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H3yuensl mokaszaTenu MeTabonu3Ma xKejae30nop(UpUHOBOro KOMIUIEKCAa U (yHKLUOHAIBLHOTO COCTOSHUS
nedeHn y 155 60bHBIX ¢ TeMoxpomaTo3oM. JlaHa 0ObeKTHBHAS OLEHKA WX POJIM B CBOEBPEMEHHON W MPaBWIIbHOM
MOCTaHOBKE AMWArHo3a Ha PaHHWX J3Tarnax pa3BUTHSA MAaToJOrM4eckoro mpouecca. [lopduprHOBEI 0OMEeH mHpH
HaclieICTBeHHOM reMoxpomatose (HI'X) xapaktepusyercsi HapyIICeHHBIMH M HECTAOWIIbHBIMH MOKa3aTelsIMH,
3aTparvBaloIMHU BCe 3Tarnbl cuHTe3a remornoduHa. [Ipu HI'X ¢ conmyTcTBylommeit koxHO# mopupueii n3MeHeHNs
B COIEP)KaHWM CHIBOPOTOUHOTO JKeJie3a M CBIBOPOTOYHOTO (DeppHUTHHA acCOLMHMPYIOTCA C HAPYIICHHBIM CHHTE30M
aAMUHOJIEBYJIMHOBON KUCJIOTHI, MOP(OOUINHOTEHA M CO CTeNeHbI0 AKTMBHOCTH (epMeHTa MopQoOHIMHOreH
Je3aMuHa3bl. JIMarHOCTHYECKYI0 LEHHOCTh (DYHKLMOHAJIBLHOTO COCTOSIHUMSI MEYEHW Hapsay C TpaHCaMHUHa3aMu
NpeacTaBiseT UCCAeJOBaHNe SKCKPEeLUH KompornopdupuHa ¢ Mouyoil. BhiABIeHHble M3MEHEHUS B MOPGUPHHOBOM
obmeHe npy roMo3uroTHoi hopme HI'X HOCAT NOCTOSIHHBIIN M HEOOPaTUMBII XapakTep.
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A hundred of patients with hemochromatosis havenliested to analyze ferrum metabolism key figures
versus liver functional. An objective evaluationtbéir role in a timely and correct diagnosis ateanly stage of
pathological has been given. Porphyrin metaboli§the patients with hereditary hemochromatosisharacterized
by very defective and unstable rates affectingtladl stages of hemoglobin synthesis. For such patiesth
hereditary hemochromatosis with associated porphgutanea tarda the change in ferrum metabolismeletes
with the defective aminolevulinic acid and porpHisloigen synthesis. The analysis of the copropoliphgxcreted
in the urine has a diagnostic value for the deteativn of the liver functional status. The deteatbdnges in the
porphyrin metabolism along the homozygous heregitemochromatosis are permanent and often irrenlersi
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B Teuenme mociemHMX JIET BO3pOC HMHTEpec K TpoljeMe Teperpy3Kd OpraHu3Ma
JKENIe30M, B YaCTHOCTH, K HacleJCcTBeHHOMY remoxpomatody (HI'X). Dto 3aboneBanue
MPEJCTABISET COO0I0 TSHKETYIO MATOJOTHIO C ayTOCOMHO-PEIeCCUBHBIM THIIOM HaclleJ0BaHMUS,
JUIT  KOTOpO#M XapaKTepHO MOBBIIICHHOE BcachiBaHue djkene3a B kumeunuke (BXKK), c
MOCIIEAYIOIUAM HaKOIUICHHEM »JJieMeHTa B opraHax W TkaHsx [1—4]. Tlporecc HakorieHUs
BHYTPUKIIETOUHOTO JKeJie3a B OpraHaxX MPOUCXOIUT Yy OONBHBIX B TeueHWe Bcell sku3HU. ['eH,
oTrBeTcTBeHHBIN 3a HI'X, pacmosoxkeH Ha KOPOTKOM Iiede 6-if XpOMOCOMBI M TECHO CBSI3aH C
agokycom HLA. TI'emoxpomato3 (I'X) accorumpyer ¢ anturemamu HLA-A3, B7 u Bl4 u

rammotunamu A3/B7 u A3/B14 [5—7]. Oxomo 0,5% kaBka3ow 0B TOMO3HUTOTHBI IO TJIaBHOM
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mytanun HI'X (C282Y) u 13% sBisitoTest ee retepo3uroTHeiMu HocutensiMu [8—10]. 3a cuer
AKTUBHOCTH CBOOOJIHBIX DPAJMKAJIOB JKele30 HaKaIlUIMBaeTCs B TKAaHSAX U SBISIETCS OIHON U3
[JIaBHBIX MPUYUH JECTPYKTUBHBIX IPOIECCOB, MPUBOALIIUX K MOPAKEHUIO OPraHOB M CUCTEM.
3a0oseBanre TPOSIBISETCS KapJUOMHUONATHEH, MUTMEHTAIMEeH KOXXH W SHIOKPHUHOIIATHEH,
MOpPaXKEHUEM CYCTaBOB C pa3BHTHEM WX (yHKIHMOHANbHOW HemonaHoneHHoctn [11-13]. V
npeobiaaronero OOJIBIIMHCTBA OONBHBIX CTpajaeT Ie4YeHb, C BO3MOXKHBIM II€PEXOJIOM B
nuppo3 OO0 B TEMAaTOUEUTIOISPHYIO KapIMHOMY. 3a0oJieBaHHUE HEPEIKO 3aKaHYMBACTCS
JeTalbHBIM ucxoziom [12; 14; 15].

[Ipu BbIsIBIEHUHM TepBbIX NpU3HAKOB ['X W CBOEBpEMEHHO HAyaTOH Tepamuu MPOrHO3
6osee OiaronpustHei [4; 16; 17].B ciydae npenpacofiockeHHOCTH K pa3Butuio ['X Gosbimoe
3HaueHue uMeeT cOOp aHamMHe3a M IpoBeJeHHE JTa0OPAaTOPHBIX TECTOB, MOIATBEPKIAIOIIMX
nuarao3 [18—20]. Ilpu 3ToM Henb3s OrpaHUYMBATHCS OIMPEICIIEHUEM TOJBKO CHIBOPOTOUYHOTO
xene3a (CX). HI'X moxer coyerarbes ¢ APYrMMH HE MEHEE TSDKEIBIMH 3a00JIeBaHUSIMH, C
TaKUMH Kak mo3aHsss koxHas mop¢upust (I1KII), B-ramaccemuss m caxapublit quader. Ha
ocHoBaHuu aHanu3za HLA-A ammeneit moxydeHsl onpeeieHHbIe ToKa3aTenbcTBa cBsizu HI'X ¢
IIKTI. He uckirovaercs, 94To MAaMEHTHI ¢ -TajacceMueil MOTYT UMeTh MyTanuio B rene HFE
(C282Y u H63D). IIpu 3THX MaTOJIOTHYECKUAX COCTOSIHUSX HaOoaaercs nosbimenne HLA-B7
m6o HLA-A3 [20-22].

Heabio Hacrosimeil pa®oThl SBUJIOCH H3BICKAHHME HOBBIX JONOJHUTENBHBIX METOJOB
panHelr guarHoctuku HI'X myTem pacmupeHHOTO H3YyYeHHs ToKasareleli meTraboiau3ma
Kene30noppUpUHOBOro KOMILIEKca, OOMeHa NMOpGUPHHOB B COYETaHUHU C (PYHKIIMOHAIBHBIM
COCTOSIHUEM TIE€YEHHU.

MATEPHUAJI U METOJBbI. Ilox nabmonenuem Haxoauinock 155 6ompHbx ¢ ['X B Bo3pacte
ot 25 10 45 ner (myxunn — 106, xenmun — 49),kotopble ObUTH pa3zeicHbl Ha 4 rpymmbl. 140
rpyniy coctaBmind 26 G0JbHBIX ¢ TOMO3UTOTHOH (hopMmoii 3aboseBanus, 240 — 47 MallUEeHTOB C
rerepo3urotHoit ¢opmoit ['X B coueranun c IIKII, B 340 rpynmy Bomwtu 37 OOJBHBIX C
reTepo3uroTHON (Gopmoit 3aboieBaHus B YUCTOM Buae. B 4-0 rpymmy (KOHTpoJb) Bomutd 82
OOJILHBIX C BTOPUYHBIM TpHOOpeTeHHBIM ['X, y KOTOPBIX HapylleHHus B oOMEeHe jkelle3a ObLTH
CBSI3aHBl C PEryJSIpHBIMU remoTpaHcdy3usMu. [Ipu mocrtymienun cocrosiaue 85 GONBHBIX ¢
HI'X onenuBanoch kak cpenneit tsxectd u 70 —Tspkenoe. boibHBIE jKaloBaJMCh HA OOIIYIO
C1aboCTh, YTOMIISIEMOCTh, HENPUSTHBIE OINYIIEHHUsS B OOJACTH cepjla, OJIBIIIKY, TSHKECTh B
[IpaBOM U JIEBOM I0JIpeOephsix, COHIMBOCTD, apTPaJITruH, MOXyJaHue, 00N B AMHUracTpaibHOU
o0acT, JUCKOM(POPT CO CTOPOHBI KETYAOUHO-KUIIEYHOro TpakTa. [Ipm ocMoTpe obHapykeHa
BbIpakKeHHas] KOpUYHEBasl MUTMEHTaIus Koxku. Y OonbHbIX ¢ HI'X npu coueranun ¢ [IKII na

OTKPBITBIX YYAaCTKax TCJia BbIABJIICHBI py6u013He U3MCHCHMS, CBSI3aHHBIE C TOBBILICHHOM
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(dotoceHcubuMM3amed Koxxu. Y BcexX OOJNBHBIX YBEITHYEHBI pa3Mephbl IEUEHH U CEJIE3EHKH.
[ledyenp MIOTHOM KOHCUCTEHIINH, Y 56 —C HEPOBHON OBEPXHOCTHIO.

VY GompHBIX HccaemoBanuch sputponutapusie (RBC, MCV, MCH, MCHC, RDW)u
onoxumudeckue nokazarenn (AJIT u ACT, rammarmroramunrpancrnentuaaza — [T, I, JIIT,
tuMmouioBass  mipoda). Omnpenemsuincs CX  m  oOmas  Kene30CBs3bIBAIONIAs  CIIOCOOHOCTH
ceiBopoTkr KpoBu (OXKCC) nmo metoxy R. Henry et al. (1958)paccuutsiBaics ko3hdurmeHt
Hacelmenust Oenka TpaHcheppuna keiaesom (KHT). HMmyHOopepMEHTHBIM METOAOM ¢
MpUMEHEHHEM MOHOKJIOHAIBHBIX AaHTUTEN WCCIEeNOBAUCH PACTBOPUMBIE TpaHC(EPPHHOBEIC
peuentopel  (pT®P). CeiBopotounsiit  depputurn  (CD) onpegensuics  IUIANICYHBIM
UMMYHO(EPMEHTHBIM METOZIOM ¢ Hcroyib3oBaHueM Habopa «DRG» (CIIA). B xoctHOM Mo3re
MOJICUMTHIBAJIOCH KOJIMYECTBO IKeJe30COoJepKamuX Kietok — cuaepodmactoB (CB) wu
cunepouutoB (CL[). M3ydamach KOHIIEHTpamusi JKejle3a B TIEYEHH MyTeM IPOBEIACHUS
IMYHKIIMOHHOM Owuoricum oprana. Ompefensuiach BeJIMYMHA SKCKpEIMM JKelle3a C MOYoH H
ypoBeHb jaecdepanoBoro Tecta (Metox R. Henry, 1958)Kpurepusimu meperpy3ku opranuzMa
xene3oM (IDK) 6butm mokazatenu CX > 35mrmosn/in, KHT > 50%mu C® > 300Hr/Mr, KOTOpPBIE
CIIY’)KWJIH B KadecTBe OTOOPOYHOTO TecTa Ui MPOBEACHUS Mocieaytomei nuddepeHuarsHon
JIMarHOCTUKU HAclleJICTBeHHOro u mnpuodbperenHoro ['X. Bcee numa obcienoBanuch Ha
HocuTenbeTBO TeHa HI'X: anturennoe tectupoBanue mo HLA (meton Tepacaku, 1970)u TTIIP.
bnarogaps HLA TunmpoBaHUIO BBISBICHBI CEpOJIOTUYECKUE MapKephbl HacleAcTBeHHOCTH ['X —
aaturersl HLA-A3, B7 u/unmu B14. C nomomsio ITIP-guarnoctuku y 38 601bHBIX 00HApYKEHA
myTaus B 1ByX amiensx rea HI'X u y 13 B ogHOM, KOTOpasi MPUBOIMIA K aMUHOKUCIIOTHOM
3amene C282Y (COMO3UTOTHBIN M T€TEPO3UTOTHBIN THITBI HacsepoBanus). MyTanus rena HI'X ¢
aMUHOKHCJIOTHOW 3ameHoil P63D wmmena mecto y 20 OGonbHbIX. CeMeWHO-TeHETHYECKHE
HCCIIeIOBaHMS TTOTBEPK I HacliecTBeHHBIN xapakTtep HI'X. ¥V Ommxaiimmx poacTBEHHUKOB
OOJIbHBIX BBIABISUINCH aHOMaJIbHbIE HapylleHHs B OOMEHe jkeie3a, KOTOpble, KaK IpaBHIIO,
CBOJWUINCH K TOBbIIEeHHOMY ypoBHIO CXK u cmaepo6iacTo’y B KOCTHOM MO3re, CHHUYKEHHIO
OXCC, yBenuuenuto KHT, noseimennto C® 1 K MOJHOMY OTCYTCTBHIO BBIJICTICHHS JKeje3a ¢
MOYOH.

W3yuanuck  OCHOBHBIE  NPEAIIECTBEHHUKH  NOpPUPUHOBOTO  oOMeHa —  O-
amuHoNeByuHOBass kuciota (AJIK) u mopdpobununoren (I1bI°) mo meroxy D. Mauzerall, S.
Granik (1956),cBo6oanbiit sputporurapubiii ypornopdupun (YII), xompomoppupun (KI1) u
npotomopupun (IIT) mo meroxy T. Dressel, J. Falk (1956B moue onpenessiiach SKCKpEIust
VII u KIT (meton S. Schwarts et al., 195#%)P. Koskelo (1956)a B kane kounentparms KIT u
[T (G. Holti et al., 1958).IIpoBoaumuce coHorpadus OpraHoB OPIOITHON MOJOCTH.

KomrutekcHast mporpamma JiedeHus: 6oibHBIX ¢ ['X Brirodana ceancwl duedotomuit (OT) 2—3
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paza B mecstt, aechepan (JID) no 2 r B Henero, neuedHbIit miazmadepes ([1A) e meHee 2 pa3 B
mecsi, renatonpotekTopsl (ITIT) —renTpan 1160 peayToKe 10 2T B HEICIIO.

Jlnst  OLleHKM TOJY4YeHHBIX pe3yJIbTaTOB IPUMEHEH MapaMeTpUuYecKuid KpUTepHid
Creronenta. Ilpm craructuueckoir 00pabOTKE pPE3yJIbTaTOB HCIOIL30BAM CTATUCTHUYECKYIO
nporpammy «Statistika 6»CraTucTudecku J0CTOBEPHBIMU CUMTAINCH PE3YJIBTAThI pa3indus P <
0,05.

PE3YJIBTATbBI U OBCYXIEHHUE. VY OGompapix ¢ HI'X BBIIBICHBI HW3MEHEHHS
SPUTPOIIMTOMETPHUCCKHUX IMOKazaTenei. Tak, B 14 rpymmne 0oibHBIX ypoBeHb HD 1 comepikanme
OPUTPOIMTOB JOCTOBEPHO OTIMYAIACH OT HOpMaibHBIX mokasarteneir (170+13,8r/m u RBC
6,2+1,1%10"%/r; p < 0,001)i HecymeCTBeHHO OT GONMBHBIX 2-f 1 34t rpymnn (158+10r/1, RBC
5,5+0,6¢10'%n; 160+11,7 r/n, 5,6+0,%10%/n COOTBETCTBEHHO). JlefikonuTo3 ompemesics
He3aBUCHMO OT (opmbl 3aboseBanms. 3HadeHuss RDW oOHapy)keHBI MOBBINICHHBIMH Y BCEX
6ompHbIX ¢ ['X. Tlokazarenu MCV B 1 m 2 rpynne cocraBwim 97,5+2,9¢pa u 95+5,3 ¢
COOTBETCTBEHHO. Hapsiy ¢ 3TUM perucTpupoBaUCh MPU3HAKU T'€MOJIN3a SPUTPOIMTOB, O YeM
CBUJIETENLCTBOBAJI PETUKYJIOIUTO3 M BBICOKOE COJIEpKaHUE 00IIero OunupyonHa B CHIBOPOTKE
KpPOBH 3a CYET HE MPsMOM PpaKIuH.

Crnemyer OTMETUTH, UTO MPOBEJICHHOE JICUeHHE He MOBJIMSIO Ha Takue rnokasatend, kak MCH u
MCHC. HesaBucumo otT ¢opmbl 3a0osieBaHusi y Bcex OonbHbIX ¢ ['X ompenensiach
HapyIIeHHOH (YHKI[HOHAIbHAS CIOCOOHOCTh mmedeHd (Tabi. 1). MakcHManbHO BBICOKHE
3Havenuss AJIT u ACT, kak 10 Tak u mocie JedeHus, HaOII0JaIiCh ¥ TeX OOJIBHBIX, Y KOTOPHIX
3a00JIeBaHNE OCJIOXKHSJIOCH TPHUCOEAMHEHHEM BUpPYCHOM uHOeknun remnatutoB B u C nu
conyrctBytomeid [IKII. OnnoBpemenHo BbIsiBiieHa Bbicokas aktuBHOcTh JIJI', I'TT u II®.
Hapymennsle OumoxuMuyeckue IOKazaTeld B COYETAaHWU C KIMHUYECKOH CHUMIITOMATHKOU
CBUJIETEILCTBOBAIA O MIyOOKUX W HEOOpAaTHUMBIX H3MEHEHUSX B IE€YEHH, KOTOpPHIE TPYIAHO
nonnaBanuchk Jeuenuto. [Ilpu HI'X BeigBieHa rumnepdeppemus, 4YTO XapaKTEpU30BAIOCH
BbicokMM ypoBHeM CXK, C®, KHT. Ileperpy3ka xene3om opranusmMa 0O0JbHBIX IOATBEPKIAIACH
pe3ynbTatamMu Ouorcuu nedeHu. Bo Becex ciyyasx 0OHapYyKUBAJIOCh MOBBIIIEHHOE COACpKAHKE
’kene3a B remaronutax u KyndepoBckux kinerkax. @uOpo3HbIe H3MEHEHUS B IEYCHU BBISBICHBI
y 11 Gonpubix 144 m y 10 — 2# rpynmsl, y KoTopbix umeno mecto couyetanue ['X c TIKII.
['panybl xene3a collepKauch B MOPTATBHOM TpakTe U B Makpodarax. [IyHKimonHas 6uomncus
ne4yeHu, Kpome moaTrBepxkaeHust pazButus 1DK, cBumerenbcTBoBania O HaJIWYUM B OpraHe
HEKpO3a, BOCMANICHUS, TUCTPO(HHU U CKIIEpOo3a.

Tabmuma 1 — JluHaMuka OCHOBHBIX OMOXMMHUYECKHX Iokazatene mpu ['X B mporecce

IpOBOAUMOTO JICUCHUA



Tectsr u wux | [lepuon ®opma 3a00eBaHUS
HOPMBI onpeznenenus | ['omosurotHas | ['erepo3urorHas popma HI'X ¢ | Bropuuansrii
¢dopma HXJI | TIKII I'xX
bunupyOun n/neuy. 25,1+1,25 24,6+x1,4 23,7+1,2 27, 71,2
oomuii, n/ney. 21,5+1,15 21,5+1,1 22+1,3 25,5+1,1
5,35-19,8
MKMOJIB/JT
AJIT, 8-40 n/neu. 58,7+2,8 76,8+4,7 52,2+1,4 54+2.8
ME/n n/ed. 45,5429 56,6+2,9 45,1+2.8 44,3+2,25
ACT, 5-30 n/ned. 49+1,65 61,4+2,2 44+2.7 45,2+2.3
ME/n n/ned. 45,3+2,8 53,2+2,5 39,9+2,6 38,1+1,4
o, 5-13 n/ned. 28+1,8 55+2,8 37,2125 28+1,16
e. n/ey. 22+1,18 47+2,2 25,3+1,25 22411
ITT, 25-30 | n/neu. 64+2,8 69+2,9 44+2.7 31+1,3
EJl/mr n/ey. 52+1,25 37+2,5 34,7+1,6 28+1,16
JIAT, a/ney. 273+7,5 246+16,1 271+6,4 185+5,8
120-140 U/l | n/neu. 25446,9 229+15,8 20345,8 175+5,6
TumosoBas n/neuy. 14+1,3 18+1,5 9,1+0,9 14+0,5
mp., 1o 3exn. | m/neu. 8,2+1,1 14,5+1,2 7,5%0,8 8,7+0,7

Y Bcex mnammeHTtoB ¢ HI'X HavalbHble 5STambl CHHTE3a TeMa ONPEAEIISINCH
napymenasiMi. AJIK B 14 rpymme 6onpHbIX oT4eTnBo cHIbkeHa (1,1+0,08mkmois/8,8 MmoITh
KpeatuHHHA, pu HOopMe 8,62+0,74mKkmob/8,8 MMons kpeatnnuHa, P < 0,01).HopmansHoe
conepxanue AJIK B moue mpu BropudHOM ['X SBISIIOCH OTIMYMUTENBHBIM MPU3HAKOM 3TOU
¢opmbr 3aboseBarus ot HI'X. B Toxke Bpemst BbIcokas skckperuss AJIK ¢ modoit, paBHas
14,7£1,3 u 15,1+1,6 Mxmonb/8,8 MMonb KpearnHuHa, npu TrereposurorHom HI'X u ero
couetanmsx ¢ [IKII takxe sBIsUIach XapakTepHBIM JTUArHOCTHYECKUM TPU3HAKOM ISl JaHHOU
MAaTOJIOTUH.

HecmoTpst Ha mpoBOAMMYIO KOMILJIEKCHYIO TEpaNuio, BKItovaroiyto ceanchl T u ITA B
couetannn ¢ JI® wu rematomporekropamu, cuHTe3 AJIK B 14 rpynme OOIbHBIX
akTuBH3MpoBayicss HecymectBeHHO (1,38+0,03 mxmonn/8,8 mmonbs kpearmnuua). Ilocrne
IIPOBEJIEHHOW Tepalnuy IMOBBIIEHHOE coaepkanne B Mode AJIK oOHapykeHO y manueHToB 4-i
Ipymmel, TO ecTb ¢ Bropuunoit ¢opmoit I'X (9,2+0,9 mMxmons/8,8 MMOIb KpeaTHHHHA).

[lonyuennble pasHopeunBble JaHHble O cuHTe3e AJIK mo rpymnmaMm cBUAETEIHCTBOBAIU HE
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tonbko o BiussHuu DK Ha oOpazoBanue mopdupuHOB, HO M O (PYHKIIMOHAIEHOM COCTOSIHUU
MeYeHH, OOecTeunBaroeii HeoOXOMUMBIA CHHTE3 MPOMEKYTOYHBIX (PEPMEHTOB — CHHTETA3BI
AJIK (AJIK-C) u mopdobununoren-nezamunassl (I16I°-11).

B 14 rpymme, Kysna BXOJWJIM TAIMEHTHI ¢ TOMO3HTOTHOH ¢opmoit HI'X, mo u mocie
neuyenus BenmmuuHa [1BI" onpenensnacy monmkennoi (0,21+0,01u 0,34+0,2mkmois/8,8 MMoiTs
KpeaTuHuHA). Ero sKcKpelus 10 JieUeHHs] YMEPEHHO MpEBbIIajia HOpMy BO 24 U 4-if rpymmax
(2,25+0,18; 2,4+0,154xmoib/8,8 mmonb kpeatununa). [locme mpoBoaumoro neuerust [1BIN y
6onbpHBIX 3-if rpymnsl carsmics (2,01+0,14mkmoib/8,8 MMOITE KpeaTHHHMHA) U, B TO JK€ BpEMs,
yBenuuuics Bo 2-i u 4+ rpynmax OoybHBIX. BeneacTBue pa3BuTus meperpysku xemne3om Y1y
00nbHBIX 141 Tpynmbel ObUT MOBHIMIEHHBIM, YTO HE OTPAa3WjIOCh Ha BEJIMYMHE SKCKPEIMH €ro C
Mouoit. [locne mpoBeneHHOW Tepanuu BblaeleHre YII ¢ MOYOW YMEpPEHHO HOBBICHIIOCH
(4,05+0,16 aMob/8,8 MMOJIH KpeaTHHHHA). B OCTalbHBIX Ipymmax B AMHAMHKE KOJIMYECTBO
cBobomuoro YII B spurponmrtax ocraBaioch BbeicokuM (P < 0,01),9To acconmmmpoBaioch co
crenierbto [ DK u ¢ moBbIIIeHHON SKCKperueit BemmecTBa ¢ Moyoii. CreoBaTeabHO, IPU BEICOKOM
ypoBie Hb u RBC ypomopbupun B HeaJeKBaTHBIX KOJMYECTBAX IMOKUIAA OPraHU3M dYepes
nouku. [Tox Bmustauem DK cuntes YII MokHO cumTarh TUOO0 YCKOPEHHBIM, JTHOO BEIIECTBO HE
MOJIHOCTRIO HUCHOJB3yeTCsl B CHHTE3€ TIeMa, a I[OTOMY HakaluiuBaeTcs B KieTke. B
MPOTHBOIOJIOKHOCTh ATUM JaHHBIM cuHTe3 Korpornopdupuna (KII) u nporonoppupuna (I111) y
6ombHBIX ¢ HI'X B 141 u 2- rpynmnax OOJBHBIX ONPEACISUICS HU3KUM, a B 3-i — HOpMaJIbHBIM.
[Tocite nevyeHns ero cuHTE3 MPU roMo3uroTHOM (hopme HI'X akTmBH3npoBajcs y 22 MalueHTOR.
[Ipuuem naOmromanack Bbicokas dKkckperus KII He Tombko ¢ MoOYOH, HO W C KaJloM.
OnHoBpeMeHHO oTMeueHo moBbimeHue aktuBHOCTH AJIT m ACT (45+2,8 ME/n), pocr
TUMOJI0BO# 1po0OsI (Tadu. 1). [Ipu Broprunom I'X kommuectBo KIT B sputpornutax, HecMOTps Ha
MPOBOJIUMYIO TEpaIuio, cymecTBeHHo mnpepbimaio Hopmy (0,98+0,07 mxmons/n u 1,25+0,1
MKMOJIB/1 cooTBeTcTBeHHO, P < 0,01).Y HuX ke 3apeructpupoBaHo Bbicokoe coaepkanue KII B
Moue (497+15,5u 294+9,5uMm0:16/8,8 Mmonie kpeatunuHa) u B kane (30,5+1,52u 42,0+2,15
HMOJIs). Bricokoe (p < 0,01)comepxkanme KIT B Moue m B Kajie OOJBHBIX CITIOCOOCTBOBAIIO
Pa3BHTHIO COITYTCTBYIOIIECH BTOPUYHOM ITEUCHOYHOW TOp(HPHH, KOTOopas dalle pa3BHBAIaCh
pu HHQUIIMPOBAHUY BHPYCHBIMU renatutamu B u C.

Cumxenne KII B sputporutax u, Ha000pOT, YBETUYEHHE €0 KOHIICHTPAIIMK B MOYe U
Kasie Ha (hOHE TPOBOJMMON TEpallMd CBHJIETEIBCTBOBAJIO O ToM, uto mpu HI'X cymectByer
0COOBI MEXaHU3M, KOTOPHIi oOecrieunBaeT KOHTPOJIb 32 oOpa3zoBaHrueM H ucmosb3oBanueM KII
JUTSI CHHTE3a reMa.

[Ipu wuzyuenun IIII B spuTpommrax OOJBHBIX OBUIO BBISABICHO ClEAYyIOIIEe: IpU

BTOPUYIHOM I'X CpCAHUC BCIIMYNHBI [1I1 me oTnUYamKCh OT HOPMaJIbHBIX 3HAYCHUH, B TO BpeMA
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kak npu HI'X, HezaBucuMo oT (opMbl 3a001€BaHuUsl, €T0 CUHTE3 OMPE/EISUICS CHUKEHHBIM KaK
110, Tak U nocie yiedenus (B 14 rpymnme — 0,13+0,0Imxmons/n u 0,28+0,02vikmonb/; Bo 2- —
0,12+0,01Mmxmous u 0,17+0,02MmrMomp; B 3+ — 0,13+0,02mMmons u 0,24+0,02MMonb/n
COOTBETCTBEHHO). Hapsimy ¢ stum Habmromanocs cHmkenue skckpernmu [T ¢ xamom (B 1-d
rpynmne — 17,5+1, Iamons u 12,8+1,0amom5b; Bo 24 — 12,941, Iumons u 9,8+0.8umons; B 31 —
14,941, 2amomb u 21,4+1,5amoute, ipu HopMme 43,8 +2,6aM01b).

Hapsiny ¢ Beicokmvu mokasarermsimu COK Bo Bcex rpymnmax Kak 710, Tak H IMOCIe JICUSHHs,
YTO HAIJISAJIHO MOKa3aHO Ha puUcyHKe 1, oOHapyxkeHo moBkimeHHOe cojepkanue CD. J[D-tect
TaK)Ke CBHJICTEIHCTBOBAN O TIOBBIICHHBIX 3allacax jkelie3a B Opranu3Me O00JbHBIX (B 1-if rpymme
— 3,941, 2wmr/cyr.; Bo 2-ii — 3,6+0,11mr/cyT.; B 3-it — 2,7+0,09mr/cyt.; B 4-i1 — 2,4+0,1mr/CyT.
npu Hopme 1,28+0,06 mr/cyt.). BrIcokmii ypoBEeHb 3allaCHOrO JKejie3a IOITBEPIKIAICS

pe3yibTaTaMy OUOTICUH TTEYSHN U MarHUTHO-PE30HAHCHOM TOMOTpaduH.

4500

4000

3500 \\
2500

2000 \ \

1500 \ \
1000 \ \
AN\

500 \

1rp 2rmp 3rp drp HOpMa

n/ney

no/ney

Puc. 1. Jlunamuka cojiepkaHusi CBIBOPOTOUHOTO (heppUTHHA B TpyHIIax OOJIbHBIX.

[Tpumeuanue: go/ned — 10 jeyeHus, m/1ed — Mocie JICUCHUS

XKenezo B meyenu B 1-ii rpynme 0oJbHBIX paBHSUIOCH 29—37Mr/T CyX. BEIECTBA MEYEHH,
BO 2-if — 20—25ur/r cyx. BemecTBa neyeHy, B 3-i — 15—19mr/r cyx. BemecTBa nevyeHu u B 4-it
rpymme — 10—13mr/r cyX. BelecTBa MeveHu, Mpyd HopMe MeHbIne 1 Mr/T cyX. BelecTBa IeUcHH.
Omnpenensiock 3HauntenbHoe yBenwduenne KHT m C®. HambGomee Bwricokmm ypoBenb KHT
okazaics y nanueHToB ¢ HI'X (110+8,2%)a camplit HU3Kuit —y OOJIBHBIX ¢ BTOPUYHON (HOpMOit
I'X (62+2,5%). HaznaueHHoe JNleueHHWE HE TPHUBEIO K €ro HOPMalH3alldHd, YTO, BEPOSTHO,

CIOCOOCTBOBAJIO TOIJIEPIKAHHIO TSKECTH COCTOSIHUS OOJTHHBIX.
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Kpome BbIle mepedncieHHbIX mapameTpoB, Juist oTpaxenus [DK Mbl nomonHuTensHO
HCCIIEIOBAJIN 3allachl JKejle3a B KOCTHOM Mo3re myTeM onpeneneHus xoaumdectsa Cb u CLI. ¥V
Bcex OompHBIX ¢ HI'X, HecMOTps Ha MpOBOAMMOE JIeYeHUE, KOCTHBIA MO3T OBUI MepeHAaCHIIICH
’KeJIe30M, KOTOPOe BH3YATH3MPOBAIOCH B BUJE CHIEPOPIIIBHBIX I'paHYyJl HE TOJHKO B COCTaBE
APUTPOHOPMOOITACTOB (CHIEPOOIACTBI) M 3PUTPOIMTOB (CHIIEPOLUTHI), HO U BO BHEKJIETOYHOM
MPOCTpaHCTBE, 0COOEHHO y manueHToB ¢ HI'X, mokpbIBast CIioms Bee MoJie 3peHus U co3zaBast
oTpeieJIeHHbIe TPYIHOCTH B mojicyeTe KieTok. Kak BugHO u3 pucynka 2, coaepxanue Cb Op110
ropazo 6omsiire mpu HI'X (93+7,2%),4em tipu BroprunoMm I'X (46,2+2,4%) BeicokuM, BO Beex
rpynmnax 00JpHBIX, onpenessiocs u yucio CLI.

[Ipu anamuze pT®P obnapyxeno, uro y 6onbHbIX 1-f U 24 Tpynn Kak 70, TaKk ¥ mocje
JedeHust ero ypoBeHb octaBanicsi Hu3kuMm (0,95+0,01pur/m u 1,2+0,01 ur/m; 1,4+0,02u/n u
1,8+0,05 ur/n coorBercTBeHHO; HOpMa — 2,5%0,48ur/m). Jlume y mamweHTOB 3- TPYIIIBI
ypoBenb pT®P onpenensuics HopmaneabM (2,210,25ur/n u 2,8+0,4ur/1, COOTBETCTBEHHO JI0 |
U mocie JieyeHust). Mexay tem ripu BropuuHoit popme I'X xommuectBo pT®P ncxomno n moce
3aBepIIEHUS Kypca JICYeHUsT OKa3aaoCh JOCTOBEpHO MOBbImeHHBIM (4,1+0,22ur/n u 4,5+0,26
ur/a coorBeTcTBeHHO). OO yrHeTeHHOU (GYHKIIMOHATIBHOM CIHOCOOHOCTH MEYeHH Yy OOJBHBIX C
HI'X Hapsny ¢ mnedeHouHblMH mnpoOaMu cBuieTenbeTBoBamM JaHHele OXXCC, kortopas
HEe3aBUCUMO OT (opMbI 3a00sieBaHmsl ObUTa HU3KOU. Tak, B 141 u 3+ rpynmax 6o1bpHbIX OXKCC
cocraBmia 31+1,2 Mkmone/m u 34+1,1 MKMOJB/1T, BO 24 TpyIIEe ee YPOBEHb OBLI €Ile HUXKE
(260,08 Mmkmoimw/), a B 4+ rpymie, Haobopor, Beiie (50+3,1 MkMOIb/1.) HO, TEM HE MEHee,
HUXKe HOpManbHbIX 3HadeHuidt (58,6+1,3 wMxmonb/m). OJHOBpEeMEHHO  HAOJIOANIOCH
cymecTtBeHHOe yBenudenne akTuBHOCTH AJIT u ACT, u3meHeHue THMOJIOBOM MPOOHKI, a BO 2-i
rpy1ie OOJBHBIX, HAPSIy C ATUM, TOBBIIIEHUE COACPIKAHUS 00Iero OUIupyOrnHa B CHIBOPOTKE
kpoBu (tabm. 1). B mpomecce mpoBomumoii Tepamuu npu HI'X mOI0XHUTEIBHON JHHAMHUKH
yKa3aHHBIX TECTOB He HabIojanock. Mexay TeM y 0oJbHBIX ¢ BropuuHoi (hopmoii ['X mocne
nposesieHHOW Tepanuu ypoBeHb OXKCC HOpmanm3oBaics. [losydeHHblE TaHHBIE MO3BOJISIOT
yTBepkaaTh, 4ro npu HI'X Hapymenus QyHKIHOHAIBHONH CIIOCOOHOCTH TI€UEHH HOCHT

HEOOpaTUMBIN XapaKTep.



Puc. 2. Ckomutenne reMocuieprHa B KOcTHOM Mo3re 6ospHOro ¢ HI'X (a) u BTOpruHOi (hopmoii
I'X (0)

Takum oOpa3zoMm, TpPOBENCHHBIE HCCaeAOBaHUS y OONbHBIX ¢ ['X BBIIBUIM TIIyOOKHE
HapylieHus: B oOMeHe moppupuHOB. Bce Omoxumudeckue mHapaMeTphl, XapaKTepU3yIOIIue
MeTabom3Mm skene3a mpu ['X, Obutn moBbeiieHHBIME. Bricokue mokaszarenu CXK mpu HI'X Bo
BCEX CITyYasiX COIPOBOXKIAINCH U3MEHEHUSIMU B CHHTE3e MophupuHOB. OcOOEHHO BBIpaKCHHBIC
HapymeHus: BbisBiIeHBI npu HI'X w mpu coderanmm ero rereposurotHoi ¢opmer ¢ TTKII.
[Ipuyem oOHapyxkeHa CBsS3b W3MEHEHHWH B MeTaboiu3Me jkelne3a W MOPPUPUHOB C
(YHKITMOHATIBHBIM ~ COCTOSIHEM TI€UY€HH, B KOTOPOH CHHTE3UPYIOTCS MPOMEXKYTOUYHBIE
(epMeHTBI, HEOOXOAMMBIE I 00pa3oBaHUs MOP(GUPUHOBOW CTPYKTYpHl Tema. HabGimomaiaock
camkenue koamdecta Y11, KIT u 111 B spuTponurax.

YcranorneHo, yto npu HI'X u3-3a Tsxkenoil meperpy3ku xejae3oM oOMeH mop(hUpHHOB
yTHETEH W JTOT mporiecc HeoOpatuMm. Y OonbHbIX ¢ HI'X, y romo- u rerepo3uror mnpu
OTCYTCTBHH CYIIECTBEHHBIX pa3jMuuii B MoKa3aTessIx MeTadosn3Ma skesne3a OOJbIIyI0 MOMOIIb
B OIPEJNICICHUN TSHKECTH COCTOSHHSI OKa3bIBaeT WCCIIEIOBAHUE IapaMeTpoB TMOPPUPHHOBOTO
obomena. [Tocne mpoBegennoro nevyenus, skmovasmero OT, TTA, JI® u ['TIT, y 6onpabix ¢ HI'X
ypoBeHb C)K ymepeHHO noHM3miIca. Mexay TeM B IpyIIle NMallueHTOB ¢ BTOpUYHbIM ['X mocie
neuenus: coaepxanre CX moBbicHiiOCh, UTO, MO-BUAMMOMY, CBS3aHO C OCHOBHOW MATOJIOTHEH
m6o ¢ nosbimeHHbM BXKK 1 onogHUTEensHBIM BBIXO/IOM 3JIEMEHTA B KPOBb U3 OPraHOB JIETO,
TJIaBHBIM 00pa3oM w3 meueHH. [locie mpoBeneHUs COOTBETCTBYIONIECH KOMIIJIEKCHOW Teparmuu
HaOMo1aeTcs yayulienne GyHKIMOHAIBHOTO COCTOSIHYS TIEYSHH.

HaunbGonee napopmaruBHBIME U QepeHITHATEHO-THarHOCTHYCCKUME KPUTEPUSIMHA TTPH

HI'X sBnsrotcs mamenenwus conepxanust AJIK u [1BI" B mode.

Cnmcok urepartypsl
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