» TIporpaMMme y ManueHToB 2 u 3 rpynm depe3 10 mHel ObLI0 MPHOCTAHOBJICHO U
Ha3HAuYeHbl TeMOTPaHCPY3UH MO «yMEpeHHOW» mporpamme. [IpomomKUTENbHOCTh Tepanuu y
ATUX KaTeropusi OOJbHBIX ObLTa OoJsiee NIUTENbHOU, 4yeM B | rpymme (Bmecto 15 mueit no 1,5
Mec, nmoka ypoBerb Hb He coctaBmn 100-110 1/m). Tlepen kaxapIM BBEIEHUEM PUTPOIIUTAPHON
Macchl 00JBbHBIC TIOTydanu Aecdepan 3-4 T B HeAemto, rentpait mo 800 mr x 2-3 pasza B HeAeNo, 2
ceaHnca JyiedueOHoro ITA B Henento, o MOKa3aHUsAM - CEp/ICUHbIE MpenapaTbl 1 KOPTUKOCTEPOUIBI.
[Tocne yBenmuenus koHreHtparmuu Hb mo 110 r/1 U OTCyTCTBHM aHEMHYECKHX CHMIITOMOB
OOJIbHBIE TTEPEBOIMINCH HA TIOAICPKUBAIOIIYI0 Teparnuio (10 4 mec.). B Teuenue 2-3 mec. oHn
MOJTYJaJIH pa3MOPOKEHHBIE 3pUTPOLUTHI (2 paza B mec), nechepan 2 r B Hemenmo u [IA (3
ceanca B Mecan). Ilpu croiikux mnokazanusx Hb (105-110 r/m), Koppekuuu TpaHCaMHHA3,
camxenuu skckpeuun KII ¢ Mmoo uymcino ITA cokpamanocs 1o 2-x pa3 B Mecsan. C
HazHayeHueM JyeyebHoro [TA Ha QoHe yMeHbIIEHHS TSDKECTH TeMOJUTHYECKOTo Ipolecca U
yiydmeHuss  (QyHKIMOHANBHOTO  COCTOSIHMSI — TI€YeHH, 3aMeTHO  CHHM3WJIAach  4acToTa
MOCTTPAHC(Y3UOHHBIX peakUuil U ocioxkHeHHH. COKpaTHIOCh YHUCIIO NMPEIbsIBISIEMBIX Kaynoo.
bnarogaps npoBeaeHuto ceaHcos jeueOHoro IIA (B Teuenue 2-4 Mec) OTMEUEHO CHHMIKEHHUE

CTCIICHU TMCPETPY3KU IKEIC30M, 4YTO ABIACTCA OONOJHHUTCIBHBIM BaXHBIM Cb&KTOpOM B
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KyIMPOBAHUU aHEMUYECKOT0 CHHJIpOMa IpU roMo3uroTHoi popme B-tanaccemun. [Ipumenenue
ITA B coueranum c¢ necdepanoM 3HAYUTEIHHO aKTUBHEE YNAJSUIO XKeNe30 W3 OpraHu3Ma, 4eM
Ha3HA4YeHHE TOJBKO Jecdepana (cM. Tadmn. 3). BepositHo, [TA moBsimaeT akTMBHOCTH Jecdepara.
VY OGonbHBIX 2-W W 3-W TPYII TOCJE 3aBEpUICHUS JICYCHHS 10 «yMEPEHHOW» IporpamMme B
COCTaBe KOMIUIEKCHOW Tepamnuu COKpaTWiIach TpaHC(Py3MOHHAs 3aBUCHUMOCTH (CpeiHuil oobem
SPUTPOIMTAPHON Macchl MOTpednsieMol 1 OOJBHBIM TOMO3UTOTHOM (opMoi B-Tamaccemun c
HI'X u ¢ TIKII B rox coctaBui A0 MpUMeHEHUs KoMOMHUpoBaHHOM Tepanuu ~ 10500-13200 mu;
nocie Hee ~ 6200-9600 mi.).

Tabnuma 3.
N3meHeHne mokasarerneil CBIBOPOTOYHOTO jkele3a W (eppuTuHa y OOJNBHBIX ¢ TOMO3HTOTHOM

dhopwmoii B-Tamaccemun Ha GOHE TEpaIUU.

['pynimibt CX, MKonb/1 C®, Hr/ma

OILHLIX Jo Hechepan | lechepan+IIA | To Hechepan | Hechepan+IIA
JICUCHHSI JICUCHHSI

1 rpymma 94+7,1 77+5,4 4243,5% 948+73,2 | 791431 664+95

2 rpymnma 99+8,7 81+6,5 61+ 44* 1391+£262 | 952+79 622+86*

3 rpymnma 68+£5,1 5443.8 4242 8* 897+£51 499435 3854+33*

Hopwmainbhbie 18,9+0,79 7649

3HAYCHUS

[Tpumeuanue. * - paznuuue (P < 0,05) mexay nokazaTensiMu OOJIBHBIX 10 U TOCIIE JIEYCHUS

Merabonu3m xkene3a y BCeX OOJIBHBIX C TOMO3UTOTHOM (hopmoil [-TarmacceMuu Ompenessics
HapyIIEHHbIM, C TOW JHIIb PA3HULIEH, YTO CTENEHb NEPErpy3KH IMKEIE30M B KaXKIOU H3
obcrenyembIx rpynn Obuia pasnuuHoil. HambGonee Tskenble M3MeHEHHMsS HAONIONAINCH y TeX
OOJIbHBIX, y KOTOPBIX TOMO3UTOTHas (opma [-TaJacceMUH COueTajach C HaClEJACTBEHHBIM
remoxpomarto3oM (HI'X). V nanueHTOB TsKecThb NEPErpy3KH KEJI€30M BbI3bIBAA TSXKENbIE
OCJIOKHEHUS B IIEPBYIO OYEpE/b CO CTOPOHBI cepala (MPU3HAKK CEpAEYHON HEJOCTaTOYHOCTH,
KapIMOMHUOIIATHs ), OPTaHOB JbIXaHUs (JIETOYHAsl HEJOCTATOUYHOCTh) U MeUeHH (LUPPO3 MEUCHH).
O 3HauMTENBHBIX 3aMacax Jkejle3a B OpraHu3Me OOJBHBIX CBUAETEIBCTBOBAIHM IOKA3aTeNH
ceiBopoTouHoro keinesa (CXK), cwiBoporouHoro ¢eppuruna (CD), NOTOKUTEIbHBII
necepanoBblii TECT, IEPErpy3ka KOCTHOTO MO3ra U NeYeHH keyie3oM. Kak BuaHO u3 Tabnuiis! 3,
710 Hayaja reMoTpaHc(y3HOHHON Tepanuu Mo «ycuieHHoW» nporpamme conepxanue CXK u CP
BO BCEX TIpyIIax CYLUIECTBEHHO MpeBbILano HopMainpHble BenunuuHbl (P < 0,001). ¥V Bcex
MAIMEHTOB ¢ TOMO3HTOTHOW (hopMOHi B-TalacceMUu KOCTHBI MO3T OB MEPETPy’KEH JKEIe30M, O
4YeM CBHJIETENbCTBOBAJ cUaepoOiacTo3 u cuaepounuto3 (1-a rpynma — 61+4,5%, 2-g - 97+7,9%,
3-1 - 78+3,7%, P< 0,001). Kpome KieTOK TIpaHysibl HECBS3aHHOTO 3Keie3a OOJbIIUMHU

CKOIUICHUAMUA OIPCACIIAIUCH B MCKKICTOYHOM IMPOCTPAHCTBEC. V Bcex OOJBHBIX B pa3quH0171
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CTETIEHH ONpeAEIISUICS OJI0KHUTENBHBIM Jec(epasioBblil TECT (CM. TabI. 2).

[Tpu romo3urotHoi Qopme [-TasacceMuu B CHIBOPOTKE KPOBU OOHAPYKEHO
CyIlIeCTBeHHOE yBenudeHue ypoBHsa pTDP, mo cpaBHeHuto ¢ Hopmoii (2,3+0,3 ur/mi, P < 0,001).
Opnako B mpollecce MPOBOJUMON Tepamuu y OOJNBHBIX BCEX TPYII HAONIOAaIOCh CHUYKEHHE
conepxkanus CXK u CO, a Takxe ymepeHHoe noHmxkeHnue yposHs pTdP. IlpumevarensHo, uTo y
OOJIbHBIX, KOTOpBIE JUIMTEIFHBIMU KypcaMH B T€UEHHE 5-6 MecsleB NpuHUMaH jaecdeparn (He
Oornee 2 r B HeNENI0), Y HUX IOBBIIICHHOE BBIBEIEHUE JKEJ€3a C MOYOH COXPAHSJIOCH €lIe B
TeyeHue 2-3 Mec 1OoCJie €ro OTMEHBI.

Cpenu oOcnenyeMbIx OONBHBIX ¢ TOMO3MIOTHOW (opMoil -TamacceMun OTCyTCTBOBAIa
B3alMOCBS3b MEXAY TSKECTbI0 aHEMUYECKOTO CUHIPOMA, COACpKAHUEM JKeJie3a B OpraHu3Me U
obpazoBannem npotonopdupuna (I1I1), koneunoro nmpoaykTa cuHTe3a MOPGUPUHOBOTO KOJBIIA.
[To-BunuMoMmy, y OONBHBIX M3-3a TSDKENBIX HApYIICHUN B MeYeHU Oblia MojaBiieHa BhIpabOTKa
bepmenTa eppoxernerasbl, B HopMme cBs3biBatomas I1I1 ¢ xxene3zom, 1100 ee BrIpadaThIBAIOCH B
JIOCTaTOYHOM KOJIMYECTBE, HO CO CHW)XXEHHOM aKTHUBHOCThIO. IloaToMy y OONBHBIX C
TOMO3HUTOTHOM (opMoOH B-TarmaccemMun 0€3 COMYTCTBYIOIIEH HACIEACTBEHHOM MAaTOJIOTHH KPOBHU
70 Hayajla TeMOTpaHC(y3WOHHOW Tepamuu KojuuecTBO cBoOonnoro IIIT B aspuTporuTax
OIPENIENIATIOCh CYIIECTBEHHO OOJbIlleé HOPMBI (CM. Tabll. 2) 4YTO SBISUIOCH XapaKTEPHBIM
IIPU3HAKOM JUIsl JaHHOM KaTeropuu OOJIbHBIX. B NpOTHBONONIOKHOCTH 3THUM JaHHBIM, IPU
rOMO3UTOTHOM (popme B-TamacceMuH B COYETAHUU C HACJIEICTBEHHBIM I€MOXPOMAaTO30M U C
nmo3aHer KoxkHOW mopdupueit konneHtpanus [II1 B sputporurax 10 jJedeHUS HE MEHsUIach U
MIOTOMY HECYIIECTBEHHO OTIMYanach OT HOpMbI (2-1 rpynma 4,7+0,5 MxMmonb/n, 3-8 rpymnna
4,5+0,3 mxmoub/1, P > 0,5).

Takum 00pa3zom, reMOoTpaHCHY3MOHHYIO TEPANUIO Y OOJBHBIX C TOMO3UTOTHOU (hopmoit
B-Tanaccemuu 0e3 COMYTCTBYIOIIEH HACIEICTBEHHOM MAaTOJOTUU KPOBU JIyUIlle OCYIIECTBISATH C
MIOMOIIbI0 KOMOMHAIIMYU JIBYX MPOTPAMM «YCHUJIEHHOW» U «YMEPEHHOI», ¢ MOAU(PHUINPOBAHHOK
710301 BBOAMMBIX Pa3MOPOKEHHBIX SPUTPOLIUTOB Yepe3 JIEUKOLUTAPHbIE QUIIBTPBL. Y MALUEHTOB
C TOMO3UTOTHOM (hopMOil B-TaracceMuu B COUETAHUM C HACJIEICTBEHHBIM T€MOXPOMATO30M WM
C TO3AHEW KOXXHOW mopdupuel JIedyeHHe aHEeMUYECKOrOo CHHIpPOMa CJeAyeT MpPOBOAUTH IO
MOJUGUIMPOBAHHON «YMEPEHHOI» mporpaMme, BO H30EKaHUE TSHKEIBIX XPOHUYECKUX U
HEoOpaTUMBIX OCJIOKHEHUH CO CTOPOHBI CEPAECYHO-COCYAMCTOM cHucTeMbl W medeHu. llpu
OTHOCHUTENILHO YAOBJIETBOPUTEIHOM (YHKIIMOHAJILHOM COCTOSIHUM TI€YEHH aHEMHUYECKH
CHUHJIPOM Y OONBHBIX KYHMUpPYETCs Jerde M MOJYYSHHBIH MOJIOKUTEIbHBIA JeueOHbIH ddexT
coxpaHsercs Ooiee ATUTEIbHOE BpeMs, €CIAM TI'eMOTpaHC(PY3Uu HPUTPOLUTAPHON Maccoi
MIPUMEHSIOTCS B cOYeTaHuu ¢ JiedeOHbIM [TA u necdepanom.

HOJ’Iy‘-ICHHBIﬁ BBIBOJI MMOATBECPKAAKOT HaIIN H&6J'IIO}1€HI/I$I 3a OOJBHBIMU B TCUCHHE
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nocneaaux 3 net. U3 50 manueHToB ¢ ToMO3UroTHOU dopMoit B-tamaccemun Toabko y 9 (18%)
BBISIBIIEH CHIDKEHHBIH ypoBeHb Hb (85-92 r/m). MM neuyenune ObIIIO BO30OHOBIEHO TIO
«YMEPEHHOI» MporpaMMe, YTO CIIOCOOCTBOBANIO OBICTPOMY pocTy TemorioduHa 10 110 r/n

[TpoBeneHHbIe HCCIEAOBAHUS  CBHJIETENBCTBYIOT O TOM, YTO IIPU TOMO3UTOTHOM popme
B-TamacceMuu TSKECTh COCTOSTHHSI OOJIBHOTO yCyryOusieTcsi MPUCOETUHEHUEM COITyTCTBYIOILIEH
HACJIC/ICTBEHHON NATOJIOTUM KPOBM M pa3BUTHEM TIIyOOKMX  HapylmleHWd B MeTaboim3Mme
&KeJe30nopGUPUHOBOTO KOMIUIEKCa, YTO OKAa3blBA€T BIUSHUE Ha BBIOOp U PE3yJbTaThl
MPOBOANMON TreMoTpaHcPy3uoHHOW Tepanuu. JleueHus Takue OONIbHBIE MEPEHOCAT TSHKENO.
[TosToMy, Ha Haml B3IJISA, TeMOTpaHCc(y3UH ClenyeT MPOBOJIUTH B COUETAHHWU C XEJIATOPHOM
Tepamuei, ceaHcamu Je4deOHOro TuIazMadepe’a M TPUEMOM T'eNaTONpPOTEKTOPOB, UTO
CYUIECTBEHHO YIYYIIAeT COCTOSIHUE CEepJEYHO-COCYIUCTOW M SHAOKPUHHOW CHCTEMbI, 0OMEH
xenesa W moppupuUHOB, paboTy mneueHu. [IpuMeHeHHE «YCHIICHHOI» U «yMEpeHHOW»
reMOTpaHC(Py3MOHHBIX TporpaMM y OOJBHBIX C TOMO3UTOTHOM (opmoil [B-Tanaccemun
MO3BOJISIET PEKOMEHI0BATh METO/] K ITUPOKOMY NPUMEHEHHIO B KIIMHUKE.

Ha ocHOBaHuUM TMONY4YEeHHBIX pPE3yJbTAaTOB HCCIEIOBAHUS CHAENaHbl CIEIYyIoIIne
BBIBO/IbI:

1. BpiOop mnporpammsl reMoTpaHc(y3HOHHOW Tepamnuud NpUd TOMO3UTOTHOH (opme [-
TaJlacCEMHUH 3aBUCUT HE TOJIBKO OT CTENEHU TSKECTH aHEMHYECKOI0 CHHJIPOMA,
COCTOSIHUSI CEepJICYHO-COCYTUCTOW CHUCTEMBI, (DYHKIMOHAIBHOTO COCTOSIHUS TI€YEHH,
MOYEK W JKeJe3 BHYTPEHHEW CEeKpelrH, HO W OT COIMYyTCTBYIOIIEH HacjaelICTBEHHOM
MaTOJIOTUU KPOBHU.

2. DddexkTuBHOCT, TeMOTpaHCHY3MOHHOW Tepamud Tpd TOMO3UTOTHOH dopme f-
TajlacCceMHUU M COMYTCTBYIOIIEH HAcleACTBEHHOM MAaTOJIOIMU KPOBM MOBBILIAETCA, €CIU
OHa OCYIIIECTBIISIETCS B COUETAHHUH C CeaHcaMU JiedeOHOoro miazMadepesa.

3. Ha3nauenue ceaHcoB Iuta3mMadepesa, NMPHEM XeNaTOPOB U TeNaTONpPOTEKTOPOB IPH
TOMO3UTOTHOW Qopme [-TaracceMuu CHOCOOCTBYET CHIKCHHIO YHCIA TMOOOYHBIX
peakuuil M OCJIOXHEHHMH, KOJIWYECTBA TIeMOTpaHCPy3Mil U yMEHbIIAET CTENeHb
Meperpy3KH JKeJIe30M OpraHu3Ma OOJbHBIX.

4. Copnepxanus kompornophpupuHa B Moye, Hapsjay C HCCIEIOBAaHUEM aKTHUBHOCTH
TpaHCaMHHA3,  fABNSETCS  WH(GOPMATHBHBIM  IIOKa3aTelieM  TpU  OIpPEIeIICHUH
(YHKIIMOHAJIBHOTO COCTOSIHMSI ME€YeHM Yy NAllMeHTOB C HAcleJCTBEHHOM MaToJIoruen
KpOBH. Y OOJBHBIX C TOMO3UTOTHOU (opMOIi P-TalacceMUu HapyIICHHBINH MeTabonu3m
Kene3onopGUpUHOBOIO  KOMILIEKCa  TpeOyeT  MpOBEJEHHS  COOTBETCTBYIOLICH

KOPPUTHPYIOLIECH TEpaInH.
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