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Pe3ome

3HaUUTENbHON TpOOJIeMOM B JUAarHOCTHKE TopdHupUNA, OCOOEHHO  MPU OCTPOMt
nepemexatomieiics mopbupun  (OIIIl) w mo3guedt koxuoit mopdupum (ITKII) sBasercs
MOJTUCUHIPOMHOCTh KIIMHUYECKOM CHUMIITOMATHKH, 3aTpyaHSIONIEH MIpOBE/ICHUE
middepeHnIuanbHOr0 AMarHo3a ¢ JIpyruMu 3a0oneBaHusMU. B pabote y 48 OONBHBIX C
HACJICJICTBEHHBIMH W TPUOOPETCHHBIMH  MOPMUPHSIX  BBIMOJHEHO H3YYE€HHE OCHOBHBIX
napamMeTpoB MopGUpPHHOBOIO OOMEHa B COYETAHMHM C OOMEHOM  Kene3a. Pe3ynbraThl
HACJIC/ICTBEHHBIX ~ M3MCHEHHI B  TeMOOpa30BaHWHM  COMNOCTABJISUINCH C  BTOPUYHBIMHU
nproOpeTeHHBIMU TOP(GUPHUAMHU. YCTaHOBIIEHO, YTO HApYIIEHUS B MOPGUPUHOBOM OOMEHE
COYETAINCh C CHHAPOMOM TIEpEerpy3KH OpraHu3Ma OOJIBHBIX jkene3oM. Ha ocHoBaHHMH
MOJYYCHHBIX JIaHHBIX, TPEJIOKEH alropuT™M oOCIe0BaHUS OOJBHBIX, C HapPYIICHHON
GyHKIMEH TIeUeHHW, KOTOPBIM BKIIOYACT, HApSAy C [EYCHOYHBIMH TpPaHCAMHHA3aMH,
o0s13aTeIbHOE OTpeIelIeHHe OCHOBHBIX MTapaMeTpOB 0OMeHa Op(UPHHOB U Kele3a.

Knwuesvie cnosa: noppupuu, ocmpas nepemedxncaromasics nopupust, NO30HsA KOWCHAL
nopgupust, amMuHOIEeBYIUHOBASI KUCIOMA, NOPHOOUTUHOZEH, YPONOPPUPUH, KONPONOp@UPUH,

npomonopguput, nophoounUHoeH-0e3aMuHa3a.
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Summary

The polisyndromial clinical symptomatology makes the problem of differentiating of
porphyria especially acute intermittent porphyria and porphyria catenae tarda with other diseases
very complex. We studied the main parameters of porphyries’ and ferrum metabolism in 48
patients with inherited and acquired porphyria and compare the results of haemoformation in
patients with inherited and secondary acquired porphyria. We find that disorder in porphyrine
metabolism was associated with ferrum overload syndrome. The algorithm of studing of patients
with hepatic dysfunction has been developed. The algorithm includes the studying of hepatic
transaminases and basal parameters of porphyrine and ferrum metabolism.
Key words: porphyria, acute intermittent porphyria, porphyria cutanea tarda, aminolevulinate
acid, porphobilinogen, uroporphyrine, coproporphyrine, protoporphyrine, porphobilinogen-

dezaminase.

[HopduprHbl COCTAaBIAIOT OCHOBY I'€éMa U CHHTE3UPYIOTCS BO BCEX KJIETKaX OpraHu3Ma
[1-5]. OgHako OCHOBHOE KOJIMYECTBO MOP(PHUPHUHOB MPOIYIUPYETCS B KOCTHOM MO3T€ M MIEYCHH,
B KOTOPBIX OHU UCHOJB3YIOTCS AJisi oOpa3oBaHMs remorioouHa u ¢pepmeHtoB. Eciu B kocTHOM
Mo3re MophUPUHBI HUCIOJB3YIOTCA s oOpa3oBanus remoriodouHa (Hb), To B medenu B
OCHOBHOM JJISi CHHTE€3a LUTOXPOMOB, KaTaja3bl, MEPOKCHAA3bl U JApYrux ¢epmeHToB [6,7].
[TopdupuHb! y4acTBYIOT B OMOJOTMYECKUX MPOIECCaX, TaK KaK BOBJICYEHBI BO MHOTHE PEaKIIHH,
CBSI3aHHBIE C YTWJIM3allMed, TPAHCIOPTOM U XpaHeHHeM Kkuciopoza. [loatomy, oTkioHEHHS B
oOMeHe NOp(GUPUHOB NPUBOAAT K PAa3BUTHUIO TSDKENbIX 3a00J1€BaHUM, KOTOPbIE MOTYT OBITh Kak
HACJIC/ICTBEHHBIMHU, TaK WU BTOpUYHBIMU mpuoOpereHHbIMU [8-10]. ITocnennue wamie Bcero
Pa3BUBAIOTCS MPH XPOHUYECKHX 3a00JIEBaHUSAX II€UEHH, CHOCOOCTBYS (HOPMHPOBAHHUIO €€
(GyHKIIMOHAIbHOW HexocTaToyHOCTU. Cpelu HacleACTBEHHBIX IEYEHOYHBIX Mopupuit
BHUMaHMs 3acilyXuBaroT octpas nepemexatomascs (OIIIl) u no3nusas koxHas nopoupus
(ITKII). OHu pa3BuBalOTCs BCieACTBUE Ae()EKTOB B reHax (EPMEHTHBIX CHUCTEM OMOCHHTE3a
rema [11-13]. OcnoBuoit npuumHoi OIIIl sBHseTcss TreHeTHYecKud nedekT QepMeHTa
nophobununoren-aezamunassl (I16I-/1), a IIKII - nopaxenue depmenta yponophupHHOIreH-
nexapookcunasbl (YII-JI). YxynamieHue SKOJOTHM M CBSI3aHHOE C ATHUM YBEJIMYCHHE YHCTIa

MyTalui ojgHa U3 npuuMH ydactuBiuuxcs ciaydaeB OIIIl. 3aGoneBaHue MOXXeT MpoTeKaTh B
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OCTpOil U NaTeHTHOH (hopMax M BBIABIATHCA HA BBICOTE KpHU3a, [IOCIE MpUeMa MPOBOLUPYIOIINX
nexapcTBeHHbIX npenaparoB [14]. Ecou y 6oxpubIx ¢ [IKII B KIMHUKE TpeBaIUPYIOT KOXKHBIE
n3Menenus, To npu OIIIl HapymeHus co CTOPOHBI HEHTPAIbHOU U MepudpepuyecKoil HepBHON
cucrtem [15].

Heablo mpeacraBaeHHON paboThI SIBUJIOCH 0OOOCHOBAHUE POJIM JKEJIE€30HOPPUPHUHOBOTO
MeTabonu3Ma M (YHKIHOHAJIHHOTO COCTOSIHUSI IEYEHHW B ONPEACICHUU CTENEeHU TSHKECTH
teuenus [IKII u OIIII, a Taxxe mpoBeaeHNEe aHATN3a TUArHOCTHYECKOM 3HAYMMOCTH OTIEIBHBIX
nokaszarejae KoMmiuiekca B AuddepeHunanbHOM — AMAarHOCTUKE — HACHEJICTBEHHBIX U
nproOpeTeHHBIX MOphUpPHUil.

Marepuana u MeToAbl. [Mon Hammm HaOmOAeHHEM HAXOAWIOCh 48 OONBHBIX C
HACJIECTBEHHbIMU U TNPUOOPETEHHBIMH MOPPUPUAMHU, MOCTYNUBIIMX Ha OOCIEIOBaHHE U
nedyeHue B AzepOaitmkanckuiit HUUW remarosnoruu u Tpancy3rogoTUH U3 pa3IndHBIX PAOHOB
pecny0Onuku, B nepuoa ¢ 2003 mo 2009 rr. Cpeau Hux 0bU10 33 maunueHTa ¢ NOpGUPUSMHU B
Bospacte 11-39 ner (meamana - 24 roxm); MyxuuH Obuto 21, >xeHmwH - 12. BoibHbIe ObLTH
paznmenensl Ha 2 rpymmbl. [lepByto rpynmy coctaBuian 20 OOJBHBIX C TO3IHEH KOXKHOM
nopdupueit, 2-t0 — 13 — ¢ ocTpoil mepemexaromenics nmophupueii. YUuThiBas TO, YTO IPHU
xenesonepunutHoi anemun (OKJ{A), Hapsay ¢ HapylIeHUSIMU B OOMEHe jkene3a, HaOIr0alTcs
M3MEHEHHS B CHHTE3€ OCHOBHBIX IOKa3zaTeneil mnopdupuHOBOro MerabonuszmMa, a HMMEHHO:
MOBBIIIEHUE B JPUTPOLUTAX CBOOOJHBIX (OPM KONpPO- U IMPOTONOPPUPHUHOB U CHUKEHHE
yponopduprHa, KOTOpble B HOPME BBIABISIOTCS B CJIEJOBBIX KOJUYECTBAaX, 3 Ipymna ObLia
npencrasiaeHa 15 manuentamu ¢ KA co BTopuuHON mpuoOpereHHoM (opmoi nopdupun, B
Bo3pacte oT 19 no 32 ner (Meauana - 24 roga, MyX4yuH - 3, )KeHIIUH — 12). I'pyniy KOHTpos
coctaBwin 30 310pOBBIX JIHII.

Jlnaruo3s B o0ciieAyeMbIX rpymnax 00JbHBIX OCHOBBIBAJICS HA MOAPOOHOM cOOpe ceMeHHOro
aHaMHe3a W KJIMHHUKO-JIAOOPAaTOPHBIX JAaHHBIX. Y MAlMEHTOB C IMO3/HEH KOXXHOW mopdupueit
(ITKII) pa3Butue 3ab0eBaHMs MOATBEPHKAATOCH CHUKCHHON aKTHBHOCTHIO MPOMEKYTOYHOTO
depmenta  yponopdupuHOreH-aexokapookcmiassl  (YII-]D), KoTOpasi ~ oOpasyercs
IPEUMYIIECTBEHHO B IEYEHM M YYacTBYeT B CHUHTE3€ NOP(QUPUHOBOrO KOJbIA Ha 3Tale
obpazoBanust komnpomnopupunorena-III (KIII-III) u3 yponopdupunorena-III (VIIT-III). B
HOpMe ero akTuBHOCTh coctaBiusieT 90-100%. ¥V 16 OGoapnbix ¢ IIKII otcyrcTBOBaNN
TEeHETUYECKUE OTKJIOHEHHUS, TO €CTh 3a00JIeBaHME HOCHUJIO NPUOOPETEHHBINH XapakTep, O 4YeM
CBUJCTEIHCTBOBAJIA HE3HAUUTENIBHO CHUKEeHHas akTuBHOCTh YIII'-J] (76-82%). OTo mociayxuio

OCHOBAaHHEM CYMUTaTh, YTO OOHapyxkeHHbI aedexkr B BelpaboTke YIII'-J] Haxoauscs BHe
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OMOCHHTETHYECKOTO MyTH remMa 1 OblI CBsA3aH ¢ (PYHKIIMOHAIBHBIM COCTOSIHUEM I€4eHH, paboTa
KOTOPO# ompenensiach IIyOOKO HapyIIEHHOW, M3-3a Pa3BUTHS y 3TUX OOJIBHBIX MOPTAJIHLHOTO
Uppo3a IEYEHH, BCJIEJICTBUE IEPEHECEHHON B NPOIUIOM MasipUd W/MIU HH(EKIHMOHHOTO
BupycHoro rematuta C. B 4-x ciaydasx BeisiBiieHHast [IKII Hocuna cemeitHO-HACIEICTBEHHBIN
XapakTep U MOJATBEp’KAajach CHWXKEHHOM akTMBHOCThIO (epmenta YIII-II no 32-36%. U3 20
6onbubIX ¢ [IKII y 4-x 3a00eBanue coueTanoch ¢ reTepo3uroTHON Gopmoi B-TamacceMuut U B
2-X - ¢ HacJeICTBEHHBIM I'€MOXpOMAaTo30M (IIOATBEPKIEHHBIM B TOM 4uciie anturenamu HLA).
ITpu IIKII ¢ B-tanaccemuert HbA2 paBusuicsa 3,7-4,2% u HbF 2,5-2,7%, uro ykaspiBajio Ha
reTepo3UroTHyI0 GopMmy natosnoruu. B pesynprate HacTynuBIIero cOosi B reMIIpPOIYLUPYIOIEM
Mexanusme B opranusme 6oipHbIX ¢ IIKIT HakamumBanuchk TOpGUPHHBI ¢ TENaTOTOKCUYECKUMU
cBoiicTBamMH. 3a0ojieBaHHME HMEJIO BBIPAKEHHYIO KOXXHYIO CHMIITOMAaTWKy. Bcenencrsue
noBblieHHON  QoTtoceHcubmimzanuu npu IIKII ormewanach runepnurMeHTanus KOXU C
MOpa)kKeHUEM KUCTEH PYK, IIeH, JIULA, a Y OOJbHBIX C HACIEACTBEHHON MPEpacioioKeHHOCTHIO
- CO ClIelaMH pacyecoB W PYOLIOBBIX M3MEHEHHMH Ha OTKPBITHIX YYacTKax Teia. Bumumbie
CIIM3UCTBIE OIpeAesUINCh CyOuKTepudyHbIMU. Hapsany ¢ yBenuueHueM pa3MepoB II€UEHH,
PErUCTPUPOBAIIUCH TOJIOKUTENIbHBIE I€YeHOUYHble MpoObl, y 12 mnauueHTOB HabIroAanach
CIUICHOMETaJIMs, B TOM 4YHcie y 7 ¢ CHHAPOMOM Tunepciuienn3Ma. Ha koxe nepeaHen OpromrHoi
creaku y 9 6onbHbIX ¢ [IKII onpenensnack pacmiupeHHast CeTh MOAKOXKHBIX COCYI0B, a B 11
cllydasx Ha HU)KHUX KOHEYHOCTSIX UMEJUCh OTEKH, B OPIOLIHON MOJIOCTH - aCIIUT.

B neuenune 6onbHbix ¢ [IKII npumensnu nenarun au0o XJIOPOXHH, CEAHCHI JIe4eOHOTO
wiazmagdepe3a (10 3 pa3 B Mecsl), I'eNaTONpOTEKTOPHI (remnTpaj, peayTokc, 3ccen (oprte),
Butamuubl rpynnsl B u C, pactBopel OukapbonHara Na u cenmumuHa Hepa, necdepan,
COJIHIIE3AIMUTHBINA KpeM. O0muit kypc seuenus: 6osbHbIX ¢ [IKII B cranmonape cocrasssut ot 1,5
JI0 2 MECSIIEB.

Juarno3 OIIII ycranaBnuBascs Ha OCHOBaHUM OINPENEIEHMS B APUTPOLIUTAX AKTUBHOCTH
APYroro MpoMeKyTOUHOro (hepMeHTa, yJacTBYIOIIETO B CHHTE3e MOP(PUPHUHOBOTO KOJIbIIA TeMa
remoryioonHa — nopgobuinHoren-ae3amunassl  (I1bI-/]). OcHoBHas mnpuumMHa pa3BUTHS
3a0oseBaHusl ObUIa CBA3aHA C TEHETUYECKHM Je(peKTOM (epMeHTa M CO CHUXKEHHOW ero
aKTUBHOCTBIO. YpoBeHb (epmenTa IIBI-J] B spurpornurax Obu1 HU3KUM (0,87 + 0,07 ME/I/1).
ITo cpaBHenuto ¢ [IKII 3a0oneBanme MpoTeKano TsHKENee, ¢ YaCThIMU KpU3aMu. TpH MmanuenTa ¢
OIIIl nHaGmromanuch B OCTPOM TNIEPHOJIE TOCIE CTPECCOBOM CHUTyallMd WM TIOCIE IpHeMa
BellecTB ¢ nopdupuHoreHHsIM 3¢ dexkrom. Knunudeckue mnposBiaeHus 3abosieBaHUS y HUX

XapaKTepU30BAIUCh IMOPAXKEHUEM LEHTPAIbHOM U mnepudepruuecKkoil HEpBHOM CUCTEMBI.
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BosibHBIE MOCTYMANU B CTallMOHApP Ha BBICOTE KPU3a C CHIIBHBIMU MPHUCTYIOOOPAa3HBIMU OO0JIIMU
B OKHMBOTE, C JeopManueil MbIIIl KOHEYHOCTEH, C apTepualbHON TUNEpTeH3HEeH U
rernarociuieHoMmeranuei. Y octanphbix 10 manuentos ¢ OIIIl Habmronanack nateHTHas gopma
natoyiorud (0e3 KIMHUYECKONW CHUMIITOMATHKH). Y 8 MalMeHTOB C JIATEHTHOH (opmoil ObuI
BbisiBiieH Bupyc rematuta C. YV manuentoB ¢ OIIIl, kxak mnpaBmiio, ompeznensiack Moda
HACBHIIIEHHO KPacHOTO 1IBETa, CBA3aHHAS C MIPUCYTCTBUEM B HEH pazianyHbIX (popM mOppHUpHHOB.

B neuenue 3 Gonphpix ¢ OIIIl BenymuMm mnpemapaToM SBISJICSS HOPMOCAHI, a B
OCTaJbHBIX ClIlydasX MPUMEHsJIacCh CUMITOMAaTHYecKas Teparus, KoTopas BKJIouanga B cebs
pubokcun 1o 10 mu B cyr., rentpan 800 mr mmubo peayrokc 600 mr 3 pasa B Henelnro,
6ukapbonar Na, Butamunsl rpynmnsl B u C, aHTHOKCHIAaHTBI, CEaTUBHBIC M aHTUTUCTAMUHHBIE
npenaparsl. Kypc sieuenus coctasisn 1,5-2 mecana.

Juarno3 xene3oeUIMTHOW aHEMHH Y OOJBHBIX 3-M TpyNIbl MOATBEPKIAICS
COOTBETCTBYIOLIMMHU Ja0OPATOPHBIMU [TOKA3aTEIAMH, XapaKTePU3YIOIIUMHU METa00IN3M Kelle3a.
B cranmonape OOJBHBIM C KeNe30ACPUIIMTHON aHEMHUEH, OCIOKHEHHON NPHCOESIMHEHUEM
BTOpPUYHOU IpHOOpeTeHHON nmopdupuH, KOrjaa Hapyllajgach padoTa NeUeHH, MOCiIe YyCTpaHEHUS
MPUYMHBl  XPOHHUYECKOM KPOBOIIOTEPH, Ha3HAuYalWCh Ipenaparsl kene3a (caHTadep,
¢beppumnposer B couetanuu ¢ makcudonom). Kype cocrasmsn 1-1,5 mecsua. [locne noctmxenus
s¢dexTa OOTBHBIX MEPEBOAMIN HA MOAICPKUBAIOIILYIO TEPANUIO IpenapaTaMu KeJe3a.

[Tocne BBIMUCKU U3 CTallMOHAapa Bce o0ciieryeMble 00JIbHbIE Opaich Ha AUCIAHCEPHBII
yder. Y HUX mapaMmerpbl nepudepuyeckoil KpoBu, OMOXUMHUYECKUE TECThl, a TAKKE€ OCHOBHbBIC
[oKa3aTesy KeJe30nopPpUPUHOBOro KOMIUIEKCA UCCIeI0BAIUCH 1-2 pa3a B Mecsll.

AxrtuBHocTh epmenta [1bI'-/] B spurpouuTax onpenensiace metogom C. Magnussen et
al. (1974) (mopma > 2 mE]Jl/r Hb). Ha nepBom sTane oOcienoBanus, O0JIBHBIM C MOJ03PEHUEM Ha
noppupui0  MPOBOAMJICS  KAuYeCTBEHHBIM CKPUHUHIOBBIM  TecT-meron  (pimyopecueHuuu
nopGUpUHOB (3KCHpecc auarHoctuka). [Ipu ero mojgoXHUTeNbHbIX pe3yibTaTax MepexXOoauiIn Ha
KOJINYECTBEHHOE OmNpezieNieHre NOpQUPHUHOB B KPOBH, Mode U B Kaie. Conepxanue CBOOOIHBIX
¢dbopm mnopdupuHOB B spuTporurax — ypomnoppupuna (YII), xomponopdupuna (KII) u
nporonopdupuna (I1I1) onpenensiiu mo meroxy T. Dressel u J.Falk (1956), a onpenenenue o-
amuHoneBynuHoBoU KHCIOTHl (AJIK) u mopdobununorena (IIBI) B Mode ocCyiecTBIsIIOCH
METOJIOM HOHOOOMeHHOH Xpomarorpaduu mo D. Mauzerall u S. Granick (1956). Dxckperus
yponopoupuna (YII) ¢ mouoit m3yuyanace mo W. Reinkingh u E. Van Kampen (1964), a
korporniopdupuna (KII) mo S. Schwarts et al. (1951) B momuduxamuu P. Koskelo (1956).
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Crenenp skckperuu npotonopgupuna (I1I1) u konponopdupuna (KII) ¢ kasom usydanach no
metoxy G. Holti (1958).

Conepxxkanne  ceiBopoTouHoro keneza (CXK) wu  oOmryro  Kele30CBS3BIBAIOIIYIO
crocoOHOCTh ChiBOpoTKH KpoBu (OXKCC) omnpenmensiim mo meroxy R.J. Henry (1958).
[Tonyuennas Hopma 12,5-29,0 Mxmomnb/1 u 45-74 MKMOJIB/T COOTBETCTBEHHO. CHIBOPOTOUYHBIN
¢depputun (CD) uccnenoBaics MIAICYHBIM UMMYHO(GEPMEHTHBIM METOAOM C INPUMEHEHHEM
nabopoB DRG (CIF). B mopme on paBusuics 40-180 ur/mu. IlpoBonumncs necdepanoBsiii TecT
(ID, mopma - 0,79-1,63 Mr/cyT) 1 OnpeAessuIuCh PacTBOPUMBIC TpaHC(HEPPUHOBBIE PEIIEHTOPHI
(pT®P, Hopm™ma - 1,6-2,9 ur/m). B kocTHOM Mo3re ocymiecTBisuics nojacyer cuaepodnacto (Ch)
u cunepouutoB (CLl). B nHopme ux coamepxutrcsa 23-27% u 1,5-4%, coorBerctBenHo. [lpu
BBINTAJICHUN TIOJIOKUTEITFHOW OCMOTHYECKOW PE3MCTEHTHOCTH SPUTPOIMTOB W MPH HAJHMYUHU B
nepudeprudyeckoil KpOBH THUIIOXPOMHBIX SPUTPOIMTOB C MUIICHEBUIHOCTbIO Yy OOJBHBIX
onpexnensiinc HbA, HbA2 (merox Marengo-Row,1965) u ¢etanbubiii remornodun —HbF (mo
metony Betke et al., 1959). Jluaruos B-ramaccemuun moarBepxaaics npu yposHe HbA2 Gonbie
3,5% u noBbieHHOM cozepkanuu HbF.

C uenblo BBISBICHUS TEpPErpy3Ku >Keae30M MeYeHH OO0IbHBIM MPOBOAUIACH MYHKIIMOHHAS
Ouorcus, HaJIMYUE JKele3a MOJATBEPXKAAIOCh KaueCTBEHHOHM peakiuel. IIpu BBICOKOM ypOBHE
CBIBOPOTOYHOrO  (pepputHHa, KOd(PPHUIMEHTa  HACBIIICHUS  TpaHCHEppHHA  IKEIE30M,
CBIBOPOTOUYHOTO XKeje3a, 0o cuaepodiacrose, B Tex ciydasx, koraa [IKII coderanmacey ¢ fB-
TajacceMue, MPOBOJWIM KOJHMUYECTBEHHOE OINpeAeNieHUE COAEpIKaHUS Kelle3a B MEeYCHOYHOU
TKaHU. Y CTaHOBJIEHHBII HOPMAaTHB COJEPKaHUs Kelle3a B MEYSHOUYHOM TKaHM He MpeBbimaet 1
MI/T CyXOTO BEIECTBA MCUYEHHU.

Pe3yabTarbl M 00cy:kaeHue. B Xone NpOBENEHHBIX MCCIEIOBAHUNW YCTAaHOBJIEHO, YTO
BBISIBJICHHbIE HApYLICHUS OCHOBHBIX IOKa3aTelel Kene30nophUpHHOBOIO KOMILIEKCA MpU
HacJIeICTBEHHBIX (popMax mopdupHii paznuyaauch MEXAy cO000, a TaKKe OT aHAJIOTUYHBIX
napameTpoB B rpynme 6onbHbIX KA, y KOTOPBIX HaOM0Janach BTOPUYHAS MPHOOpPETEHHAs
nopdupus (cm. tabda. 1). CreneHb oOHapYKEHHbIX U3MEHEHUH 3aBHCeNa OT (PYHKLIHOHAIBLHOTO
COCTOSIHMSI TEUYEHH, YTO YCYIyOousuioch CGHOPMUPOBABIIMMCS XPOHHYECKUM BHUPYCHBIM
renatutoM C. OcobeHHO 4acTo OH BbIsBIsUICA cpeau 6o0abHbIX ¢ IIKII, uro moxTBepx aaioch
COOTBETCTBYIOLIMMH MapKepamMu 3a0osieBaHus. B MOMEHT rocnuraiu3alMd B CTalMOHAp
00JIbHBIE C MOPPUPUAMHU B JICUEHUU MHPEKIMOHHOIO BUpycHOTo renatuta C (He aKTUBEH) HE

HY)XJaJIUCh, HO Y HHUX HE3aBUCHUMO OT (l)OpMBI OCHOBHOI NaTOJIOTHH Ha6J'IIOI[aJ'II/ICB Ooiee
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OTYCTJIMBBIC

HN3MCHCHUA B

oOMeHe

HOppUPUHOB U

Keneza, 10

CpaBHCHUIO C

HGI/IH(bI/II_H/IpOBaHHBIMI/I, M TaKUC MMAIIMCHTHI, KaK MIPaBHuJIO, TPYAHO MOAAAaBaIMCh JICUCHUIO.

Tabmura 1

[ToxazaTenu obmMeHna mopGUPUHOB TPH HACIEICTBEHHBIX U BTOPUUHBIX MOPPUPHUSIX.

Ilepuon I[TOPODUPUU ['pynna
n OIIII, T1KTI, KA, n=15
oKasaTenau onpenen KOHTPOJIA
n=13 n=20 _
eHUS n=30
E VII, mxmone/n | jg/meu. 0,2+0.01 0,45+0.03** | 0,15+0.01 0,2+0.01
= I/yieu. 0,29+0.02 0,50+0.03** | 0,18+0.01
g 11, mxmons/n | a/neu. 3,4+0.25 2,5+0.22%* 9,7£0.6 4,3 +0.3
= n/ney. 3,8+0.3 5,4+0.3 7,3+0.5
E IIBI- /1, n/ied. 0,87+0.07 2,42+0.4 2,6+£0.3 > 2
Q)
ME/l/r
§ AJIK, n/neu. 66.1+£3,7** | 6,4+0.9 25,4+1.3%*
ke ke
% MKMOJIE/ I/yeu. 53,2431 9,3+1.3 16,3+0,12 8.6240.74
8,8 MMOJIb
Kpear.
IIbT, Ji/11eu. 50,4+2.9 1,7£0,09 7,5£1,15
MKMOJE/ /ney. 34,7+£2,3 2,3+0,08 6,4+1,1 2.06+0,34
8,8 MMOIIB
Kpeart.
VII, n/neu. 16,3+1,4 104,2+5.6* 7,8+0.7
HMOUE/ 1/1ed. 14,6+1.2 76+4,8 6,3+0,5 8.9+0.51
8,8 MMOIIb
Kpear.
KII, n/neu. 171+6,3 347+8.9 84,1+4,3
HMOJE/ I/yeu. 146+5,1 314+£7,4 77,3+4,1 69.344.6
8,8 MMOITL
Kpear.
E KII, Ji/J1eu. 58,2+3.4 16+0,5 27+2.5 19,8+1.5
5 /e, 47,842,5 34,4+1.7 20+1,7
HMOJIb
I1I1, Ji/1mey. 97,3+5,3 37,3+1.8 4942 8 43,8+2,6
I/ned. 81,2+4.3 53,1£2.2 42423
HMOJIb

Ipumeuanue. * - P < 0,05 10CTOBEpHOCTH pa3muunii y OOIBHBIX J0 U IOCIE MPOBEACHHOTO JICUCHUS; **

- P <0,05 - nocToBepHOCTh pa3inyuii mokaszaresell OONBHBIX U MOKA3aTeIeH KOHTPOJIbHOM IPYIIIIHL.
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ITpu IIKII u OIIII, n3-3a npucoeIuHEHUS XPOHUUECKOTO BUPYCHOro renatura C, U3MEHEHMSI B
pabore Tme4yeHM OBUIM CTOWKMMH U MPOAOJDKUTEIbHBIMH. PasButne (yHKIMOHAIBEHON
HEJIOCTATOYHOCTH TMEUYCHU Y OOJIBHBIX MOATBEPK/IATU TOJIOKHUTEIIbHBIC TEYCHOUHBIE TIPOOBI, KaK
710, TaK | 1ocie jJedeHus [ananuHamuHoTpancdepasa (AJIT) npu OIIII - 113 £ 6,5 u 110 + 5,4
ME/n; mpu IIKII - 134 + 10,5 u 114 + 8,1 ME/m; npu XIOA - 12 £ 1,1 u 9,0 + 0,7 ME/n
cootBeTcTBeHHO. [llenounas docdaraza (ILID) mpu OIIII - 40 + 1,9 u 30,1 + 2,1 en.; mpu [IKII-
679 = 32 u 61,8 £ 2,9 ex; mpu XKIA - 10 £ 09 u 8,0 = 0,6 ex. COOTBETCTBEHHO.
Jlakratneruaporenasa (JII') mpu OIIII - 275 £ 22,3 u 238 + 19,6 U/I; mpu IIKIT - 337 £ 18,5 u
312 £ 15,7 U/L; mpu XA - 175 £ 6,1 u 130 + 4,5 U/l coorBerctBeHHo]. [Ipu mocrymnneHun
OOJBHBIX B CTAIIMOHAP, AaHEMHS PA3TMYHOM CTETICHH TSHKECTH ObUTA TOCTOSHHBIM CHMITTOMOM
npu KA u IIKII u penko npu OIIIl. Anemust u pyHKIMOHANBHAS HEAOCTATOYHOCTH NIEUYEHU
npu OIIIT u XXJIA coBmamanu ¢ HapymieHHBIM OOMEHOM IMOP(HUPHHOB €Ill¢ Ha paHHEM dTarle
¢dbopMupoBanus MOpGUPUHOBOTO KOJIbIIA, KOTJ]a CHHTE3UPOBAIUCH AMUHOJIEBYIMHOBAS KUCIOTA
(AJIK) n mopdobunuuoren (I1BI7). M3-3a mOBBIIIIEHHOTO YpOBHS B opranusme 0ombHBIX ¢ OIIT
3TUX JBYX IIOKa3aTejell IBET MOYM XapaKTepU30BaJCs HACBILICHHO KpPaCHBIM I[BETOM. Y
nanueHToB conaepxkanve AJIK u IIBI' B cpenHem, Kak 10 Tak W MOCJE JICYECHUS] ONPEACISIIOCH
BbicokuM (AJIK - 66,1 = 3,7 u 53,2 £ 3,1 npu "HOpMme 8,62 + 0,74 MKMOJB/8,8 MMOIL Kpeart.;
IIbT- 50,4 + 2,9 u 34,7 + 2,3, npu Hopme 2,06 + 0,34 mxMoIb/8,8 MMOJIB Kpear.), B HECKOJIBKO
pa3 mpeBbIlIasi HOPMY M YPOBEHb IMokaszateneil B 1-il u 3-if rpynmax OosnpHbIX (p < 0,05). B
MIPOTHUBOIIOJIOKHOCTh 3THM JaHHbIM, eciau npu IIKII cuntes AJIK u IIBIT mo nedenwst Obur
YMEPEHHO TMOHM)XEH, TO IIOCJ€ MPOBEACHHOIO JIEYEHUS €ro MOoKa3aTead MOJHOCTbIO
HopManu3oBaiuck. CnenoBarenbHo, onpenenenue conaepxkanus AJIK u I1bIN npu OI1I1, B nnane
paHHeld AWarHOCTUKH U AuddepeHnnansHON JAUarHOCTUKUA 3a00JI€BaHUN, MOXKHO CYUHMTATh
BBICOKOYYBCTBUTEIbHBIMU U UH(POPMATUBHBIMU TECTAMH. AHAJOTUYHBIN BBIBOJI MOXKHO C/ENATh
B oTHOIEeHNH cuHTe3a ypornopdupuna (YII) npu IIKIIL. Ecnu y nanuenTtos 1-if u 3-ii rpynm ero
cBoOoHast (hopMa B IPUTPOLMTAX JO U TOCIE JICUeHUs Obljla HE M3MEHEHa, TO Y OOJBHBIX C
IIKII xoHIIEHTpanysl BEIIECTBA B YPUTPOLUTAX U CTEIEHb IKCKPELUU C MOYON B HECKOJIBKO pa3
npesbimana Hopmy (YII sputporuros - 0,45 + 0,03 u 0,5 £ 0,03 Mmxmoue/it; B moue YII — 104,2
+ 56 u 76 £ 4,8 HMonb/8,8 MMOIb Kpear. coorBercTBeHHO, p<0,05). Kpome VII B moue
6ombubix ¢ IIKII mpucyrctBoBana apyras ¢opma mnoppupuHoB — komponopoupun (KIT),
MOBBIIICHHOE BBIJICTIEHUE KOTOPOTO SIBISJIOCH MOCTOSHHBIM M CBUIECTEIHCTBOBAIO O TIIyOWHE
HapylIeHus (QYHKIMU MIEYSHH U Mpoliecca reMoOpa3oBaHus B KOCTHOM Mo3re (110 ieuenus 347 +

8,9 u mocne neuenus 314 + 7,4, npu HopMe 69,3 + 4,6 HMOIB/8,8 MMOJIBL Kpeat.). YMEpEeHHO
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cHKeHHbIM Obuto conepkanue KII y GombHbix ¢ OIIIl u HOpManbHBIM HpU BTOPUYHOMH
npuobperenHoit mophupuu. Jlo neudeHus, mpu HU3KOM coaepkanud YII B spurpormrax
601bHbIX ¢ OIIII Habmr01a10Ch MOBBILIEHHOE BBIJIEIEHHUE €r0 C MOYOH, KOTOPOE CHU3WIOCH MPHU
yIIy4IeHuH GyHKIIMOHAIBHOTO COCTOSIHUS MEUYEHU U 001Iero coctostHus 0oabHbIX (p > 0,5). B
3-it rpynne OOJbHBIX HE OTMEYEHO CYLIECTBEHHBIX HApyLIeHUH B CHUHTE3€ U BblIesneHuun YII c
MOYOH.

Jlisa BTOpHuHOM npuoOpeTeHHol (opmbl nophupuu, KoTopas HabIoaanach B IpyIine
6onbHbIX ¢ KA, ObLIIO XapaKTEepHBIM BBICOKOE COJEp’KaHHE CBOOOJHOIO MpoTOnophHUpHHa
(ITIT) B sputpoumrax, no u nocie gedenus (9,7 £ 0,6 u 7,3 + 0,5 MKMOJIB/I1. COOTBETCTBEHHO,
npu Hopme 4,3 + 0,3 Mkmoub/n). OOHapyKeHHBIH BbICOKMM ypoBeHb III1 B spurporurax
MO3BOJIWJI BBICKa3aTh MPEIOI0KEHHE O €ro CBSA3U € ASPUIMTOM KeJe3a, JIM00 0ObIACHUTDH €ro
pPOCT CHMXXEHHOM aKTHBHOCTBIO (epMeHTa (Qeppoxenaraspl, oOecreyuBarolied B HOpME
coeaunenue I1II c xene3om, oOpa3oBaHHE KOTOPOW CBA3aHO C (YHKIMOHAJIBHBIM COCTOSHUEM
[IEYEHH.

AHaJOrMuHble HM3MEHEHMs] HE HaOJIOJaIUCh cpeau OOJIbHBIX C HacJIeJCTBEHHBIMU
dbopmamu nopdupwuit. [Ipu nocrymiennn, y 6oasHbix ¢ OIIIT xommuectBo IIIT onmpenensnoch
JUIIb YMEPEHHO MOHMXEHHBIM, B TO Bpems kak npu IIKII - B 2 paza mHmwxke (p<0,05). Oto
ceuaerenscTBoBasio 0 ToM, uto npu OIIIl m IIKII cunresupoBanusiii I, kak KOHEUHBIH
MIPOJYKT CUHTE3a MOPPUPHUHOBOTO KOJIbLIA, IIPHU IOCTATOUHOM COJIEP)KaHUU Keje3a B OpraHu3Me
IIOYTH TOJIHOCTBIO HCHOJb3YyeTCs sl 00pa3oBaHMs remMa reMorioOuHa, aubo MUOIIoOMHA U
nuToxpoMoB. HecMmoTps Ha 370, nocie nedeHus koiauuectBo IIII B apuTponurax CyiiecTBEHHO
Bozpocio mpu [IKII (p <0,05) u ropazno menbie - mpu OINIl. YV GonbHBIX K K KOHILY JICUCHUS
YMEHBIINUJIACh TSKECTh AaHEMUYECKOIO0 CHUHAPOMA, YIYUIIHUIOCh OOlIee COCTOSHHUE U KAaueCTBO
xu3Hn. Ecmu YII oGnamaer cmocoOHOCTBIO TOKWMIATh OpraHm3M depe3 mouku, To IIIT ¢
NOMOIIBI0  KulleyHuka. M3 Bcex oOcnemyembix Toibko mpu OIIIl, kak po, Tak u mocne
MIPOBOJIUMON Tepanuu HaOironanack Beicokas BenuunHa skckperuu [1I1 ¢ xamom, paBHas 97,3
+ 5,3 u 81,2 + 4,3, mpu HOp™Me 43,8 £ 2,6 amouib. Hike HOpMBI MOKa3aTeNlb ONPEACIISIICS MPU
[IKII u cooTBeTcTBOBAI €if y marueHToB ¢ KJIA.

VY 12 u3 20 6onbubIx ¢ [IKII Obla BhIsSIBIEHA BBICOKAs KOHIEHTPALUs CHIBOPOTOYHOI'O
xenesa (cpenHue 3HaueHHs 68 + 4,9 MKMOJIB/JT), YTO CBHICTEIHCTBOBAIO O 3HAYUTEIHHOU
neperpy3ku kenezom (IDK) opranmsma. IlpumeHeHue B JedeHHE OOJBHBIX KOMILIEKCHOU
Tepaluy ¢ Ha3HadeHueM jecepana M TrenaTonpoTEeKTOPOB CIOCOOCTBOBAIO CHHKEHHIO

3aI1aCcoB KECJIC3d, TCM CaMbIM YMCHBLIIAJIOCh TOKCUYCCKOC BJIUAHUC DJICMCHTA Ha CCPALC, IICUCHD,
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KeJIe3bl SHIOKPUHHON cucTeMbl. ['eMocuiepo3y ObUIH MOJIBEPKEHBI BCE OPraHbl M CUCTEMBI, YTO
OTpaXKaJIoCh Ha MX (YHKUMOHAIBHOM COCTOSHHHU. | 1yOokue HapylieHus B oOMEHE XKele3a y
6onbHbIX ¢ [IKII oOBsicHsiMCL M TeM, YTO B 2-X ciy4yasx 3a00jeBaHHE OCJIOXKHSUIOCh
MPUCOCTMHEHHEM HacyencTBeHHOro remoxpomarosa (HI'X) u B 4-x - rerepo3urotHoit popmsr 3-
tanaccemuu. Ilpu coueranun IIKIT ¢ HI'X OosbHble TpyJHO NHOJAABalIUCh JiedeHUto. Eciu
IoKa3zaHusi ceiBopoToyHoro xeneza (CXK) m ymeHblianuch, TO Ha Koporkoe Bpems. [lpu
MOBTOPHOW rocrnurtanu3anuu KoHueHtpanuss C)XK BHOBb 3HAUMTENBHO YBEJIWYMBAIACH,
MIPEBBIIIAsi HOPMY M KoJieOysich B mpenenax 41-79 mxmons/n. Hapsany ¢ CXK y Bcex O0IbHBIX €
IIKII ompenensnuch BBICOKHE 3amachl jKele3a I10 JaHHBIM MCCIENOBAHHUSA KOHLIEHTpALUU
ceiBopoTouHoro (gepputnna (CP), kordpduimenTa HackIeHUs Oelika TpaHC(hEeppHHA JKEIe30M
(KHT), cunepobnactody u cuaeponutody B koctHom Mmosre (Cb, CII), a Tak ke maHHBIM
MTyHKIIMOHHO} OHOICUY MEYEHH, JI0 U MOCe MpoBoauMoi Tepanuu. Haunbosee 3HAUNTEIBHBIMU
MOBBIIICHHbIE MoOKa3zareau otMeueHbl y mnauueHtoB [IKII, ocnoxuenneix HI'X wu
reTepo3uroTHoi B-tanmaccemueil. B atoi rpynme 6onbHbIX ypoBeHb CD Kak 110, TaK W IMOCIe
JICYEHHUSI CTAaTUCTUYECKU JAOCTOBEPHO MpeBbian HopMy (2202 + 112 ur/ma u 1425 + 95 ur/mn
COOTBETCTBEHHO, Npu HopMme 76+4,9ur/mn, p<0,001). Y OonbHBIX OeloK TpaHceppuH ObLI
IIEPEHACHIILEH JKene30M, 0 4eM cBuuerenscTBoBanu AaHHble KHT. Ilokazarens kak no, Tak
MOCJIe JICYSHUS ONPEEIsUICS BBICOKUM paBHssACH 83 + 2,9% u 74 + 2,8% (p<0,001). Hapsiny c
stumu napamerpamu npu [IKII B nuHamuke oOHapykeHbl Hu3kue nokaszarenun pTdP (0,85 +
0,07 u 1,1 £ 0,02 ur/m, Hop™Ma - 2,3 = 0,3 ur/nm) u CHIKEHHas OOIIas >KeJIe30CBI3bIBAOIIAS
criocobHocTh ceiBOopoTkH KpoBu (OXKCC - 32421 u 40+2,4 mxmonbw/n, HOopMa - 58,6+1,3
MKMONb/m). OOa mapameTpa oOTpakalu paboTy TMe4YeHW, e€ OEIKOBO- U IMHUIMEHTO-
CUHTE3Upylolylo (yHkuuoo. B mpouecce npoBoauMoil Tepanmuu ¢ yIydllleHHEM OOLIEero
COCTOSIHUS OOJIbHBIX, XOTSI M1 B MEHBIICH CTENEeHU, COXPAHSUIUCh CHUKEHHBIMU JaHHble pTDOP u
OXCC B cpiBopoTke KpoBH. [loaTBEpKaanu meperpysKy *ejne3oM pe3yibTaTbl UCCIIEI0BAaHUA
nyHkrata KoctHoro mosra Ha mnpucyrctBue Cb u CL. Ilpum moctyruieHHu OOJBHBIX HX
KOJIMYECTBO OINPEEIIsIOCh MOBBIIIEHHBIM y BCEX MAalMEHTOB W paBHsuioch 47 +2.5 % u 32 +
1,3 %; 9,5 £ 0,25 % u 6,2 £ 0,15 % cooTBeTcTBeHHO). B KOCTHOM MO3re BCTpEYAIUCH
«konbleBbiey Cb, ¢ mperMMyIIecTBEHHBIM PACHONI0KEHUEM CHIACPOPHUIBHBIX T'PaHyJd BOKpPYT
aapa KiIeTku. [Ipu 3HaUMTENbHOW MEeperpys3Kd Kene3oM KocTHoro mosra Oonpubix ¢ ITKIT B
nepudepruyeckol KpoBU YHUCIIO SPUTPOLMTOB C BKIIOUEHHUSMHU jKejle3a He mnpesplmano 1-2 %.
OpHoBpeMEHHO B OHMoOINTaTe MEYEHU OIpelessuiach MOJOXKUTEIbHOM KayecTBeHHasl mpoba Ha

kene3o. Y 8-u MMalEHTOB KOJUYECTBO JKEjIe3a B IEYCHOYHOM TKAaHU COCTaBUJIO 4 — 8 mr/T. CyX.
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B-Ba I€Y., CBHJETENBCTBYS O TeMocuaepo3e oprana. MccinemoBanusi Ouomnrata MEYEeHU
NOATBepAMIN Hanuuue ¢GUOpPO3HbIX u3MeHeHnd B mnedeHn y 14 OompHbIXx ¢ IIKIT ¢
MOCJEAYIOLUM IIEPEX0JIOM Y 5 B HOPTaAJIbHBIN LHUPPO3 NEUYEHH.

Mexny tem npu OIIIT oOMeH >kene3a ObUT HApYIIIEH B MEHbIIEH cTeneHu. M3meHnenus, B
OCHOBHOM, Kacaluch 9 OONBHBIX C HApylIIEHHOW paboToi TMEYeHH, OCIOKHEHHOM
IIPUCOEAMHEHUEM XPOHMYECKOro BHpycHoro remartuta C. B nenom mo rpynme a0 JiedeHHs
cpennuii ypoBeHb CK cocraBmit 48 + 2,1 mxmons/a u 43,0 + 1,8 Mmkmomab/1. OTHOBpEMEHHO ObLT
BbIsIBJICH BbICOKUH ypoBeHb CD (1029 £ 18 ur/mun). [IpoBenennas Tepanusi ¢ Ha3HauYeHHBIM J[D
yYMEHbIIIWIA CTEMeHb meperpy3ku sxene3oMm. Conepikanue ¢(eppuTHHA B CHIBOPOTKE KPOBU
JIOCTOBEpHO yMeHbImiock (749 + 12,6 ur/mm). I'emocunepo3 y OOJBHBIX MOATBEPKIAICS
BbIcOKOM KoHIeHTpamuert KHT (69 + 3,7% u 62 + 3,4%, (p<0,01). KomuyectBo Cb B kocTHOM
Mo3re y 10 manueHToB ObUIO MOBBIIIEHO yMepeHHO (25-38 %). B octanmphbix ciyuasx OIIIT
yucino Cb omnpenensnoch HOPMalbHBIM M IO3TOMY, CPEAHSISI MX BEJIMYMHA JO JICYEHUS
cocraBuia 30+£2.8%. Y 12 GonpHBIX 0oOHapyxkeHo mosbiierHoe uncio CII. IIpumeuarensHo,
yto Cb conmepxamm no 2-3 cugepodunbHbie rpanynbl. B koctHOM mo3re 6ompHBIX ¢ OIIIT
otrcyrcTBOBaNn «kKojbleBbie» Chb, a CLI comepxkanu 10 4-6 u Gosiee rpaHys. DIeMEHTBI Kene3a
CKOTUICHUSIMU OMPEJENISIUCH BO BHEKJIETOYHOM MPOCTPAHCTBE. DTUM KOCTHBIM MO3T OOJBHBIX C
OIIIT ornnuancs ot mauuentos ¢ [TKII.

s 6onbubIX ¢ OINII XapakTepHo#l Oblj1a MOBBIIMIEHHAs UCXO/HAs SKCKPEIMs JKenes3a ¢
mouoi (0,46 £ 0,03 mr/cyr. npu Hopme 0,1 = 0,01 Mr/cyr), mpeBbImaronas MouTd B 2 pasa
cpenuuii ero ypoens y 6omnbnbix ¢ [IKIT (0,16 + 0,01 mr/cyr). IlpoBeaenue JI® Tecta BHISBHIO
MOBBIIIICHHBIE 3amackl xkene3a y 8 6ompHBIX ¢ OIII (ot 2,03 mo 3,36 mr/cyr). B ocrambHBIX
cilydasx, HecMoTps Ha nosbilieHHbIN ypoBeHb CXK, C® u KHT, necdepanoBblii TeCT paBHSIICS
1,46 - 1,69 wmr/cyr. CnenmoBarensno, mnpu OIIIl nHabmromaercs mepepacnpeneauTeaIbHas
neperpyska ene3oM. B MyHKIMOHHOM wMatepuane u3 mnedeHH y 8 OompHBIX ¢ OIIIIL
KadecTBEHHast Mpoba Ha jKeJe30 BhINajaia MOJO0KUTEIbHOW. B KOIMYeCTBEHHOM OTHOIICHUH
ypoBeHb kene3a y 4-x OompHBIX ¢ OIIIl mpeBwiman HOpMy, ¢ KonebanwsiMmu ot 3 1m0 6
Mr/r.cyx.Beml. ned. Jlo nmedenus Huszkue nokaszatenu pTdP (0,55 £ 0,03 ur/m) npu BBICOKOM
conepxkanuu CXK u CO cBuaeTeNnbCTBOBAIM O HAPYIICHHOM CHHTe3e Oenka TpaHcheppuHa B
MEYCHU. 3a BpeMs JICUCHUS MMOKA3aTeIH TeCTa, XOTS U MOBBICHIINCH, HO TaK U HE MPUOIU3UIHCH
K cpennemy 3HadeHuto HopMmbl (0,87 £ 0,05 ur/m,) ykaspiBas Ha BBIPAKEHHOE MOpPa)KEHUE
neuenu. Tect coBnagan ¢ HU3kUM kKoiumdectBoM OXKCC, kak 10, Tak W MOCI€ MPOBOJAMMOI

KoMIUIeKCHOW Tepanuu. lloHmxennsiM mnokazarensm pTOP u OXCC comyrcrBoBaiu
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MIOJIOKUTEJIbHBIE II€YEHOUHblE MpOOBI M BbICOKass  BenuuumHa dkckpeuun KII ¢ mouoif,
o0pa3oBaHKE KOTOPOTO CBSA3aHO C NeueHblo [lomyueHHbIe pe3ynbTaThl CBUIETENBCTBYIOT O TOM,
4yTO HaOJIOJaeMble B JUHAMHKE M3MEHEHMs OEJIKOBO-CHUHTE3UpYIOIIeH (QYHKIUU MEYEHH Npu
HAaCJIEACTBEHHBIX (hopmax Mmoppupuii HEOOPaTHUMBI.

Pazputue JKJIA ObulO CBA3aHO C XPOHMYECKUMH KPOBONOTEPSMH, B CBSI3U C 4YEM, Y
OO0JIbHBIX HAOIOIATHMCH IPU3HAKY THIIOCHICPEMUH PA3IMYHON CTeTeHu TspkecTH. [loatomy, u3-
3a CHMIKEHHBIX 3arlacoB Xkele3a, y 00ybHbIX onpezensiachk Beicokas OXXCC, npu HopMalbHOM
(GyYHKIIMOHAJIBHOM COCTOSIHUM IMe4YeHH. belok CHHTe3upoBajcs B HEOOXOIMMOM KOJIMYECTBE, HO
OH HE HaxOJWJ HYXXHOI'O KOJMYECTBA jKeje3a I IOJIHOTO CBsA3bIBaHMA. [loaTOMY, 251€MEHT B
CWJIy IIEPEUYUCIEHHBIX IPUYUH HE MOCTYIal B HEOOXOAMMOM KOJIMUYECTBE B KOCTHBIA MO3I JUIS
CHMHTE3a MOJIEKYJl Tema remoryioouHa. B cBoro odepenn, Hemcmnosb3oBanHblil 111 mpomomkan
CHUHTE3UpPOBATLCS U HAKAIUIMBATHCA B KIETKE B CBOOOJHOM HECBA3aHHOM COCTOSIHWH, HIIA
JIOTIOJIHUTENbHBIE IIyTU JJI1 CBOETO IpUMEHEHUs. B mpouecce jedeHus, 1o Mepe KynupoBaHUs
KJIA, ¢ BoccTaHOBJIEHHEM TOKa3zareneld oomeHa sxenesa konuyectBo III1 B sputporurax eiie
JUIUTEIbHOE BPEMs MPEBBIIIANIO JOMYCTUMBI HOPMAaTUB, CBHUJETENbCTBYS O COXPaHUBIIEMCS
JATEeHTHOM Jie(UIUTe >Kejle3a B OpraHu3Me OOJBHBIX. DTO TMOBBIMIAET JUATHOCTHYECKYIO
3HauuMocTh HccnenoBanus [II1 B spurpouurax Hapsiy ¢ HOKas3aTelsMd OoOMeHa jkejesa, C
LENIbI0 BBIABIICHUS JATEHTHBIX M Apyrux popm sxenesoneuuutHoix cocrostauid (KKIAC).

Takum oOpa3oM, TPOBEJECHHbIE HCCIEAOBAHUS COCTOSHUSL  >KE€I€30MOpPPHUPHUHOBOTO

Merabomm3ma y OonbHBIX ¢ [IKII, OIIIl u BTOpUYHBIMH TPHUOOPETEHHBIMHU MOPPUPHUIMU
MIO3BOJISAIOT CHENATh CIIENYIOIIHNE BHIBOBI:

1. Hpu IKIT u OIII napymen oOMeH NOPPHUPHUHOB U Keje3a, CHHTE3 MPOMEKYTOUHBIX
(bepMeHTOB U (PYHKIIMOHATIBLHOE COCTOsIHUE MneueHH. [Ipy1 BOSHUKHOBEHUU U3MEHEHHH B
OJTHOM M3 HHMX NOsBIsSeTCs cOOW B paboTe Ipyrux, OoTpakasch B LI€JIOM Ha oOmIeM
COCTOSIHUM OOJIbHBIX U Ha pe3ysbTaTax MPOBOJIUMON Teparuu.

2. Hapsny c¢ onpenenenuem aktuBHoctd [IBI-JI mnpu OIIIl  ponmonHUTENbHBIM
JIMarHOCTUYECKUM MapameTpoM, ciayxkut uccienosanue AJIK u IIBI" B Moue, koTopbie
XapakTepu3ylT GYHKIIMOHAIBHOE COCTOSIHUE MEYCHH.

3. Ha ¢one rnybokux Hapymenuid B mnopdupuHoBom obmene npu IIKIT OIIII
HaOII0Mal0TCS M3MEHEHHsT B OOMEHe jKeje3a, 4To, MO BCeHl BEPOSTHOCTH, SBISETCS
JIOTIOJIHUTENBHBIM (PaKTOPOM, BIHAOMUM Ha BeipadboTky I1bI-/1 u YIIT-/1.

4. BenuuuHa UCXOAHOM 3KCKperuu sxene3a ¢ modou npu OIIIl B 2 paza mpeBblIaeT €ro

YPOBCHb Y OOJIBHBIX C HKH, YTO JUArHOCTUYCCKHU BAXKHO JIA OTUX ABYX COCTOSIHUH.
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5. Hwuskas Benmnumna OXXCC npu IIKII un OIIl, Hapsay ¢ ApyruMH IE€4EHOYHBIMHU
npo0amu, OTpakaeT (PyHKIIMOHATIBHOE COCTOSHHUE IIEUCHU.

[TosryueHHble pe3ynbTaThl MO3BOJIAIOT MPOJOJKUTH HCCIIEOBAaHUS, C LENbIO BbISBICHUS

JATEHTHO  MPOTEKAIOIIMX  HACJIEACTBEHHBIX W  NPUOOpEeTEeHHbIX  Hoppupuil  cpeau

reMaTOJOTHYECKHUX OOJIbHBIX M AOHOPOB KPOBHU.
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