52

U3YYEHUE KJIMHUKO-BUOXUMUYECKHX ITIOKA3ATEJIEHA ITIPU
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STUDY OF CLINICAL AND BIOCHEMICAL INDICATORS IN MUSCLE
PATHOLOGY AMONG PATIENTS WITH HEMOPHILIA
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Ilenb. Onpeie T COCTOSIHME GMOXMMHYECKOI'0 COCTAaBa KPOBHU B pa3rape U pa3pelleH!H MblIIeyHbIX re-
MaTOM y HAI[MEeHTOB C reMOpHUIHEe.

MaTepuaJsibl U MeTobl. O6csieoBaHbl 118 60bHBIX reModUINel, HAaX0IAIUXCS HAa CTAllMOHAPHOM Jie-
YeHUH B LieHTpe reMounu npu Pecny6iMKaHCKOM CHelHaJu3uMPOBAaHHOM HAy4YHO-NPAKTUYECKOM LieH-
Tpe reMartosiorud. KoHTposibHY0 rpynny cocTaBuad 40 MpakTUYECKH 3[,0POBbIX MY>KYMH aHaJIOTUYHOTO
BO3pacTa.

Pe3sysbTaThl. [Ipy MacCUBHBIX KPOBOU3IHUSHUSAX B TKAHU BBISBJISAIN NOJABEM YPOBHS B KPOBU aKTHUBHO-
CTU LUTOIIa3MaTHYeCKUX GepMeHTOB acnapTaTaMuHoTpaHcepassl (54,1+3,9 U/L) u anaHUHaAMUHO-
TpaHcdepassl (55,3+5,2 U/L). B 3aBUCHMOCTH OT BbIPaXKEHHOCTH pacna/ia MblIlIeYHbIX BOJIOKOH U CKOPO-
CTU NMPOTPECCUPOBAHUS OCJIOKHEHHUS MOBBIIIEHHEe aKTUBHOCTH pepMeHTa KpeaTHH(POCHOKINHA3BI MOXKET
OBITh KaK pe3Ko 3aBbIlIeHHBIM - 680,7+14,2 ME /1 (reMmoduinyeckast omyxoJjib, HEKpO3 TKaHeH ), TaK U, Ha-
060poT, He3HaYUTebHbIM — 120,3+11,1 ME /1 (KOHTpaKTypa UK aTpopHs MbIIIIeYHON TKaHU). BbisiBeH
JedULUT CbIBOPOTOYHOrO XkeJse3a (6,4+1,1 MKMoJIb/J) ¥ BCcex 06c/leiyeMbIX NalMeHTOB ¢ reModuaIne.
Bblya TakKe 0TMeYeHa CKJIOHHOCTh K CHIXKEHHUIO CoZiep KaHus xoJsiecTepuHa 1o 3,3+0,2 mMouib /1. Conep-
»KaHHME MOYEBUHBI B CLIBOPOTKE KPOBU GBLIO BhIIIE ¥ 60/IbHBIX reMOQUINEN C CHHIPOMOM HEKPOTHUYECKUX
U3MeHeHUi B reMaToMax - y 3 nanuenTos (9,8+2,2MMoub /). BoisiBien gepuuut Mg - B 1,6 pasa, Ca?* -
B 2,1 pa3a B CbIBOPOTKe KPOBH.

3aksiioueHue. Y NalMeHTOB ¢ reMobuInel TPU KPOBOU3JIUSHUSAX B MBIIIEYHYI0 TKaHb OTMe4YeHa CKJIOH-
HOCTb K CHIDKEHUIO COJIep>KaHUs X0JIeCTEPUHA U JKeJsle3a, YBeJMYeHHI0 KoIndecTBa 6unupy6urHa. «Kiroye-
BBIMU» JIJISl [UAaTrHOCTUKU U MPOTHO3a PAa3BUTHS OCT0XKHEHUN MOTYT CIyKUTb pepmeHThl KOK (kpeaTun-
docdokunaza) u AJIT (ananHuHaMuHOTpaHcepasa), ACT (acnapraraMuHOoTpaHcdepasa) U UcceJoBaHUE
JUHAMU4YeCKOW aKTUBHOCTH UX YPOBHEH.

Kawouesvle caosa: eemoguaus, muonamuu, 6uoXumu4eckuli cmamyc, 2emogpuauyeckas nceedoonyxow, Kpe-
amuH@pocpokuHasa.

Aim. Determine the state of the biochemical composition of blood in the midst and resolution of muscle
hematomas in patients with hemophilia.

Materials and methods. 118 patients with hemophilia were examined. These patients were inpatient
treatment at the hemophilia center at the Republican Specialized Scientific and Practical Hematology Center
of the Ministry of Health of the Republic of Uzbekistan. The control group consisted of 40 apparently healthy
men of the same age.

Results. Signs of massive hemorrhages in the tissue are an increase in the blood level of the activity of
the cytoplasmic enzyme aspartate aminotransferase (54.1 + 3.9 and 18 * 4.1, respectively) and alanine
aminotransferase (55.3 + 5.2 and 27.3 * 4.4, respectively). Depending on the severity of the breakdown of
muscle fibers and the rate of progression of the complication, the increase in CPK activity in myopathies
can be either sharp - 680.7 + 14.2 IU / L (hemophilic tumor, tissue necrosis), or, conversely, insignificant
120.3+11.11U / L (muscle tissue contracture or atrophy). Deficiency of serum iron (6.4 + 1.1 umol / L) was
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revealed in all groups of examined patients with hemophilia. There was a tendency to lower cholesterol
content to 3.3 £ 0.2 mmol / L. The content of urea, as the end product of protein metabolism, was higher in
hemophilia patients with a syndrome of necrotic changes in hematomas - in 4 patients (9.8 + 2.2 mmol /
1), which, in our opinion, is associated with an increase in the breakdown of hemoglobin and other proteins
with massive hemolysis of erythrocytes in tissues. The study of trace elements in the blood serum revealed

a deficiency of Mg?* 1.6 times, Ca®* 2.1 times.

Conclision. In patients with hemophilia with hemorrhages in muscle tissue, there was a tendency to
lower cholesterol and iron levels, and an increase in the amount of bilirubin. The “key” enzymes for the
diagnosis and prognosis of complications can be a dynamic study of the activity of the levels of CPK (creatine
phosphokinase) and ALT (alanine aminotransferase), AST (aspartate aminotransferase).

Keywords: hemophilia, myopathies, biochemical status, hemophilic pseudotumor, creatine phosphokinase.
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OaHUM M3 Hambonee 4acToO BCTPeEYAROLLUXCA
OCNOXKHEHUIN remodunmm (HepoctatoyHoctb VI
unn IX dpakTopa cBepTbiBaHWA) ABNAIOTCA KPOBOU3-
NINAHUA B MblleYyHyto TKaHb [2]. CornacHo cospe-
MEHHbIM NpeacTaBAeHMAM, B o4are HapyLweHHOro
KPOBOCHA6XEHMA MbILEYHON TKaHU MNPOUCXOAUT
CHUMKEHMEe KOHLEeHTpauumn afaeHosnHTpudocdop-
HoM Kucnotbl (ATP) n kKpeaTnHpocdhaTa Nnpu ogHo-
BPEMEHHOM YBE/IMYEHUN COAEPMHKAHUA afEHO3UH-
andocohopHom kKucnoTbl (AAP) M HeopraHMyeckoro
docdopa, yTo BNEYET 3a COOOM aKTUBALMIO M MO-
cneAyowmin pacnag MUTOXOHAPWN, KOHTPAKTYpPY U
HeKpobno3 mmodumbpunn, npekpalleHme aeatenb-
HOoCcTU AT®-3aBUCUMbIX MEMBPAHHbBIX MOHHbIX Ha-
COCOB M MNOC/AeAyOWY AEe3UHTErpaunio KaeTtou-
HbIX CTPYKTYp, T.e. 3TU pepMeHTHble HapyleHus
MOTYT NMPUBECTU K Pa3BUTUIO HEKPO3a MbILEYHbIX
BOJIOKOH [1,4].

PaHblUe Bcero HapyLlaTca Npu 3ToM GyHKLMU
cneumPpuyeckux memobpaHHbIX HAaCOCOB, TaKUX Kak
Na+, K+-AT®dasa, Ca?+-ATda3sa, n NnocTeneHHo yse-
IMYNBaAETCA NPOHULAEeMOCTb MeMbpaHbl, 3aTem
nponcxogut HapyweHne dochonmMnnaos B HEN U
noseneHve aedekros [3]. HapyweHne membpaHbl
BEAET K USMEHEHMIO MOTOKOB MOHOB HAaTPUA, Kanus,
XN10pa M BOAbI, YTO Bbi3blBAaeT HabyxaHWe KNeTKu, a
TaKXKe CnocobCTBYET 3HAUYUTENbHOMY NOCTYNEHUIO
MOHOB KanbLMsA, YTO BbI3blBAaET PAa3BUTME TOKCUYE-
CKMX 3ddEKTOB, YCyrybnamolWmx Te4eHne pasBuB-
LUMXCA OCNOXKHEHUINA.

Uenb

OnpegeneHne cocToAHUSA BUOXMMUYECKOTO CO-
CTaBa KPOBWU B NMepuog, pasrapa MbIWeEYHbIX rema-
TOM ¥ B NMEPUOL MMEIOLWMXCS MronaTuii (atpodun,
KOHTPAKTYypbl, reMmopuanyeckas ncesLoonyxosb) y
nauneHToB ¢ remopuanen.

MaTtepuan n metoabl

NccneposaHme nposogmnoch y 118 nauymeHTos
MY¥CKOro nosa B Bo3spacTe o1 18 ao 42 net (3045,5
roja) HaxoAALWMXCA HaA CTALMOHAPHOM JleYeHUU
B UeHTpe Nemoduanmn n genpeccmm KposeTBope-
HUA Npu PecnybanMKaHCKOM CneunannsnpoBaHHOM
HAY4YHO-MPaAKTUYECKOM MEeLMUMHCKOM LEeHTpe re-
matosiormm B 2018-2020 rr. M3 obcnengoBaHHbIX
naumeHToB, ¢ remodunnen A Habnoganocb 98
naumeHToB, ¢ remodpunmnenn B — 20. Mo Kaxkaomy
obcnegyemomy naumeHTy 3aBefieHa KapTa-onpoc-
HUK, B KOTOPOIM OTMEYa/INCb: NAaCNOPTHbIE AAHHbIE,
MECTO MPOXMBAHUA, AMATHO3 U BUA OCNOXNKHEHMUS,
NIOKann3auma remaTom M 4YactoTa BOSHUKHOBEHUA B
TeyeHue roga.

KoHTponbHyto rpynny coctasunun 40 npaktuye-
CKM 34,0POBbIX MY>KYMH aHANOrM4YHOro BOo3pacTa.

BonbHble remodunuelr bbiin pacnpeneneHol Ha
3 rpynnbl B 3aBUCMMOCTM OT CTaZMM nNpouecca pas-
BMTUA MbILLEYHbIX remaTom (Taba. 1):

- | (ocTpoe cocToAHME) — cBeXKaA MblllieyHas re-
MaToMa (MeHee 3-X CyTOK OTHayasla 0bpa3oBaHms):—
29 (24,6%) 601bHbIX;

- Il (nopocTpoe cocTosaHMe) — remaTombl B nNepu-
oz oT 3-x go 10 cyTok — 50 (42,4%) 60nbHbIX;

- 1l (xpoHU3aLumMa TedeHnsa/muonaTnmn) — passu-
TME OC/I0XKHEHMI B BUAE MbILEYHON aTPOPUM, KOH-
TPAKTYpbl AN HEKPO3a MbILLEYHOM TKaHU (remodu-
Niyeckan ncesgoonyxosb) — 39 (33%) 60nbHbIX.

Co «CBEXMMM» remaToMamMu B MblLLLLAX Hablto-
Aanu 24 naumneHTa c remodunmen A n 5 naymen-
ToB c remodunmen B, 50 naumeHToB C remaToma-
MK oT 3-x A0 10-TK CYyTOK, B MOMEHT pa3peLleHmns
remaTomMmbl IGO0 CTaHOBNEHMA XPOHM3ALMK MPO-
uecca, C pPasIMYHbIMM MbILLEYHBIMU OCNOXKHE-
HMAMKM — 28 nauuneHToB ¢ remoduamnein A n 11 c
remodunmen B.
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Tabnuua 1. PacnpegeneHue 4acToTbl U IOKAAU3aLMM FeMaTOM Y NaUMEHTOB € remoduament A 1 B B 3aBUCUMOCTH

OT CTaaAunn NnaTtonornn MbILLIEYHOM TKAHMU

Jlokanusauyma OcTtpoe TeyeHue, n=29 MopocTtpoe TeyeHue, n=50 Mwonatuu, n=39
HW>KHMe KoHeYHoCTH 8 12 19
BepxHne KoHeYyHoCTHU 7 12 20

[onoBa 2 5 0
AroanyHaa obnactb 6 9 0
Kusot 6 12 0

B 3aBMCMMOCTM OT BO3HWKHOBEHWA remaTom
6blIM TaKKe onpeaeneHbl Haubonee Yacto BCTpe-
YatoLLMecs IoKaansaumm nx obpasosaHus (Taba. 1)

Bbinn nccnenoBaHbl cneayolme napameTpsbl C
NCNo/Ib30BaHMEM OMOXMMMUYECKOTO aHanu3a Kpo-
BU: U3MEpPEeHUe pe3ynbTaToB BUOXMMUYECKOro MUC-
cnefoBaHusA, anaHMHaMUHOTpaHcdhepasbl (ANT),
acnapaTtatamuHoTpacdepasbl (ACT) npoussoaunu
Ha MoJlyaBTOMATUYECKOM BMOXMMMYECKOM aHau-
3atope BA8SA (Mindray, Kutain). MoHbl Kanbums
onpefensnun B CbiIBOPOTKE KPOBMU NO poToMeTpuye-
CKOMY meToAy, 6bl1M UCNONb30BaHbI TECT-CUCTEMBI
HUMAN (HUMAN GHMB, TepmaHua). U3yuyeHue
KpeaTuHpochokmnHasbl (KPK) npoBogmnoch Ha no-
JlyaBTOMATUYECKOM BUOXMMMYECKOM aHaNn3aTope
dupmbl Hospitex (LUseliuapusa). UcnonbsoBanuck
Habopbl Ana onpegeneHusa aktmsHoctn KOK HAK
Cypress Diagnostics (Benbrva), KUHETUYECKUM Me-
TOLOM.

Pe3ynbTaTtbl u 06CyXXaeHue

Bcem nmaumeHTam B KOMMieKce ¢ Buoxummye-
CKMM aHaIM30M KpoBM BbInKn NpoBeaeHbl PyTUHHbIE
MeToAbl UcCneaoBaHma — 0bLWMIA aHaNU3 KpoBU (re-

Moparpamma) 1 Koarysorpamma, rae oTmeyanocb
CHU}KEeHMEe reMornobuHa y NauMeHToB Kak ¢ remo-
dununein A, Tak u c remodpunmeir B no cpaBHeHMUto ¢
rPynnoi KOHTPOS, a TaKkKe 0TMeYanoCh YMeHbLUe-
HUMe KonndyecTsa TpomboumToBs (Taba. 2).

Mo pe3ynbTaTamM remorpaMmbl OTMEYEHO CHU-
KeHue remorniobuHa, spuTPOLMTOB M TPOMBOLMTOB
B obeunx rpynnax ucciefoBaHus, HO LOCTOBEPHOTO
OT/INYMA TPYNN mexay coboi He HabatoAanoco, no-
Jly4eHHble [aHHble COOTBETCTBYIOT INTEPATYPHbIM
OaHHbIM WM YYUTLIBAOTCA B YCTAHOBNIEHUWM COMYT-
cTBytOWEero xenesopeduvumrta, o6yCNOBNEHHOrO,
Mo HaleMy MHEHMIO, YaCTO NOBTOPSAOLLMMUCA XPO-
HUYECKMMU KPOBOUINUAHUAMM.

[na onpeaeneHns reMocTasnoiorMyeckoro cra-
Tyca 60/bHbIX remoduanelr H6oin NpoBeseH cCpas-
HUTE/IbHbIM aHANU3 KOAryNAUMOHHbIX NOKasaTenen
NauMeHToB C TAXKeNoN U cpegHel popmoli 3abo-
neBaHUA, Koraa yposeHb dpaktopa VI u IX B Kposu
HaxoauTca B npegenax 0-5% (npu Hopme 50-100%).

Kak BMAHO 13 Tabauubl 3, KOAMYECTBO TPOM-
60LNTOB ObINIO CHUXKEHO Y BONbHbBIX remodunmeit
A (1-a rp.), remoounuit B (2-a rp.) u aBuaocb cTa-
TUCTUYECKM [OCTOBEPHbIM OT FPYynMbl KOHTPOASA
(p*3< 0,001, p*3*<0,001).

Tabnuua 2. Mokasatenu nepnpepunyeckor Kposu 6obHbIX ¢ remodunmnein A n B, Mtm

Mokasartenu KoHTponb, n=40 Femodpunusa A, n=98 Femodunusa B, n=20
FfemornobuH, r/n 130,7+3,6 100,33+10,6" 105,618,5!
Sputpoumtsl, x10'%/n 4,45+1,25 3,1+0,75* 3,1+0,15*
LiBeToBOM NoKasaTtenb 0,8510,01 0,7+0,02 0,7+0,01
PeTukynouunTtsl 5:1000 5:1000 4:1000
TpombouuTbl, x10°/n 233,5+10,3 155,3+15,8* 154,4+1,6"
Neikoumntbl, Xx10°/n 4,7+1,5 4,42+0,03 5,01+0,01
ManoykosgepHble HerTpodubl, % 2,1+0,7 2,08+0,15 2,64+0,16
CermeHTosepHble HeNTpodubl, % 65,313,2 59,71+4,29 60,1+1,88
do3nHoPUAbI, % 2,1+0,2 1,06+0,06 1,04+0,04
JinmounTbl, % 26,4+1,1 20,8+2,6* 25,1+1,5
MoHouunTbl, % 5,06%0,3 3,840,2 2,81+0,2
CO3, mm/yac 4,22+0,6 7,611,1 6,2+1,1

Mpumeuanme: ' — goctoBepHoe oTanume (P<0,05) MO CpaBHEHMIO C KOHTPOIbHBIMM 3HAaYEHUAMMU.
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Ta6nuua 3. Mokasatenn nnasmeHHO-KoaryasaLumoHHOro remocrtasa y 6osbHbIx remodunvei A u B, Mtm
Fpynnbl cpaBHEHUA
Mokasartens, (Hopma) | 1. Femodpunua A, | 2. Temodpunua B, | 3. Fpynna KoH- p*? p*3 p>3
n=98 n=20 Tponsa, n=40
TpomboumTbl, 10°/n 155,3+15,8 154,4+1,6 233,5£10,3 >0,05 <0,001 | <0,001
ANTB (27-36 cek) 61,9510,43 54,42+0,51 34,42+0,5 <0,05 <0,001 | <0,001
FAT (MK) (15-17 cek) 16,9+0,9 17,1+0,5 16,5+0,18 >0,05 >0,05 >0,05
I'AT (CK) (32-34 cek) 33,4+0,2 32,1+0,7 33,740,22 >0,05 >0,05 >0,05
dunbpuHoreH (2-4 r/n) 4,1+0,4 4,13+0,22 2,66+0,1 >0,05 >0,05 >0,05
®A (120-240 muH) 170+12,1 217,545,02 178+13,2 >0,05 >0,05 >0,05
dakTop VIII (50-200%) 1,6%0,9 71,1+5,5 94,8+3,9 <0,001 | <0,001 >0,05
dakTop IX (50-200%) 62,1+1,4 2,8+1,77 79,68,7 <0,001 >0,05 <0,001
Moka3aTtenu CKpMHVIHI'OBOﬁ Koarysaorpammbl ABYX rpynn He OT/IMYa/IoCb OT KOHTPO/A (COOTBeT-

60/bHbIX remodunnet A u B ceuaetenbcTsoBanm
O BbIPaXeHHOM FMNOKoAryAaLUnN No BHYTPEHHEMY
nyTv 3a cyet geduunTa npokoarynsHTos (paktopa
VIII n IX) | da3bl cBepTbIBAaHMA KPOBU.

Bpems cBepTbiBaHUA KanWANAPHOM KpoBKM 6blio
HapyLeHo (yBennyeHo 6osee 8 MUH) NpPaKTUYECKK
y 100% obcnenyembix HamMu 60bHbIX Fremodunmeit
A 1 B (Npy HOpMa/bHbIX €ro NoKasaTenax 2-6 MuH).

AMNTB y naumeHToB 1-M 1 2-i rpynn 6bian B
npeaenax ot 70 go 150 cek. u 6onee (npu Hopme
34,4210,5 cek.) (p*3<0,001, p*3<0,001). Takum 06-
pa3som, Bpems CBepTbIBAHUA KPOBU MO [aHHbLIM
ANTB y 60onbHbIX remodunnen A n B npesbiwano
Hopmy 6onee yem B 2-5 pas.

B npeaenax gMarHOCTUYECKMX HOPM Oblia KOH-
ueHTpauma ¢mnbpuHoreHa y 60/bHbIX remodpunanen
A v B. CpeHecTaTUCTMYECKME 3HAYEHUA 3TOrO No-
KasaTensa yKNaablBaancb B AMANa30H HOPMAJbHbIX
3HAYEHWI, U UISMEHEHUA B CPAaBHMBAEMbIX Fpynnax
6b11 He gocToBepHbiMUK (p?3, pt3, pt2>0,05).

Kak nokasbiBaeT aHanms yposBHel FVIII n FIX y
60nbHbIX remoduanen A nu B goctoBepHo 6bi CHU-
YKEH OTHOCUTENbHO KOHTPOJIbHbIX rpynn (cooTBeT-
cTBeHHo p'?<0,001 1 p*3<0,001) n coctasmn 1,60,9
n2,8+1,77 % COOTBETCTBEHHO.

CpeaHee 3HauyeHMe PUOBPUHONUTUYECKON aKTUB-
HOCTW, KaK U TPOMBUHOBOIrO BpeMeHU y HO/IbHbIX

cTBeHHOo p'?>0,05, p'*>0,05). Takum obpasom no
M3MEHEHHbIM MOKa3aTesiAM, XapaKTepu3yLWmnm
0bLe-KoarynsaumMoHHbIM noTeHumnan Kposm — BCK u
ATTB MOHO 3anoa03puTb remoduanio A n B.

Cneagyowmm sTanom ucciesoBaHus 6biao nsy-
yeHne BUOXMMMYECKOro COCTaBa KPOBM Yy NauuneH-
TOB C remodununern Ons BbIABNEHUA U3MEHEHHbIX
noKasaTtesniei, KOTopble MOTYT CAYXUTb YTOUYHEHU-
eM ONA YCTaHOBJIEHUA TAXKECTU npouecca. [JaHHble
BMOXMMMYECKOrO UCCAea0BaHNA NPUBEAEHbI B Ta-
6numue 4.

Mony4yeHHble pe3ynbTaTbl CAYyXKAT A0Ka3aTesib-
CTBOM TOFO, YTO BC/NeACTBME U3NUTUA KPOBU B TKa-
HU YCUMBAETCA FeMONM3 3PUTPOLMUTOB, YTO MNpPU-
BOAMT K NOABEMY YPOBHS Henpsamoro buanpybumHa
(24,2£2,2 mmonb/n). MprU3HaKamMn MaCCUBHbIX KPO-
BOWM3NIMAHMIN B TKAHU CIYXKUT TaKKe NOABEM YPOBHA
B KPOBM aKTMBHOCTWU UMUTOMNNa3maTnyeckoro ¢ep-
MeHTa acnaptataMmuHoTpaHcdepasbl — 54,1£3,9 u
18+4,1 U/L cOOTBETCTBEHHO W aflaHUHAMUHOTPAHC-
depasbl — 55,3%5,2 1 27,3+4,4 U/L coOoTBETCTBEHHO
B CPaBHEHWUM C rpynnon KoHTpona — p<0,001.

BblAB/MIEHHbIM AedUUUT CbIBOPOTOYHOTO XKene-
3a (6,411,1 MKMOAb/N) MOXKET NPUBECTM K pas-
BUTUIO FTEMUYECKON M TKAHEBOWM TMMOKCUM, YTO B
CBOIO oyepelb 3amMennsieT BOCCTAaHOBJIEHME KJie-
TOYHOTO COCTaBa KPOBM Mocae remopparunii. Takoe

Tabauua 4. Buoxummyeckme nokasatenu y obcaesyembix nauneHTos, Mtm

Fremodpunus, Fpynna KOHTpoOAA,
MNokasatenb (Hopma) n=118 h=40 p
O6wuin 6enok (66-87 r/n) 658,01 75+6,4 <0,05
BunnpybuH npamoii (40 4,3 mkmonb/n) 1,1+0,03 0,1+0,01 >0,05
BunnpybuH Henpamoi (ao 17,1 mkmosnb/n) 24,2+2,2 15,7+1,01 <0,05
ANT (0-42 U/L) 55,345,2 27,3+4,4 <0,001
ACT(0-37 U/L) 54,1+3,9 18+4,1 <0,001
Obuiee »kene3o(6,6-28,3 MKMosb/N) 6,4%1,1 21,3%3,8 <0,05
XonectepuH (3-5 mmonb/n) 3,3%0,2 4,2+1,1 <0,001
K®K 20-200 ME/n 326,6+11,5 130,549,3 <0,001
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|
Tabauua 5. KoHUEeHTpauma MUKPO3/IEMEHTOB B MN/1a3me KpoBu, MMob/a, M £ m
MukpoanemeHT
Fpynna Mg?* Ca* Fe* K*
N=0,8-1,0 N=2.02 - 2.60 N=14,3-22,5 N=3,5-5,5
fremoopunma, n =118 0,61+0,02 1,6+0,1 12,3+2,2 3,5+1,1
Ipynna cpaBHeHuA, n = 40 0,89+0,18 2,36+0,24 21,9+4,7 5,5+1,01
p < 0,05 < 0,05 < 0,05 < 0,05

Mpumeuanue: goctoBepHoe oTanyme (P<0,05) No cpaBHEHMIO C KOHTPO/IbHBIMM 3HAYEHUAMM.

CHU)KEHME 3aMacoB Kesies3a B OpraHM3Me MOMKHO
06BACHUTb TEM, YTO Yy MaLMEHTOB C remoduanei
oT 2-x Ao 12-tM pa3 B rog MoryT Habniogartbea
KPOBOMU3/INSAHMNSA KaK B MbllLEYHbIE TKAHU, TaK U Cy-
CTaBbl, BC/IECTBUE YErO, Y 3TUX NaLLMEHTOB Npouc-
XOAMT MOBbILWEHHbIN Pacxo/ 3anacoB CbIBOPOTOY-
HOro Xenesa.

Y 60/1bHbIX remoduameit bblna oTMeYeHa CKIOoH-
HOCTb K CHUXEHUIO codepskaHuAa XoJsiectepuHa
(3,3%0,2 mmonb/n). WU3BECTHO, 4YTO XO/JECTepuH
obecrneynBaeT YyCTOMUYMBOCTb K/IETOYHbIX MeMbBpaH,
B CBA3M C YEM MOMKHO MPEANO/IOKMUTb, YTO €ro CHU-
YKeHMe yMmeHblUaeT penapaTMBHbI/ NOTeHUMan TKa-
HeWn, cnocobcTByeT HapyLweHMo GYHKUNIA BHYTPEH-
HUX OPraHOB M MbILUL, B TOM YMCAeE.

CpegHee cofeprkaHMe MUKPO3/JEMEHTOB Yy Ma-
LLMEHTOB OCHOBHOM W KOHTPO/bHOW rpynmn npuse-
AeHo B Tabanue 5.

AHanM3 NoJIyYeHHbIX OaHHbIX MOKasan, yto vy
naumeHToB 1-ii rpynnbl Men mecto gucbanaHc B

MWKPO3/IEMEHTHOM CTATyCe, KOTOPbIN XapaKTepu-
30Ba/IC AOCTOBEPHLIMU M3MEHEHUAMMU UCCaeaye-
MbIX MUKpO3emeHToB (p<0,05). B rpynne 60abHbIX
c remodunnen otmeueH aedpuumt Mg? —s 1,6 pasa,
Ca%* — B 1,5 pasa. YTo KacaeTca MUKPO3IEMEHTOB
Kefesa M Kanusa, OHU TaKKe OblIM CHUXKEHbI B OC-
HOBHOW rpynmne, HO He3HauYnTeIbHO, NPAMOI CBA3MU
mexay remoduaneint u X CHUXKEHMemM obHapyKnTb
He yaanocb. B rpynne cpaBHeHuA onpepenanacb
NNWb TEHAEHUMA K CHUXKEHUIO KajbLmMA B COYeTa-
HUU CO CHUMKEHMEM YPOBHA Xefesa, coaeprkaHue
MarHuMa M Kanaus oCTaBasocb B HOpme. BbipaykeH-
Hbl AedULUT MarHMa M OOCTOBEPHOE CHUMKEeHUe
Kanbuma B 1-i1 rpynne MOXKHO 06BACHUTL He TOJb-
KO HWM3KMM noTpebseHnem MUKPOINEMEHTOB C
NPOAYKTaMM MUTAHWUA, HO U UX 3aBUCUMMOCTBIO OT
YPOBHA »Kesie3a U Kanusa B opraHmMamMe. TaKKe MOXK-
HO MpeAnonaraTtb, YTO y NaLMEHTOB ¢ remoduamen
B MOMEHT MMEIOLLMXCA MbILLUEYHbIX OC/IOXHEHWUN
MAeT HapyweHue MPOHULAEMOCTM MeMBpaH Mbl-

Ta6amua 6. BUOXMMMUYECKMIN CTATYC NaLMEHTOB B Pa3pese UMEIOLLMXCA OCNONKHEHNH, Mtm

OcnoxxHeHue remodpunum, n=118
Mokasatenb 1. Octpoe | 2.[Mopocr- 3. Myona- 4. Kon-_n'ponb, pt pt2 pt3 p34
(Hopma) TeueHue, poe Teue- n=40
T™un, n=39
n=29 Hue, n=50

ObwpniBenok | gq 506 | 768414 | 73,142,0 75+6,4 | >0,05 | >0,05 | 0,05 | >0,05
(66-87 r/n)

Bunnpy6uH

obu. (go 19 18,2+1,0 25,943,9 19,6%2,7 12,5£3,3 <0,05 <0,05 >0,05 < 0,05
MKMOAb/N)

ANT (0-42 U/L) 61,7+7,3 46,7+ 7,1 20,946,6 27,3%4,4 <0,001 | <0,001 | <0,001 | <0,001
ACT (0-37U/L) 55,545,5 47,0743,5 25,5¢1,8 18+4,1 <0,001 [ <0,001 | <0,001 | <0,001
Mouesura (L,7- | g3, 5 5,6+0,3 9,82,2 4,4+1,6 | <0,05 | <0,05 | 0,05 | <0,05
8,3 mmosb/n)

Kpeatuhh (53- | o) o) 6 | 1237420 | 100,842,4 | 942844 | 0,05 | <0,05 | 50,05 | 0,05
123 mmonb/n)

Obuiee xeneso

(6,6-28,3 6,1+£1,9 6,3+1,2 7,2+1,8 20,3+12,9 |<0,001| <0,05 <0,05 <0,001
MKMOAb/N)
Xonecrepuh (3-5 | 5 /1011 | 332008 | 3,060 44+1,1 | <0,05 | >0,05 | 0,05 | <0,05
MMOAb/N)

K¢P'§/|(EZ/OH-)200 320 £18,70 | 280£12,5 363,31£18,1 130,5+9,3 |<0,001 | <0,001 | <0,001 | <0,001
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LLIEYHbIX KNETOK AR 3TUX MUKPO3IEMEHTOB BCaea-
CTBME Yero, Mbl Habo4aEM BbipaXKeHHbIW UX Anc-
6anaHc.

[ns Toro utobbl ONPEAENNTb, B KaKOW MPOMEXKY-
TOK BPEMEHW B paspes3e MMEKLLNXCA OC/IOKHEHUN
MMEIOTCH U3MEHEHMA CO CTOPOHbI BMOXMMMYECKOTO
COCTaBa KPOBW Mbl NPOBENM C/eaytolne ncciemo-
BaHMSA, NpeacTaB/eHHble B Tabauue 6.

CornacHo gaHHbIM, NpeacTaB/ieHHbIM B Tabmue
6, B rpynne obcnenoBaHHbIX 60/bHbIX B pa3pese oc-
JNIO}KHEHUN KOHUEHTpauusa obuero 6enka He bbina
KPUTUYHO M3MEHEHA W Haxogunacb B npeaenax
HOPMbI Ha4yMHasA C NepPBOro AHA Pas3BUTUA remarto-
Mbl U [10 ee pa3pelleHus, 3To 06bACHAETCA TEM, YTO
noTepu KPoBU NPU remaTomax He ABASAKOTCA 3HaUYU-
TeNbHbIMW AN OpPraHM3ma M AO0CTaTOYHO 6bICTPO
NPOUCXOAUT BOCCTaHOBAEHWE 6e/IKoBbIX 3anacos.
YpoBHUM obuiero bunanpybuHa, KpeatMHMHaA U MO-
YeBMHbI OCTaBa/IUCb TaKKe B Npeaenax pusnonorun-
YECKUX BENINYMH, HO K 8—10-My AHIO MOXHO b6bl0
OTMETUTb UX MOBbILLIEHNE OTHOCUTESIbHO NEPBbIX CY-
TOK OT Hayana 3abonesaHus. CogeprkaHne MoYeBU-
Hbl, KAK KOHEYHOro npoayKTa 6enKkoBoro obmeHa,
6b1/10 BbllWwe Yy 60/1bHbIX remoduaneit ¢ CUHAPOMOM
HEKPOTUYECKMX W3MEHEeHWI B remaTomax —

9,8+2,2 mmonb/n (p< 0,05), 4To, Ha Haw B3raag,
CBA3aHO C YCUAEHWEM pacnaga remornobuHa u
Apyrux 6enKoB NpyM MacCUBHOM reMoJIN3e 3PUTPO-
LUMTOB B TKaHAX.

YCTaHOBAEHO, YTO Y MaLMEHTOB C reMaToOMamMu B
nepsble 3-e CYTOK OT Hayana KPOBOU3IUAHUA NpU
nocTynaeHuu B otaeneHue LeHtpa remoduanm ot-
Meyasiocb MOBbIWEHNE coaepKaHna pepMeHTOB B
KpoBu. KoHUEeHTpaumm anaHMHaMnHoTpaHchepasbl
(ANT) n acnaptatammHoTpaHcdepasbl (ACT) npeBbl-
WanAmM [Manas’oH COOTBETCTBYHOLUMX KOHTPO/bHbIX

3Ha4YeHu Ha 60,4% 1 10,9% y 1-1 rpynnbl (61,7+7,3
n 55,545,5 U/L), u Ha 53,2% 1 11,1% y naumneHTOB
2-in rpynnbl (46,7£7,1 n 47,073,5 U/L). Bo3amox-
HOM MpUYMHON rMnepdepmMeHTEMMU MOr BbITb re-
MOJ/IN3 3PUTPOLUTOB NPU U3IUTUWN KPOBU B TKAHMU.
Mony4yeHHble pe3ynbTaTbl COOTBETCTBYHOT AAHHbBIM
HAy4YHOWM NNTEepPaTypbl, COFNACHO KOTOPbIM KOHLLEH-
Tpauusa ACT n ANT (BMoXmMUYECKMEe MapKepbl Co-
CTOAHMA LLe/IOCTHOCTU KNETOK MbIWEYHOW TKaHW) B
KpOoBW 60/bHbIX remodunmelr B pasrap OC/AOXKHe-
HUI NpeBblWaeT AMana3oH HOPMasibHbIX 3HAYEHUN
[2].

B xoge Hawero uccnenoBaHma obHapyKeHo no-
BbllUEHME cOoAeprKaHUA KpeaTUHGOCHOKMHA3bI B
CbIBOPOTKE KPOBM y naumeHToB 1 rpynnbl Ha 250%,
y naumeHtoB 3 rpynnbl — Ha 280% OTHOCUTENbHO
KOHTpoNs (Tabn.6).

B cBA3W C Tem, UTO MMONATUYECKME OC/IOXKHEHMA
MMEIOT pas/IyHble NPOABAEHNA N COOTBETCTBEHHO
pa3/iMyHble NOAXOAbl B ANATHOCTUKE U JIeYEHWUIO,
Mbl U3Y4UNIU COCTOAHME GEPMEHTOB B KPOBU HEMO-
CpeacTBEHHO B 3aBUCMMOCTU OT MPOTEKAHWUA Mpo-
Lecca oc/IoXKHeHuA.

MauneHTbl U3 FPYyNMNbl MMONATUIA, T.€. C XPOHMU-
3aumelt npouecca, y KOTopbIX MblleYyHaa remaTto-
Ma He paccocanacb, @ BOSHUKAN OCNOXKHEHMA Mbl-
WEeYHOM TKaHW, KOTOopble NPUBEAU K HapyLleHUto
eé ¢dyHKUMM, pacnpeneneHbl caegylowmm obpa-
30Mm:

— MauMeHTbl ¢ aTpopuein MbilleyHoM TKaHn — 24
4yeNoBeKa;

— NauUMeHTbl C Pa3BUTUEM KOHTPaKTypbl — 12 ye-
NIOBEK;

— NauMeHTbl, y KOTopbIX 0bpasosanacb remodu-
IMYecKan ncesaoonyxosb U/MAN HEKPO3 Mblley-
HOTO y4acTKa — 3 Ye0BEKa;

680

mKPK
m AJIT
mACT
180
120 130
gL 55 46 47 21 25 27 18
MeimesHasA aTpodHs KoHTpakTyphl I'eModHIHIecKas KOHIpONb
IICEeBAOOIYX0Mb

Puc. KoHueHTpaumsa GepmeHTOB KPOBM Yy NALMEHTOB C reModuiveit B paspese MMEIOLLUXCA OCOKHEHUI
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YpoBeHb KpeaTMHPOCPOKMHA3bl B CbIBOPOTKE
KPOBW Yy MaLMEHTOB C MMOMATUAMMU Mbl U3Y4YUAN B
3aBMCMMOCTM OT CTAHOBMIEHUSA npoLlecca. Tak bbino
OTMEYEHO, YTO NPU PA3BUTUM PA3TNYHDBIX OCNOXKHE-
HUI ypoBeHb KOK Bbin oTANUYMTENbHBIM, Y 6ONBbHbBIX
C Mmetowelnca remodUINYECcKor OMyxo/ibio Ypo-
BeHb KOK nosbicmnaca Ha 355,2% no cpaBHEHWUIO C
rpynnon mMmetowmx aTpodPuio MbILLIEYHON TKaHW,
roe KOK 6b1n B Anana3oHe HOPMATUBHbIX 3HAYEHWI
(cm. puc.).

YCTaHOBNEHO, YTO U3 BUOXMMWYECKUX MapKe-
poB Hanbosiee LEHHbIM N5 YCTAaHOBNEHMA TEKYLLE-
ro npowecca ABAAETCA ONpefeseHne aKTUBHOCTU
K@K, a Takke MblweyHble pepmeHTbl — A/IT 1 ACT.
B 3aBMCMMOCTM OT BblpaXEHHOCTM pacnaga Mbl-
LIEYHbIX BOJIOKOH M CKOPOCTM MPOrpeccupoBaHusA
OCNOYKHEHUA noBblWeHue aKTuBHOCTM KOK npwu
MMOMATUAX MOKET ObITb KaKk pe3kum — 680,7+14,2
ME/n (remodunmyeckan onyxosib, HEKPO3 TKaHew),
Tak W, HaobopoT, HesHauutTenbHbiMm — 120,3+11,1
ME/n (KoHTpaKTypa nan atpodua MbllLeYHON TKa-
HU). B HEKOTOpPbIX cy4Yanx akTMBHOCTb KPK nosbli-
LaeTcA He B pe3y/bTaTe MEepPBUYHOrO MoparkeHus
MbILWL, @ BCNeACTBME UX AeHepBaLMK, 3TO MOXKHO
0ODBACHUTb TEM, YTO PACNPOCTPaHEHHas AeHepBa-
LMA MbILIEYHbIX BOJIOKOH COMPOBOXAAETCcA Npo-
caumBaHmem K®K uyepes KAeTOUHYO MembpaHy,
BCNEACTBUE YEro M MOBbILAETCA aKTUBHOCTb 3TOMO
depmeHTa B KPOBM.

BbiBoAbl

1. Y naymeHTOB € remoduanen Npu KPoOBoM3NK-
AHUAX B MbILIEYHYIO TKaHb OTMEYeHa CK/IOHHOCTb
K CHUMKEHMUIO COAEPKAHNA XONeCTeEPUHA U Kenesa,
YBEJINYEHUIO KonnyecTBa buanpybuHa, 4to ABnsaeT-
¢ paKToOpOM pUCKa A1A PA3BUTUA COMYTCTBYHOLLMX
OC/IOXKHEHU.

2. OnpepeneHune aktMBHOCTU KPK cbIBOPOTKU
MOXKET CNYXKUTb A5 YTOYHEHUSA aKTUBHOCTM Nopa-
YKEeHMA N CTagMM PasBUTUA FeMAToOM, a TaKKe Mo-
YKeT ABNATbCA KAOYEBbIM METOL40M MCC/ieA0BaHUA
Npu HEBO3MOXHOCTU OMpefennTb BM3yasbHO Ha-
IMYne MeKMbILLIEeYHOM TremaToMbl, TaK HasblBae-
MbIX KHEBUAUMBIX» remMaToM.

3. AKTMBHOCTb PpepmeHTa KOK yauie ysennyeHa
NpU COCTOAHMAX, NPOTEKAOLWMX C HEKPO3OM Mbl-
LLIEYHbIX BO/TOKOH.

4. OnpeneneHuve guHamunkn KOK moxeT yunTol-
BaTbCA O1A PAcnO3HAaBaHWMA NMOBTOPHbIX KPOBOWU3-
NINSHWIA, KOTOPble, He AaBas YETKUX 0O bEKTUBHbIX
M3MEHEHMUN, MOTYT BbI3blBAaTb MOBTOPHbIMA MOABEM
aKTMBHOCTU KK (ana BbIABNAEHUA UX PEKOMEH-
OYIOT NMOBTOPHbIE perynfpHble UCCAenoBaHuA) U
MOHO MCMNONb30BaTb B KayecTBe AMarHoctuye-
CKOro TecTa.
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GEMOFILIYA BILAN KASALLANGANLAR ORASIDA MUSHAKLAR

0.G. Madasheva, A.D. Maxmudova, I.V. Berger

O‘zbekiston Respublikasi Sog‘ligni saqlash vazirligining Respublika ixtisoslashtirilgan
gematologiya ilmiy-amaliy tibbiyot markazi

Magsad. Gemofiliya kasalliklarida qonning biokimyoviy tarkibini mushaklar gematomalarining faol va
gaytish davrida holatini aniglash.

Materiallar va usullar. Toshkent shahar gemofiliya markazida statsionar davolanishda bo‘lgan 118 ta
gemofiliya bemori tekshirildi. Nazorat guruhini shu kabi yoshdagi deyarli sog‘lom 40 ta erkak tashkil etdi.
Natijalar. To‘gimada katta qon Kketishining belgilari sitoplazmik ferment aspartata'minotransferaza
(54,1+3,9 va 18+4,1, mos ravishda) va alaninaminotransferaza (55,3+5,2 va 27.3+4,4) ning qondagi faolligi
darajasining oshishi hisoblanadi. Mushak tolalari parchalanishi og‘irligiga, asoratlar progressiyasi darajasiga
qarab, miyopatiyalarda KFK faolligini oshishi o‘tkir bo‘lishi mumkin 680,7+14,2 HB/] (gemofilik shish,
to‘qima nekrozi), va, aksincha, ahamiyatsiz 120,3+11,1 HB/1 (kontraktur u yoki bu mushak to‘qimalarining
atrofiyasi) bolishi mumkin. Tekshirilgan gemofiliya bemorlarining barcha guruhlarida zardob temiri
tangqisligi (6,4+1,1 mkmol/l) aniglandi. Xolesterin miqdorini 3,3+0,2 mmol/l ga kamayishi tendensiyasi
kuzatildi. Ogsil almashinuvining yakuni mahsulot sifatida, gematomalaridan ekrotik o‘zgarishlari bo‘lgan
gemofiliya bemorlarida mochevinani miqdori yuqori bo‘ldi - 4 bemorda (9,8+2,2 mmol/l) bizning
fikrimizcha, bu to‘qimalarda qizil qon tanachalari gemolizi natijasida gemoglobin va boshqa ogsillarning
parchalanishini kuchayishi bilan bog‘liq. Qon zardobida mikroelementlarni o‘rganish 1,6 marta Mg**; 2,1
marta CaZ+yetishmovchiligini aniqladi.

Xulosa. Qon ketishida gemofiliyasi bo‘lgan bemorlarda mushak to‘qimasida xolesterin va temirni kamayishi,
bilirubin miqdorini oshishi tendensiyasi kuzatildi. Asoratlarni tashxislash va asoratlarini prognozlash

PATOLOGIYASIDA KLINIK VA BIOXIMIK KO‘RSATKICHLARNI O‘RGANISH

uchun “asosiy” fermentlar KFK va ALT, AST darajalarining faolligini dinamik ravishda o‘rganishdir.

Kalit so‘zlar: gemofiliya, miyopatiya, biokimyoviy holat, gemofilik shish, kreatinfosfokinaza.
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