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Pedepar

ean. U3yyenue merabonusma nopdruprHOB MpU pa3BUTUU BTOPUYHON Medy&€HOUHON mopdupuu y 60MbHbIX ¢ nedu-
LIUTOM TJTOK 030-6-hocbaTmernu poreHasbl.

Metonpl. ObcnenoBanbl 148 GOTBHBIX MYXCKOro 1mona B Bo3pacte 5-19 ser (Menmana 12 jieT) ¢ HapylIeHHOH ak-
THUBHOCTBIO TJIIOK030-6-hochaTnernnporeHasbl, B coueraHuu ¢ f-ranaccemuein u 6e3 He€. s BepuduKanum auarHosa
MPUMEHSITTH KaueCTBEHHBI M KOTMYECTBEHHBIN METONbI MCCIenOBaHUs aKTUBHOCTH mHaHHOro dgepmenta. [IpuHuMas
BO BHUMaHMWE Pa3TUYHYIO CTeleHb nedrInTa TIoK030-6-bocdaTaeruaporeHassl, okasatenn MerabonusMa depMeHTa u
MOpdUPUHOB COMOCTABIISUIM C TSKECThIO aHeMUH, (ByHKIIMOHATBHBIMK CITOCOOHOCTSIMU TEUYEHHU, TapaMeTpaMK, OTpaska-
FOLIMMU 3aTachl JKejle3a B ChIBOPOTKE KPOBU, KOCTHOM MO3Te, MeYeHN U Move. Y YMThIBAIM MapKeépbl MHTOKCUKAIIUU B
Pa3BUTHH BTOPUYHOM MEUEHOUHON Mopdrpum M SHIOTOKCUKO3a. 111 KOPPEeKIIMK BBISIBICHHBIX HAPYLISHU MTPUMEHSI-
7 JiedebHbIN 1azmadepes.

PesymbTatel. [lokazaHo BIusHHe OedUIMTa TITIOK030-6-bocdaTaernaporeHasbl Ha MeTabonu3M IMOpdUPUHOB 1
dyHKIIMOHAIBHOE COCTOSIHME TIeYeH! C Pa3BUTHMEM aHEMHMHM W SHIOTeHHOW MHTOKcHKaruu. C MOMOIIBI0 MoKa3aTe-
Jieil, XapaKTepusylomnx ooMeH mopbupruHOB y OOTbHBIX, BbISIBIeHA BTOPUUHAS MedéHOUHast mopdupusi. Y CTaHOBIEHO,
4UTO OmpeneseHre comepsKaHUs TIIOK030-6-pocdaTmernaporeHassl U MOpGUPUHOB TTO3BOISIET BBISIBISITH HAPYLIEHUS B
reMoo0pa3oBaHMKM Ha PaHHEM 3Talle M OLlEHWBATh KOMITIEHCATOPHBIE BOSMOXHOCTU TedeHu. s neduunra riroKo30-
6-bocdaTmernaporeHasbl, HE3aBUCUMO OT CTEMEHU TSKECTH, BaXKHBIM JTUATHOCTMYECKUM TMPU3HAKOM CIYKUT HapylleH-
HBIIi CMHTE3 KOHEUHBIX TTPOIYKTOB 06MeHa MopdUpHHOB — ypo-, KOMpo- U npotornopduprHa. [TokazaHa adphek TMBHOCTH
JiedebHOro TurazMadepesa pyu reMoir3e, BTOpUYHON MedE€HOUHON MophUpHU W SHIOTeHHON MHTOKCUKAITUH.

BoiBon. IToBblllieHHAs 9KCKpeLUsl ypo- U KorpornopduprHa ¢ MOYO OTpaXkaeT TSKEeCTb SHIOTOKCUKO3a U CIIy-
JKUT aJbTepHATUBOM MapKépaM WHTOKCHKAIlMK; BBICOKAsl KOHIEHTpalUsi CBOOOTHOro IMpotormopduprHa ¥ HU3Kast
ypo- 1 KorpornophruprHa B 3pUTPOLMTAX — BaKHBIN TNAarHOCTMYECKUI MPU3HAK HaPYIIEHHOW aKTMBHOCTH TJIFOK030-6-
docdaraernaporeHasbl B opraHu3Me OQTbHbIX.

KimoueBble ciioBa: BropuyHas rnedéHouHasi nmopdupusi, razmadepes, rioko30-6-bocdaTaernaporeHasa, mpoTonop-
dupuH, KorporopduprH.

PORPHYRIN METABOLISM IN SECONDARY HEPATIC PORPHYRIA IN PATIENTS WITH HEREDITARY
DEFICIENCY OF GLUCOSE-6-PHOSPHATE DEHYDROGENASE D.A. Baytaeva', S.S. Bessmel tsev’. 'Azerbaijan Scientific
Research Institute of Hematology and Transfusiology named after B.A. Eyvazov, Baku, Azerbaijan, *Russian Scientific Research
Institute of Hematology and Transfusiology, St. Petersburg, Russia. Aim. The study the porphyrin metabolism during the
development of secondary hepatic porphyria in patients with glucose-6-phosphate dehydrogenase deficiency. Methods.
Examined were 148 male patients aged 5-19 years (median 12 years) with impaired activity of glucose-6-phosphate
dehydrogenase in combination with B-thalassemia and without it. Qualitative and quantitative methods of examining
the activity of this enzyme were used in order to verify the diagnosis. Taking into account the varying degree of glucose-6-
phosphate dehydrogenase deficiency, the indices of metabolism of the enzyme and of the porphyrins were correlated with
the severity of anemia, functional liver capacities, with parameters reflecting iron content in blood serum, bone marrow,
liver and urine. The markers of intoxication were also taken into account in the development of secondary hepatic porphyria
and endotoxemia. Therapeutic plasmapheresis was used to correct the revealed disorders. Results. The influence of glucose-
6-phosphate dehydrogenase deficiency on the metabolism of porphyrins and liver functional status has been shown, which
leads to the development of anemia and endogenous intoxication. With the help of parameters, which characterize the
porphyrin metabolism in patients, secondary hepatic porphyria was revealed. It was established that determination of the
content of glucose-6-phosphate dehydrogenase and porphyrins makes it possible to detect disturbances in heme synthesis
at an early stage and to evaluate the compensatory abilities of the liver. An important diagnostic feature for glucose-6-
phosphate dehydrogenase deficiency, regardless of severity, is the impaired synthesis of the end products of metabolism
of porphyrins — uro-, copro- and protoporphyrin. The effectiveness of therapeutic plasmapheresis for hemolysis, secondary
hepatic porphyria and endogenous intoxication has been shown. Conclusion. Increased excretion of uro-and coproporphyrin
with urine reflects the severity of endotoxemia, and is an alternative to markers of intoxication; high concentration of
free protoporphyrin and low concentration of uro- and coproporphyrin in erythrocytes is an important diagnostic sign of
impaired activity of glucose-6-phosphate dehydrogenase in patients. Keywords: secondary hepatic porphyria, plasmapheresis,
glucose-6-phosphate dehydrogenase, protoporphyrin, coproporphyrin.

T'emonutnueckast aHeMusl, CBSI3aH- TUYECKMMM KpU3aMU M DPa3BUTUEM aHEMUU
Hag ¢ gedunuToM depMeHTa TII0K030-6- [2, 4, 9]. TsKecTh COCTOSIHUSI HapacTaer, eCliu
docarnerunporenaspl  (I-6-dJI), — wyacto gedunut I-6-OJI coueraercs ¢ Taraccemueit

BCTpeUaroasicss HacCleICTBEHHAsT aHOMaKs
SPUTPOHA, KOTOpash XapaKTepu3yeTcst TeMOomu-

Anpec 1151 iepenucKu: retopop@yandex.ru

WIN CepIIOBUIHOKJIETOUHOIH aHemuein [1, 6,
10]. HauHbId (DepMeHT HeoOXOOUM IJIST ITOH-
Iep>KaHWs TIyTaTUOHA B BOCCTaHOBIEHHOM
dopme, UTO 3alIUINAET BPUTPOIUTHI, JIEHKO-
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IIUTHI ¥ TEMaTOUTHI OT OKCUIATHUBHOIO CTPec-
ca [8]. IIpn medpunmre I-6-DJI Hapymarorcs
oOMeH >Kene3a, CMHTe3 (epMeHTOB Qeppoxe-
JlaTa3bl M CHHTETa3bl O-aMUHOJEBYIUHOBOI
KUCIOThI, HEOOXOMMMBIX [JIsI 0Opa3oBaHUS
rema [7, 11, 13]. Hemocratok I'-6-®P ]I mpencras-
JIsIeT co0Oi psifi pa3HOPONHBIX aHOMaIui dep-
MEHTa, TSKeCTh KIMHWYECKUX IPOSTBIEHUIA
KOTOpPBIX 3aBUCUT OT BUJA MYTallud B TeHE,
KonupymomieM 3ToT ¢epMmeHT [3, 4, 12, 14]. Ha
TeppuTopu Poccuum pacripocTpaHEHHOCTD Je-
dunura I-6-OJ1 konednercs or 0,4 mo 10% [S].
B AszepbaiigzkaHe sH3UMMOIIATUS BbISIBIEHA Y
29-37,3% HaceneHus, ocobeHHO B palioHax, Te
B MpOIUIOM ObLIa pacmpocTpaHeHa Masipust
[1, 12]. B tuTepaType HeTOCTaATOYHO OCBEILIEHBI
BOIpPOCHl MeTabonr3Ma Xxenesa Ipu aepuiuTe
I-6-d]1, oTCyTCTBYIOT CBelEHUSI OTHOCUTETBHO
obMeHa MTOPPUPUHOB M UX POIUA B Pa3BUTUU
BTOpUYHOI medyéHouHoi mopdupun (BIIIT),
He OTpaskeHbl NMPUHIIAMBI KOPPEKIIUHW BbISB-
JIGHHBIX HapylIeHU.

Lenbto uccnenoBaHusl O6bLIO U3YyYeHUE Me-
Tabonu3ma nopdupruHoB npu pa3putum BIIIT
y 6onbHBIX ¢ gedunuTom [-6-DJ1 B coueranuu
¢ B-rajmaccemmeir u 6e3 Heg.

OO6cnenoBaHbl 148 OOJMBHBIX MY:KCKOrO
IoJia C BIIEpBbIe YCTAHOBIEHHBIM NeDUITUTOM
I'-6-®]J1 B Bo3pacTe 5-19 ner (Mmenuana 12 mer).
Y 30 310pOBBIX JIMIL YCTAHOBJIEHBI KONeOaHUsI
I-6-dJ1 (2,4-6,5 en., B cpenHem 3,5+0,3 en.). B
3aBHUCUMOCTH OT cTerneHn nedunmra [-6-DJ]
U COYETaHUSl ero ¢ TOMO3UTOTHON opMoii
B-ranmaccemun GOTbHBIE pa3meleHbl Ha YEThI-
pe TPYNIIBL: TIepByro cocTaBmin 40 TaleHToB
¢ akTuBHOCTEIO [-6-DJ1 2,9+0,2 em., BO BTOpYIO
U TpeThio I'pyminbl Bouuid 1o 40 OOIbHBIX C
aktuBHocThio I-6-DJ1 2,1+0,1 u 0,9+0,05 en.
COOTBETCTBEHHO, B UETBEPTYIO — 28 OOIBHBIX
¢ nedunmutom I-6-dJ1 (1,9+0,1 ex.) m romo3n-
roTHO# [(-TamacceMueil. Y MmaiiueHTOB MepBOi
TPYIIBI BBISIBIeHA YMepeHHas TeMOIUTHYec-
Kasg aHeMus. bonbHbBIE BTOPOK-YETBEPTOMN
TPYIIN TOCTYNadu B KJIMHUKY Ha BBICOTE Te-
MonuThdeckoro kpmsa. OOpaimmanu Ha ceds
BHMMaHUE XEJITYIIHOCTh KOXHBIX ITOKPOBOB
U BUIMMBIX CIU3MUCTBIX O00ONTOYEK, yBeIuve-
HUe pa3MepoB TeUeHU U CeNe3EHKU, ONUTYPUST
1 TEMHBII 1IBeT MouM. B momasisronieM 00mb-
IIUHCTBE COCTOSTHUE OOIBHBIX PacCIieHUBaIOCh
KaK CpelHel TSIKeCTH WU TSKENoe, JUIIb Y
19 6ONMBHBIX — KaK YHOBIETBOpUTEIbHOE. s
orpeneneHust aktTuBHoctu [-6-DJI mpumeHs-
JIU KaYecTBEHHbI M KOIUYECTBEHHBbINI METO-
Iel [4]. IuarHo3 roMO3UTOTHON f-TajacceMuu
TTONTBEPKIA BBICOKUM ComepsKaHueM de-
TaJIbHOTO TEeMOrJo0MHa W BBICOKOM OCMOTHU-
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YEeCKON pe3rCTeHTHOCThIO 3PUTPOLUTOB [3].
Y Bcex GonbHBIX u3ydanu: (1) obwmii aHanu3
KpPOBU C OIpeneleHneM KOoIuyecTBa TpomOo-
LIUTOB U PETUKYIOIUTOB, 3PUTPOLUTAPHBIX
rapaMeTpoB [KOTMUYECTBO 3PUTPOIIUTOB, Cpell-
HU 00BbEM SPUTPOLIATA, CPEIHEE CONEepKaHe
remornobuHa B sputpouute (MCH), cpenHsis
KOHIIEHTpAIlisl TeMOrjo0rHa B 3PUTPOLIMTAX
(MCHO)]; (2) buoxmmMuyeckue IMOKa3aTenun
KPOBU: colep:KaHue oOllero OmiaupyorHa u
ero ¢pakiuii B CbIBOPOTKE KPOBU, aKTUBHOCTh
amaHnHamMuHoTrpaHcdepasbl  (AJIT), acmap-
tatamuHorpaHcdepassl  (ACT), 1erouHON
docdataspl U KOHLEHTpALUsI MOYeBUHBI. J[7s
OLIEHKM 3HJIOreHHON WHTOKCHKAIIMU PacCcyu-
THIBAJIM JIEHKOIUTAPHBIN MHIEKC MHTOKCHUKa-
nuu (JIMN) no A.5. Kansd-Kamudy: JITUA =
(4Mu + 310 + 2I1 + C) / (JIb + Mo) x (B + 1),
rae Mu — MueTonuThl (OTHOCUTENBHOE KOTH-
yecTBo), KO — tonble dopmbl, 1 — manouko-
saepHble HelTpodunbl, C — cerMeHTosIep-
Hble HeulTpodunsl, [I1 — maasmaTuyeckue
KJietku, JId — mumdonnTsl, MO — MOHOIIUTHI,
D — sosuHOMIIBI. B HOpMe JIMU cocTaBiser
0,3-1,5 (1,3840,2). HccnemoBanu LIMPKYIH-
pytomiue uMMyHHbIe Komruiekcbl (ITUK) c
doToMeTpupoBaHMEM Ha CIIEKTPodOTOMETpe
CP-16 (Hopma 68,4+4,3 ycn.en.). sl BbIsIBIIE-
HHS HapylleHU B MeTabonu3me ImopdupruHOB
mocjie KauyecTBEHHOro aHajn3a Ha CIeKTpo-
doromerpe CP-16 uccnemoBaad OTIETbHBIE
KOMMYeCTBeHHbIe ToKazaTenu. Ornpeneasin
sputporuTapHblil yportopdupus (YII), korrpo-
nopdupnH (KIT) n mporonopdupun (ITI1), co-
nepxkaHue O-aMUHONIEBYJIMHOBOW KHUCIOTHI M
nopdobunuHorena (I1BI°), BennunHy 3KCKpe-
nnu YII n KIT ¢ mouoii. Ocymectsnsgian 0u-
OICUIO MEeYEeHU, aCMUPpalliio KOCTHOrO MO3ra 1
MarHUTHO-PE30HAHCHYIO TOMOTpacduio.

CraTrucTuyeckyro 00paboTKy MOTy4eHHBIX
pe3yJIbTaTOB MPOBOAUIN TYTEM OIMpeneneHust
cpenHeaprudmerndeckux BenuuuH (M) u omiu-
00K (¥m) MeTOmoM BapHaIlMOHHOW CTaTHCTU-
ku o E.A. Oiisuny. Mcnonb3oBaau Imporpam-
MblI Tabnui Microsoft Excel mist Windows XP,
a TakXe IMaKeT CTaTUCTUYECKHMX IIpOrpaMm
«Statistica 6.

Y OOonbHBIX TIEPBOM T'PYMIIbI BLISIBIEH He-
3HAUUTETbHBIN TeMonus, 6e3 Kpu30B, ¢ HOp-
MOLIMTApHOM aHeMuel JErkoli CTerneHwu,
HOPMaJIbHBIMU 3pUTPOLMTAPHBIMU T1apamer-
pamMy, HO C HapyluleHHbIM MeTabomru3MoM
Xene3onopduprHOBOrO KOMILIeKca. Takue
OONbHBIE COCTABJISIIM TPYIIY HOCUTENEN 3H-
3uMonatu. OMHAKO MpU Pa3BUTUU aHEMUU
OHU MOIJIeXaln Je4yeHUI0. Y OOJIbHBIX BTO-
pOI-ueTBEPTOI TPYII Iocie TpuéMa Jiekap-
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Tabauya 1

JIMHaMHKa reMaToJIOTHYeCKHX U OMOXMMHYECKUX MoKa3aTeieil Y 00JbHBIX ¢ Pa3JIMYHON AKTUBHOCTBIO
0K 030-6-hocdaraernaporenassl (I'-6-DJ1), Mtm

AKTHB- Konnye- Conep- AKTHB- AKTHB- Conepxa-
I'pynnst HOCTb Tepuon CTBO DPUT- JKaHue Homz HOCTb HOCTb HMe o0LIero
OOTBHBIX r-6-d]1, OHI:I ?II:H& pPOLIMTOB, | reMOriIoou- l?_[ e’;?:;m;- AJIT, ACT, ounupyomHa
eln. x102/n Ha, I/ > ME/n ME/n (MKMOJTB/T)
IepBas rpymn- 29402 I/ 3,040,27* 98+5,5* 1,540,1* 311,2 19,50,8 16,7+1,1
na, n=40 T n/n 4,140,34* | 118+6** | 1120,02%* | 28l 1640,7 14,6+0,9
Bropast rpym- 21801 n/n 2,96+1,15* 82+4,6* 2,240,6* 37+1,6% 28+1,3 39+2,8*
na, n=40 T n/n 3,850,3%* | 10845,4%* | 1,3%0,1** 28+1,5 241,2 261 4%*
TpeTbst Tpyr- 0.940.05 I/ 1,840,1* 48+2,3* 4,940,4* 44+2,1* 3942,2% 68+6,2*
na, n=40 o n/n 3,440,32%* 92+5%* 1,740,2%* 30+1,7%* 254],3%* 36+2,7%*
Yerpépras 19501 /1 1,650,15* 39+42,5% 3,840,25* 112+9* 69+5,4* 75,4+4,1*
rpymma, n=28 o n/n 3,240,26** 90+3** 2,440,2%* 78+5%* 463+ 57+2,5%*

IMpumeuanue: AJIT — anannHaMuHOTpaHchepasa; ACT — acapraTaMuHOTpaHcdepasa; /1 — 10 JedeHusl, /71 — mocie
nederus; *p <0,01 — paznuums mokasateneil B mepron MocTyIIeHusl U HopMbl; **p <0,01 — paznuuuns mokazaTeneid 10 1

T10C/I€ JICUEHU .

CTBEHHBIX IpernapaToB (MeTaMu30i1a HaTpus,
alleTUICATUIIMIIOBOM KMCIOTHI, MapareramMmona
M Jp.) BO3HUKaJa IMarHOCTUYeckash Tpuamia:
reMoJIuTUYecKass aHeMUsI, PEeTUKYIOIUTO3
n Kentyxa. Bo BTOpoil m TpeTbell rpyrmax
aHeMHsT HOCHJIa HOPMOXPOMHBIN XapakTep,
B UETBEPTOM — TUIOXPOMHBIN. Y OOIBHBIX
BTOPOI-UETBEPTOM Trpynn oOHapy>KeHO H3Me-
HeHUue cpemHero obobéma sputponnta (79+4,5,
77£3,8 1 59,5£1,5 ¢y cooTBeTCTBEHHO, HOpMa
80+3,5 ¢). 3navenuss MCH u MCHC 6bi1n
HU3KUMH JIAIIIb B YeTBEPTON TpyriIie 6OMbHBIX,
y Koropbix nedunut I-6-PJ] couerancs c ro-
MosurorHoii -ramaccemueit (MCH 18,3+1,2 u
19£1,2 iir, HopMa 26+1,7 ir; MCHC: 30,2+1,7 n
31,4+1,8 r/n, HOpMa 34+1,9 v/m). Bo Bpems reMo-
JIMTAYECKOro Kpr3a y OONMbHBIX TPETheil 1 4er-
BEPTOI I'pynIl OOHAPY:KUBAJIKU SPUTPOLUTEHI C
BKJIIOUEHUSIMU Teell XaiHIa, KOCTHBI MO3T
OTJIMYAJICsl peakKTUBHOM TUIepIiasueil apuT-
pOUIHOro pocTKa. B uerBéproii rpymnme 6omb-
HBIX 3aperuCcTPUPOBaHbI HapyllIeHUsI B 0OOMeHe
xene3a. KomuuectBo cuaepob1acToB OCTO-
BepHO IIpeBbIIIano HopMmy (38+1,3%, p <0,05).
2Keneso B Bume rpaHya CKOIUIEHUSIMU OIpefie-
JISIIOCh U B MEKKJIETOUYHOM TpocTpaHcTBe. [1o
pe3yibTaTaM MarHUTHO-PE30HAHCHON TOMO-
rpadvu M TMyHKIIMOHHOW OMOICUU TIEUYEHU Y
19 manmeHToB TpeTheit Ipynmbl U 22 OOTbHBIX
YeTBEPTOI BBISIBIEHBI (DMOPO3HBIE N3MEHEHNUSI.
ITeperpy3ka >keme3oM MOATBep:Kmaiach IaH-
HBIMU O KOHIIEHTPAIIUM ChIBOPOTOYHOrO ep-
putuHa (Bo BTOpoil rpynne — 103+4,6, B Tpe-
Thelt — 225%12, B uyerBéproii — 64674 Hr/mi)
n xene3a (5,340,4; 7,8+0,6 u 15+1,1 mr/T cyxoro
BelllecTBa IeYeHW COOTBETCTBEHHO, TIPH HOp-
Me <1 mr/r) B bmonTaTe medeHu. ¥ 48 O0NbHBIX
00Hapy>keHO HOCUTELCTBO BUPYCOB T€MaTUTOB

B u C. B takux ciaydyasx aktuBHocTb I-6-DJ]
pe3KO CHMXKajach, BIUIOTh A0 MOIHOIO OTCYT-
CTBUSI, UTO ObLIO MPUUMHON YacThIX TeMOJu-
THUYECKUX KPHU30B C HapylleHueM OyHKIIM
rmeyeHn, Merabommu3ma TOpOUPUHOB W pas-
sutueM BIIII. buoxuMmuueckume mokasaTenu,
XapakTepusylole paboTy IedeHd OOIbHBIX
BTOPOI-4ETBEPTOM TPYIIN, OTpasKeHbl B Tabd. 1.
Yem HMKe akKTUBHOCTL [-6-DJI, TeM TszKeee
reMoiau3 M aHeMusi. AKTUBHOCTD IIETOYHOMN
dochaTasel M KOHIIEHTpallMss MOYEBUHBI B
KpoBu IipeBbilanu HopMmy (31£1,6 em. m 9,4+
0,9 mMmonb/n, 45+2,3 en. u 14+1,2 MMonb/1,
67£3,9 en. m 17+1,5 MMOJIB/I COOTBETCTBEHHO
BO BTOpoii-ueTBépToii rpymnmax, p <0,01), ceume-
TeNTBCTBYS O HapylleHUH (DyHKIIUIA TTeYeHn U
IMOYeK C Pa3BUTHEM SHIOreHHON WHTOKCHKa-
muu. IlocnenHsst MoOTBepXKaanach MOBBIIIIEH-
HbiMU 3HaueHusimu JIMKW (3,120,2; 3,940,3
n 4,2+0,3) u HUK (127+6,7; 134+7,5 n 152+
18,8 ycm.enm.), a Takke ModeBUHBI (6,5+0,6;
9,240,8 m 11#0,9 MMOIbB/T COOTBETCTBEHHO).
Mexmy TeM, y OOMTBHBIX TIEPBOM TPYMIIBI, He-
CMOTpSl Ha M3MEHEeHHWe IoKasaTelleil >Kene3o-
moprpUHOBOr0 KOMILJIEKca, TPU3HAKK SHIIO-
Tokcuko3a u BIIIT orcyrcTBoBamu.
ITauyeHnTaM  BTOpOKH-YETBEPTON  T'pYIIII
Ha3HaueHa reMoTrpaHchy3MOHHas Tepamnus
(6-10 BBemeHWI SPUTPOLIUTAPHON MacChl B
MecdI) B coueTaHuu ¢ medepokcammHoM (20-
25 Mr/Kr B cyTKu), ameMmeruoHuHoM (400 mr
2 pasza B NIeHb BHYTPUMBEHHO) U JIeUeOHBIM
mia3Madepe3oM (3-4 cearca Ha Kypc). O0bEM
3a0MpaeMoil TIa3Mbl Ha BBICOTE TeMOTUTHYEC-
Koro kpusa 3a ceaHc cocrapisur 400-600 wmut.
B ugerBéproii rpyme O0IBHBIX YMCIO CEaHCOB
m1a3Madepesa He MpeBbllIago 2 Ha 1 Kypc Jie-
yeHus. [loBTopHO T1asMadepes MPOBOIUIU
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Tabauya 2

JInHaMHKa M3MeHeHHUid OCHOBHBIX NOKa3aTeJieil MeTa00.1M3Ma nop(hupHHOB Y 0OJIbHBIX € PA3JIMYHON AKTUBHOCTBIO
10K 030-6-hocaTaernaporenassl (I'-6-DJ1), Mtm

AKTHE DPUTPOLIUTHL Moua
Tlepuon
Tpymmst | Hocts vii | ko | mn | ank | mer | km | vynm
onpese-
bonbiibix | LERIL | ona MKMOIB/8,8 HMOITB/8,8 MMOTTb
en. MKMOJIb/JT
MMOJIb Kp€aTUHHNHa KpeaTUHHUHa
TlepBas o/a 0,2540,01 0,64+0,04 | 6,9+0,5* | 9,3410,6 | 4,1+0,3* | 10,3+0,7 89+2,9*
rpymmna, 2,940,2
=40 n/n 0,28+0,02 0,4340,03** | 5,1+0,4** | 8,6+0,5%* | 5,840,4** | 9,5+0,6 T2+, 1%*
Bropas I/n 0,21+0,01 0,440,03* | 7,940,4% | 9,840,4 | 4,840,4* | 18,2+1,2* | 11245,8*
rpymrma, 2,1+0,1
=40 mn/n 0,24+0,02 0,49+0,02 | 4,2+0,6** | 8,6+0,3 3,940,5 | 11,10,9%* | 9242 4**
Tperbst Or 0,9+0,05 I/n 0,01+0,001* | 0,26%0,02* | 8,1+0,6* | 10,1+0,3* | 7,8+0,7* | 21,4x1,2* | 171£7,5%
rpymnnma, 110 TIQJIHOrO
=40 oTeyTCTBHS m/n 0,15£0,01%* | 0,15+0,01** | 6,8+0,5%* | 9,640,7** | 12£1,1** | 15,1+1,2%* | 132+6,4**
Yer- I/a 0,01+0,001* 0,1+0,01* | 8,7+0,6™ | 39+2,4* | 23£1,2* | 49,942,4* | 735+68,5*
BépTas 1.90.1
rpymma, T mn/n 0,0240,002%* | 0,2640,2%* | 6,4+0,5%* | 25+1,4%* | 15+1,1** | 31,6x1,8** | 611+£57,3**
n=28
3a0po- 3,540.3 0,2:0,01 | 0,55:0,04 | 43403 | 86:0,7 | 21203 | 89:0,5 | 69:1,3
Bble, n=30

TIpumevanue: YII — yporopdupun; KIT — kompornopdbupun; TTIT — nporonopdupnt; AJIK — S-aMuUHOIEBYIMHOBAs
kucnora; [1bI" — mopdobrnrHoreH; /1 — 10 JedeHus; /1 — mocie Jedenus; *p <0,01 — cpaBHeHKE HOPMBI C TIEPUOIOM

nocryrieHust; **p <0,01 — cpaBHeHUE 10 U TTOCTIE JIedEHUS.

yepe3 15 nHeii (2-3 ceanca B TeueHue 2 Mec). B
pesyabTaTe y 60TbHBIX B KOPOTKME CPOKU KYIH-
poBajicsl TEMOTUTUYECKUI Kpu3, yBeTUYMBa-
JIOCh comepykaHue reMorio0uHa, COKPaTUIOCh
KOJIMYECTBO peaKIii U OCIOXKHEHUI MOcie re-
MotpaHcdysuit. [Ipy mMOBTOpHON MYHKIIUU T'Py-
TIIUHBI BBISIBIISUIUCH HOBbIE MOMYASIIUU SPUTPO-
IUATOB C HOPMaJILHOI aKTUBHOCTEIO [-6-DJI. Y
31 60o1bHOrO BTOPOIA TPYMITHI U Y 2 TIAIlMEHTOB
TpeTheld IPYIIThbl HOPMaJIU30BAIUCh 3PUTPOIIU-
TapHbIe TTapaMeTpbl. B TeueHure mocnemnyronmx
4-6 Mec 60OTBbHBIM IIpOBOAMIIM el oT 4 10 6 ce-
aHcoB MJasmadepesa, YTO MO3BOMSIIO CHU3UTh
PUCK Pa3BUTHUSI HOBBIX T€MOTUTUUYECKUX BIU-
30/10B U TSIXKECTh 9HIOTOKCUKO3a. Y OONBHBIX
BTOpPOII IpynIIbl 4epe3 6 mec mocie 1 Kypca e
YeHUsI 3aMeTHO CHUBWINCh aKTUBHOCTb aMU-
HoTpaHcdepas M TSXKeCTb dHIOTOKCHMKO3a. Y
OOJNBHBIX TpeThell M YeTBEPTOI TPyl 1OCTOBED-
HOe yJydllleHre B MeTabonusme mopdupruHOB
W CHIKEHUE TSIKECT! BHIOTOKcrmKo3a 1 BITIT
3aperuCcTPUPOBAHBI ITOCTE 2-3 KYPCOB JIeUEHUSI.

Y O6oNbHBIX IEpPBOI TI'PYIIIbI OMNpPeeIsICs
nepepacrpeneTuTeTbHbI eUIIUT Kene3a ¢
HopManbHBIM comepxkanueM Y11 u KII B sput-
pOLIMTaX, HO C CYIIECTBEHHBIM ITOBBIIIIEHUEM
KoHIeHTpauuu cBobomHoro IIIT (tabm. 2).
ITpu HOpManbHBIX 3amacax kemeza (Kommdec-
TBO CBIBOPOTOUHOro peppuTrHa 82+5,3 HI/MI
npu HopMme 7649 Hr/mi, necdepalloBblii TECT
1,5+0,1 mr/cyr mpu HopMme 1,3#0,1 Mr/cyT) B
KOCTHBI MO3T €ro MocTymnajao HemocTaTOYHO, O
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4€M CBHUJIETEIBCTBOBAJIO CHUXKEHHOE KOIU4Yec-
TBO cuaepobnactoB 18+0,7% (Hopma 24,5+1,2%).
B pesynbraTe Ha ¢oHE TTOBBIIIEHHOTO CUHTE3a
IIBI' HecBs3aHHKIM ¢ 3Kene3oM [1I1 mpomomkan
HakamauBaThcs B aputpouuTtax (p <0,01).

Ha ¢done Tepanuu y Bcex OONBbHBIX MPOMC-
XOIWJIO TIOBBILLIEHUE CONEPXKaHUS TeMOoriaodu-
Ha u cuHTe3a [1BI, mocToBepHO CHU3UINCH KO-
JnmyectBo sputporuTapHoro IIT 1 skckperust
YII u KII (p <0,01) ¢ mouoii (cm. Tabm. 2). Bo
BTOpOIA Tpyrrie OOMbHBIX OTMEUeHa JUIIb yMe-
peHHo BbipaxkeHHass BIIIl ¢ HopmanbHBIMU
3HAUYEGHUSIMU O-aMUHOIEBYIMHOBOM KU CIOTbI
W KOJIWYECTBOM CBOOOTHBIX 3PUTPOLIMTAPHBIX
YII u KII, HO ¢ TTOBBIIIEHHBIM 00pa30BaHUEM
TIBT.

Y nmanueHTOB TpeTbeil U YeTBEPTON TpyIIIl
YII u KII B sputpouutax ompeneisuiich B
cenoBbIX KonmuuecTBax. OOIMMU U OCHOBHBI-
mu npu3Hakamu BIIII Bo BTOpoii-ueTBEpTOI
rpyrnmax Obutu ToBbIIeHHOe comepxaHue [TI1
B OPUTPOLIUTAX U BbicoKas skckpeuus YII u
KII ¢ mouoit. BeposiTHO, mpu IOCTaTOYHON
KOHIIEHTpallMK KeJe3a B OpraHu3Me HaKorlie-
Hue [1I1 B spuTpouMTax MOII0 MPOUCXOOUTH
Mo AByM npuumHaM: (1) u3-3a ero yCuJIeHHOro
cuHTe3a, Korma obpasosanue I[TI1 mpeBbiano
norpebnerne; (2) B CBI3M C HENOCTAaTOYHBLIM
noctyrieHueM deppoxenaTta3bl U3 MeYeHU K
mecty coenuHenust I1I1 ¢ xenesom. Ha cuHTes
U aKTUBHOCTb (pepMeHTa deppoxenatasbl MOr-
JIU TIOBNUSITH (YHKIIMOHAJNbHASI HEemOCTaTOo4-
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HocTh IteueHn m pasputme BIIII. Bo BTOpOIt
U TpeThell Tpymnmax IIocie JIeYeHUs, BKIIIO-
yarolero IuiasMadepes, 3aperucTpupoBaHbI
KyIIUPOBaHUE TeMOIUTUUYECKOr0 Kpu3a, CHU-
JKeHMe BBIPa’KCHHOCTHM aHEMMHU, KOJIUYecTBa
IIIT B sputpouutax u a3kKckpeuuun YII u KIIT
¢ mouoit. Causunack aktuBHOCTh AJIT 1 ACT
(cM. Tabm. 1), a TakKe KOHIIEHTpalys OOIIe-
ro ounupybuna (c 39+2,8 no 26+1,4 MKMOIb/1),
ceiBoporouHoro ¢epputuHa (¢ 103+4 1o
85+3,2 Hr/mMi) M mokasaHUS HecdepalioBOro
tecra (¢ 2,1#0,1 mo 1,70,1 mr/cyT).

Jlnst ompeneneHUsT Bemylleld poiau TuIas-
Madepe3a B Je4eHUM OOMbHBIX C HapylleH-
Hoii akTuBHOCcThO [I-6-DJI Hamm ObLia
BhIJeeHa monrpynma u3 10 4denoBek ¢ mde-
dunntom depmenta I-6-PJI, KoTopeIM HaH-
HBI METON Tepanmuyd He Ha3Hayaau. Brisic-
HUJIOCh, YTO Yy 3TUX IAllMEHTOB, HECMOTPSI
Ha TpaHchy3und B3pUTPOIUTAPHON Macchl U
Ha3HaueHue nedepokcaMrMHa C aleMeTuo-
HUHOM, COXpaHSJach TeMOIUTUYecKas aHe-
Mus (comep:KaHme TeMmoriobmHa 72+4,1 r/m,
obmrero omnupyornHa — 64+3,7 MKMOIb/JI, KO-
JINYECTBO peTUKyIonuToB — 4,740,3%) u dyHK-
IUoHaJdbHag HemocTaTodHOCTh medeHu (AJIT
68+4,1 ME/n; ACT 40+2,3 ME/n). beun Hapy-
IIeH CUHTE3 O-aMUHOIEBYJIMHOBOM KHCIOTBI
u IIBI" (9,340,5  10,3+0,5 MkMoOnB/8,8 MMOIB
KpeaTMHMHA), TIOBbIIIeHa »dKckpenus: YII
(19+1,1 amonb/8,8 mmonb kpeatuHuHa) u KIIT
(176+7,4 EMONB/8,8 MMOITb KpeaTUHUHA) C MO-
40ii. 3aperucTprupoBaHbl BEICOKKE TTOKa3aTeIn
MapKEpoB 3HIOreHHoi nmHToKcukanuu (JIMU
2,940,3, LIUK 141%5,6 yci.en., KOHIEHTpaIus
MoueBUHBI 15%1,1 Mmmonb/n). IlonydeHHbBIE pe-
3yJBTAThl YKa3bIBAIOT Ha BAaXKHYIO pONIb IIJ1a3Ma-
depe3a mpu KyMmUpOBaHWUU T'eMOIUTHUYECKOrO
KpH3a, SHIOreHHOU nHToKcuKanuu 1 BITII.

BbIBO/IbI

1. IlpoBeméHHOe wmcciemoBaHMe OOMeHA
MmopduprHOB y OONBHBIX C HapylIEHHOW ak-
TUBHOCTHIO I-6-D ]I mokazano, 4To BbIOpaHHBIN
METONMYECKU A TTONXOM IMO3BOJISIET CBOEBPEM €H-
HO BBISIBJISITH HapylleHWsI B reMoOpa3oBaHUU
U OLIEHUBAThb KOMIIEHCATOPHBIE BO3MOXKHOCTH
neuyeHu. Cunapom BIIIT obpatum Tonbko mpu
nedunute [-6-DJI 1€rkoii cTeneHn.

2. BruroueHue miasmadepe3a B IIporpam-
MY KOMIUIEKCHOI Tepanuu OOMbHBIX ¢ medu-

outoM I-6-dJI  cmocoOCTByeT ITOBBIIIEHUIO
a(bdeKTUBHOCTU  JTeUeOHBIX  MepOIpUsITUiA,
HarnpaBleHHbIX Ha CHUXKEHUE TSIKECTU TeMo-
nu3a, pazsutust BIIII, neperpy3ku xene3om u
SHJOreHHOW MHTOKCUKAIIUH.

3. JlomoMHUTEIbHBIMIA OMOXMMUIECKUMU
MapKépaMu, oTpaxarwmuMu Tskectb BITIT u
SHJOreHHOM MHTOKCUKAIINHU, CITY>KaT BHICOKUE
nokaszatenu 3kckpeuun YII u KIT ¢ moyoii.
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