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Peztome. Yuby maxorada cemodunus ounan xacauiianean b6emopaapod, Mywax myKuMaiapunune, mypau Xui aco-
pamaapu dunan KAcailanuw Hamudxcanapu xexmupunean. I'emouaua mypau Xui KiuHUK CUMNIMOMAKOMNAEKCIAPYU OUnaH
HAMOEH 6Ynadu, Yaap opacudd WMuox myKuManlapoda KOH KemuwuHuHee acopamiapu, Keu nepu@epux Heuponamus pu-
godCIanuwY Gunan myxum ypun mymaou. Knunux xypunuwnapu 6emoprune ymymuti axgonu 0ysuauui oapasxcacu ouian
mascughranaou, 6y Kox UpKOmuuioan Keaud yukaou, 2eMoOUHAMUK OV3UTUMIAP2d, AHeMUs 84 UHMOKCUKayuaza onub Ke-
nadu, Oy KOHHUHZ MYKUMAIaped 6a OYULIUKLapea KyUuIumy 6a pe3opoyuscu Hamuicacuod 103a2a Keiaou.

Kanum cyznap: I'emopunus, 10omMuiox myxuma namonousac, Myuakiap eemamomacu

Abstract. Hemophilla is manifested by a variey of clinical symptom conplexs,an important piace among which are
complikcations of bleeding in soft tissuis ,joint with the devolpment of late neurological disorters. The clinical picture is
characterized by the degree of disturbance in the general condition of the patient, which is caused blood loss, leading to
hemodynamic disorders and the development of anemia intoxication, which is coused by the breakdovn and resorption of
blood poured into the tissue or cavity. This article presents the results on the incisendce of various complications of mus-
cle tissue in patents with hemophilia.
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J{aHHBIX CTaTUCTUKU MO U3YUYECHUIO MBILIECYHOU
MATOJIOTHH CPEU OOJIbHBIX TeMO(WINEH HET, TaK KaK
JI0 HACTOAILIETO BPEMEHHM HE YAENSIOCh BHUMAaHUS
3TOMY BONPOCY W B 3TOH CBSI3U, U3YYEHUE 3TOMU
mpoOJieMBbl  SBISETCS  BEeCbMa  aKTyallbHOW W

KpoBoTeueHus - 7-10%; KpOBOM3IUSHUS B LIEHTPAJIb-
HYIO HEPBHYIO cUcTeMy - 10 5% [16].

Kak mnokas3pIBaeT MNpaKkTHKa, WHTECHCUBHBIE
KpOBOTEUEHHUS, KaK CaMOIIPpOM3BOJBHBIE, TaK U
BCJIE/ICTBHE TPABM, MOTYT MIPOU30UTH B JIIOOOW YacTh

CBOEBPEMEHHOM 3aaueH.

B teuenme xm3HUM, O0NBHON TeModwmInel Be-
OET HacTosmylo OOphOy € paslMYHBIMU OCIIOXKHE-
HUSIMU CBOEro 3a0osieBaHus. [laHHBIE CTaTHCTHKH
BBIJICIISIIOT HanOoJiee YacThle U XapaKTepHBIC OCIOXK-
HeHus remopumuu: 60-70% u3 obuiero yucna kpo-
BOMBIIMSIHUN COCTABIISIIOT T€MapTPO3bl; MEXMBILICY-
HbIe (BHYTPHUMBIIICYHBIE) T€MAaTOMBI, COCTABIISAIONINE
40-50% ot oOmiero 4mcina KpOBOM3JIMAHUIA, TeMary-
pus coctaBisier 14-30%; KemyIOYHO-KHIIICTHBIC

tena. TeM He MeHee, HEKOTOpbIE MecTa OPaKalTCA
yaie, yeMm apyrue. Ilo naHHbIM nuTeparypsl, Haubo-
Jee 4acTeIM siBJsieTcsl coderanue (1o 29%) remap-
TpO3a ¥ KPOBOMBIUIHUHN B MATKHE TKaHU [7, 8].

Takum 00pa3oM, HOBTOPSIIOLIMECS] COUCTAHHBIC
OCJIO’KHEHHMS, KOTOPBIE HE JIeyaTcs WU JIEYeHHEe Mpo-
BOJMTCS B HEMOJHONH Mepe, MOT'YT NPUBECTH K paH-
HEel WHBAIWJIHOCTH, U MOTYT TPUBECTH K THIOTPO-
¢$un/aTpodun/KOHTPAKTYpe MBIIICYHBIX TKaHEH, KO-
TOpbIE B CBOIO OYepeb U CTAHOBATCS OJHON M3 MpPH-
YUH NOBTOPHBIX KpoBoTeueHUH [15].
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OnHako HE TOJILKO YacTOTa BO3HUKHOBEHUS
JTAHHOH JIOKATN3allii KPOBOTOYHBOCTH MPH TeMO(U-
JuM o0palaer BHUMaHUE KIMHUIUCTOB. KpoBowus-
JUSTHAS B MBIIIIBI U MATKHE TKaHH 0CO0O OTACHBI,
€CJIM TIPOUCXOJAT B 3aKPBHITHIE MPOCTPAHCTBA. ITO
HECET yrpo3y MaTOJOTHYECKUX TEePEIOMOB JUTMHHBIX
TpyO4YaThIX KOCTEH M3-3a aTpOUYECKUX U KHUCTO3-
HBIX W3MEHEHH, KOTOPbhIE TaK)KE COMPOBOXKIAIOTCS
OOLIMPHBIMU PACCIAMBAIOIIUMHU MBIIICYHBIMUA T'eMa-
TOMaMH.

BrImienepeunciieHHple  OCOOEHHOCTH  OTIpeJie-
JSIOT Pa3HOOOpazne KIMHUYECKON KapTHUHBI KPOBO-
W3NUSTHAN B MATKUE TKaHu. O4eHb 9acTo 00pa3yroTcs
nceBgooryxonn. OHH MOTYT TPEACTABISITH CO0O0it
MPOPOCIINE COSAMHHUTEIBHON TKaHBIO O00pa30BaHUS
WM HATOJHEHHBIC KPOBBIO KUCTHI [6]. BerpedaroTes
B 1-2% cnyuaeB. IlycKOBbIM MEXaHU3MOM pa3BUTHUS
TICEBJIOOITYXOJIM SBJISICTCS T'eMaToMma, KOTopas Mpu
OTCYTCTBUM WIIM HEIOCTAaTOYHOW TE€MOCTaTHYECKON
TEepanuu MOXET TPaHC(HOPMHUPOBATHCS B TICEBIOOITY-
x0Ib. [IceBmoomyxomm MOCTENeHHO YBEITMYUBAIOTCS
B pa3Mepax, BBI3bIBAS Pa3pyIICHUE MPIIICKAITINX Op-
TaHOB W TKaHEH, CHaBIWBas COCYIUCTO-HEPBHEIE
mydkd. YacTo MCeBIOOMyXOau MyTalT CO 3JI0Kaye-
CTBEHHBIMH HOBOOOPa30BaHMAMH, YTO MPHBOIUT K
ommnOKaM B MeToAax 00CIeqOBaHUs, AUATHOCTUKU U
JiedeHUs1 OOJILHBIX ¢ TeMOGUINEH U MCEBA0OIMYX0JIs-
mu [9].

BakHBIM MOMEHTOM OBLIO OIICHHTH BIIMSHUC
pocra akTUBHOCTH KpeatuHpochokunazel KOK Ha
pa3BUTHE OCIIOKHEHUI B BHJIE HEKpo3a TKaHu. [Ipak-
TUYECKasl LICHHOCTh MOHUTOpUHTa akTuBHOCTH KOK
B JJAHHOM IIpOIlecce 3aKJII04aeTcs B TOM, YTO, HC-
MOJIB3YSl AMHAMUKY ITaHHOTO (DepMeHTa MOXKHO TIO-
no0path 3PPEKTUBHOE COMPOBOJAUTEILHOE JICUCHHE
(TOMHMO HCTIOIB30BaHUS MpernaparoB (akTopa cBep-
THIBAaHUS KPOBU) HE BBI3BIBAIOIICE HETATHBHBIX MPO-
[IECCOB B MBIIIIEYHON TKaHHU.

Kak BHIHO W3 TpeACTaBIEHHOTO pHCyHKa 1,
nuHamuka KOK, y Bcex mainueHTOB HAa MOMEHT Mep-
BUYHOTO 00CIJIe/IoBaHUs ObLIa BBIIIC BEPXHEH TpaHH-
16 HOpMaTUBHEIX 3HadYeHm (200 ME/m) B 1,5 paza u
cocraBuia 340,7+22,6 ME/n y nanueHToB ¢ reMaTo-
MaMH Ha KoHeuHocTsx, 320,5+21,9 ME/n - y narm-
€HTOB MMEIONIUX IeMaTOMBbl Ha MepeaHell OpromHon
crenke, 300,6+25,5 ME/n y nmanueHToB ¢ reMaroma-
MU Ha CIIMHE U ATOJWYHON 00JacTH, Y MAIMEHTOB C
reMaToMaMHM Ha JIMIe, rojoBe u Iee 2987 +£16,5
ME/n.

W3 BhIICTIPUBEICHHBIX JAHHBIX Ba)XHO OTMeE-
TUTh, YTO y TAIIMEHTOB C reMaroMaM# Ha KOHEYHO-
CTSX HaOJIOMaNCs caMblii BhICOKUH ypoBeHb KDK,
YTO MOYXHO OOBSICHHUTH TEM, YTO ABHUTaTeNbHas Ha-
rpy3Ka Ha 3TH TPYIIBI MBI OOJbIIE, YeM Ha MBIIII-
bl CIIMHBI U TiepenHel OpromHo#l crenku. [lo sToi
)K€ MIPUYUHE, TI0 HAIIEMY MHEHUIO, Pa3BUTHUE MHUOTIA-
THHA B BUAC aTpoduu, KOHTPAKTYp W pabdaoMHuoIN3a
Pa3BWIOCH TOJIBKO Y TAIMEHTOB MMEIOIIUX IeMaTo-

MbI MBIIICYHON TKaHU Ha BEPXHUX WM HIKHUX KO-
HEYHOCTSIX.

Uepes 7 nHER OT Hadalla pa3BUTHS [€MAaTOMBI
oTMeYaJioch cHmkeHHe akTuBHOcTH K®DK, m x 10
JHIO JIOCTHUTajo, B CPEeJHEM, BEpXHEW I'paHUIlbl JHa-
[a30Ha HOPMATHUBHBIX MOKa3areneil. Cienyer oTMe-
TUTh, YTO 00JICE MHTCHCUBHOE CHUYKCHHUE aKTUBHOCTHU
K®K npoucxoamio y maiueHTOB ¢ TeMaToMaMy Ha
nepeHel OpIOIIHOM CTeHKe W rojoBe. Tak, y maiu-
€HTOB C TéMAaTOMaMU Ha clrHe U KoHeyHocTsX KOK
Kk 10 muro cocraBuno 275,5+19,7 ME/a u 224,2+16,8
ME/n coorBerctBenHo. Ha 14 nedp manueHThl C JI0-
Kallu3alueil reMaToM Ha KHBOTE, CIIUHE U TOJIOBE
VMEJH TTOJIHOE KIIMHUYECKOE BhI3AOPOBIEHHE (OTCYT-
CTBHE BHEIIHWX IMPHU3HAKOB T'€MAaTOM, OTCYTCTBHUE
00JIEBOTO CHHAPOMA, BOCCTaHOBIICHHE (DYHKIHMHU TIO-
BPEXKIIEHHBIX MBIIII) U HOPMAIN3ANUIO0 aKTUBHOCTH
K®K B chiBopoTKe KpOBH. A TalMEHTHl U3 MEPBOU
TPYNIBI C TEMaTOMAaMH BEPXHUX U HIDKHAX KOHEYHO-
creit k 14 muio, B cpenneM umenu 220,2+11,8 ME/n
aktuBHocTH K®K. M3 sTOrO0 Cnieagyet, 4To mauueHTam
C TeMaToMaMH Ha KOHEYHOCTSX TpeOyercs Ooliee
JUTATENBHOE BPEMS JUII MMMOOWIM3AIINN W CBOEBpe-
MEHHOE Hayajuo COMPOBOAUTENBHOTO JICYEHUS.

JuHaMyKa KIMHHUKO-Ta00paTOPHBIX IMOKa3aTe-
nei, u3MepeHHbIx B 3-7-10-14 cyTku pa3BUTHS reMa-
TOM MBIIIICYHON TKaHH, TIO3BOJISIET AaBaTh OOBEKTHB-
HO€ 3aKJIIOYEHHE O COCTOSIHUHU MOBPEXKACHHUS, CKOPO-
CTH W KayecTBE BOCCTAHOBHUTEIHHBIX IMPOIECCOB.
Crnenyer umMeTh B BUAY, 4TO cKOpocTh Beixoga KOK
U3 TIOBPEXIEHHBIX KJIETOK MBIIII] B COCYIUCTOE pyC-
7O SIBIIIETCS WHIWBUIYaIbHOW XapaKTEPUCTUKOH, U
JMHAMHKA KOHIIEHTPAIMU JaHHOTO ()epMEHTa MOKET
OBITh HMHTETPAITBHBIM OTpaxkeHHeM 3(deKTa mopa-
JKEHHOU MBIIIIIIEI.

Yposenb kpeaTHH(GOCHOKHHA3H B CHIBOPOTKE
KPOBH Yy MAaIUCHTOB 3 TPYIIbI Mbl U3yYWIH B 3aBH-
CUMOCTH OT CTaHOBIJIEHHUS TMpoliecca (CM. PUCYHOK
3.10.), Tak B rpynne manueHTOB ¢ reMo(rIndecKoi
onyxoiiblo ypoBeHb KDK moBpIcHics Oojiee 4eM B
5,6 pa3 (mnu Ha 355,2%) mo cpaBHEHMIO C TPyNIoi
MMEIONINX aTpO(HIO MBITIIETHON TKAHH.

B oOcnemyemoii rpymnme mamueHToB, Y KOTO-
pPBIX TIPOIIECC TEYEHHS] TeMaTOMBI HE pa3perIuics
OJIaronpusATHO, T.e. BOCCTAHOBIIEHHE (YHKIMHA I10-
BPEXJIEHHONH MBIIIIBI HE TMPOU30IUIO0, a BOIHHUKIN
OCIIO)KHEHHS, KOTOpbIE TIPUBEIM K HAPYIICHHUIO
(yHKIMNA JaHHOTO MBIMIEYHOTO YYacTKa, MBI Kiac-
CU(PUIIMPOBAIN CIIEAYIOMUM 00pa3oM (TI0 TUIY pas-
BUBIIIUXCS OCTIOKHECHUN):

- MAIUEeHTHI ¢ aTpoduell MBIIMIEYHON TKaHU —
24 yenoBeKa;

- TTAIIEHTHI C Pa3BUTHEM MBIIIEYHOW KOHTPAK-
Typsl — 12 yenogexk;

-TIAIMEHTHI, Y KOTOPBIX o0Opa3oBajack TeMo-
(umyueckas MceBIOONyX0Jb W/WIM HEKPO3 MBILIeY-
HOT'0 y4acTKa — 3 malyeHTa.
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Puc. 1. 3yuenue pepMEHTOB KPOBHU Y MAIIMEHTOB ¢ TeMO(UINEH B pa3pe3e UMEIOIIUXCS OCIOKHEHUIH

B cBs3M ¢ TeMm, UTO 3TH OCJIOXHEHUS HUMEIOT
pa3inyHbIe TPOSBICHUS W COOTBETCTBEHHO Pa3iny-
HBIE MOAXO/bI B IUAarHOCTHKE U JIEUEHUIO MBI U3y4H-
JIM COCTOSIHUE (PEPMEHTOB B KPOBU HETIOCPEIICTBEHHO
B 3aBHCHUMOCTH OT IPOTEKaHMs NpoLEcca OCIOXKHE-
HUSL.

B pucynke 1 «M3ydenue ¢pepMEeHTOB KPOBH y
NalKEeHTOB ¢ TreMouiuell B paspe3e HMEIOIINXCs
OCIIO’)KHEHUI?» TIPEJICTABICHBI IOJYYeHHBIE B XOJE
WCCIICIOBaHUSI TaHHbIE OMOXMMUYECKUX MOKa3aTelen
— kpearuHpochoknHazsl MM (MBIIIEYHBIH KOMITO-
HEHT), aJlaHMHAMHHOTpaHc(epa3bl W acnapraTaMu-
HOTpaHchepassl T.e. PEPMEHTOB KOTOPHIE UMEITH KO-
ne0aHusl B Pa3iUYHBIX CTETEHSAX B 3aBUCHMOCTH OT
BHJIa OCIIO’KHEHUSI.

ITockonbKy KIMHUYECKH OCJIOKHEHHS TpOTe-
KalOT COBEPIIIEHHO 0 Pa3HOMY, MBI COWIH IENIeCO-
00pa3HbIM M3YYHTh ITH (PEPMEHTHI KaK «MapKepb»
pPa3BUTHSI M TEUCHHUS OCJIOXKHEHWH. Tak Hamu OBLIO
BBISBJIEHO, YTO B TPYMIIE MAI[MEHTOB UMEIOIINX MBI-
nreunbie arpodun pepment KOK ocrasancs B mnpe-
Jenax  KOHTPOJBHBIX 3HA4YeHMH W COCTaBHII
120,3+11,1ME/n, Torna kak B rpyImie KOHTPOJs OH
ob1 paBen 130,1424,1ME/n. T.e. B ciiydae pa3BUTHS
atpopun KOK MM He u3MeHEH U MBI IIpejnoara-
€M, 4TO TpOIecC pa3BUTHUS aTpOUU B JTaHHOM CIY-
yae, SBISETCS OOpaTUMBbIM, TaK KaK MBbIIICYHBIC
KIETKH yke He pacmanatorcs u KOK depment He
BBIXOJUT B Tepuepuveckyro KpoBb. DepMeHTHI
AJIT u ACT y nmanuieHToB JaHHOM TPyMITBl OBLIN He-
3HAYUTEJBHO BBIIIE, YEM B IPYIIIE KOHTPOJIA, HO HE
MIPEBBIIIATH HOPMATHUBHBIX 3HAYEHWH W COCTABHIIN
41+1,2 U/Lu 35+2,1 U/L.

[Ipu pa3BUTUM KOHTPAKTYpPhI MBIILIEYHOW TKa-
HH, IOCKOJIbKY 3TOT IpoLecc SIBIAETCS HeoOparu-
MBIM BCe€ TOKa3zaTenu (epMEHTAaTUBHOW aKTHBHOCTH

ObUIH 3aHIKEHHBIMH, 0JTHaKO akTHBHOCTH KDK Opita
OTMEYEeHa y BEpXHEW TpaHWIBI HOPMAJbHBIX 3HaYe-
uuii 180+£11,8ME/n1, uyTo roBoput o mporecce JeHep-
BallM¥ MBIIIEYHBIX BOJOKOH, M KaK CJeJCTBHE TOJ-
HOM TNpeKpameHnd (YHKLUUH AaHHOTO MBIIICYHOTO
oTJena.

[TarueHTHI, y KOTOPHIX pa3BHIACh TeMOQITH-
yecKasl IICEBJI00ITYyX0JIb UMEINTN caMble BBICOKHE TIOKa-
3arenu 1o ¢epmentam, Tak KOK Obut 3aBpImieH B 3,5
paza OT JMarHOCTUYECKMX HOPM M  COCTaBUII
680,7+14,2ME/n, 9T0 TOBOPUT O MAacCHBHOM IIpO-
JoJpKaromeMes padromuonuse. Takke 3aBBIIICHHbI-
mu Obutn pepmentsl AJIT u ACT y narmeHToB 3Toi
rpymimsl, U cocraBunu 69,2+2,2 U/L u 57,12+3,2 U/L
cootBercTBeHHO. [lockompky AJIT n ACT sBistroTcst
BHYTPHKJIETOUHBIMU ()EpPMEHTAMHU KaTaJIM3UPYIOIIU-
MU TIEpEHOC aMHUHOKHCIIOT Ha - KETOKUCIOTHI U 3a-
KaH4MBaromuecss oOpa3oBaHHEM OKcajalerara, HX
MOBBIIIICHNE B JIAHHOM CJIy4ae MOKHO PacIleHWBATh
KaK aKTHUBHBIM TIpOIlEcC MPOJOJIKAIOIIEr0 pacmana
KJIETOK CKEJIETHOM MYCKYJIaTypBl.

Takum 00pazoM, yCTaHOBJIEHO, YTO W3 OMOXU-
MHUYECKHUX MapKepoB HamOoyiee LEHHBIM JUIs yCTa-
HOBJICHUSI TEKYIIETO IMpPOIecca, SBISAETCS OIpeaese-
nue aktuBHOocTH K®DK, a Tarxke gpepMeHTH MpIiey-
Horo pacnaga — AJIT u ACT. B 3aBucumoct# OT BBI-
PaXKEHHOCTH pPAacHaja MBIIIEYHBIX BOJIOKOHH CKOPO-
CTH TIPOTPECCHUPOBAHUS OCJIOXHEHHUS TIOBBIIICHUE
aktuBHOCTH KOK mpu MuonaTusx MokeT OBITh Kak
peskum — 680,7+14,2 ME/n (remodunudeckas orry-
X0Jb, HEKPO3 TKaHeH), Tak M, Ha00OpOT, HE3HAYU-
tenpHBIM 120,3+£11,IME/n (KOHTpaKkTypa WIH aTpo-
¢us mprueuHoir Tkanu). MHorma aktuBHOocTh KK
MTOBBIIIIAETCS HE B PE3yJbTaTe MEPBUYHOTO IMOpaXKe-
HUS MBI, a BCIEACTBUE UX JCHEPBAIMH, 3TO MOX-
HO OOBSACHHUTH TEM, YTO PacHpOCTpaHEHHAs JeHEpBa-
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IIUSI MBIIIIEYHBIX BOJIOKOH COMPOBOKIAETCS MPOCATH-
BanueM KOK uepes kineTounyo MeMOpaHy, BCIEACT-
BHUE YETO U MOBBIIIAETCS aKTUBHOCTD 3TOTO (hepMeHTa
B KPOBH.
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JAUHAMUKA AKTUBHOCTH
KPEATHH®OC®OKHHA3BI Y ITAITUEHTOB C
TEMO®HTHEH A H B BO BPEMA OCTPOIO H

IIOJOCTPOIO TEYEHUA TPOLIECCA

Maoawesa A.T.

Peztome. Cpedu mno2o00pasus KIUHUYECKUX NPO-
ABNEHUN U OCNONHCHEHUU 2eMODUAUU 3AHUMAIOM KPOBOU3-
auAnus 6 msekue mranu. CKOnieHue Kposu 6 NOJOCHsIX U
MASKUX MKAHAX Modcem Oblmb NPUYUHOU GIMOPUUHO20
HeKpo3a uiu coagieHus Hepad. 3adpiouunHble 2emMamombl
Mocym coasnugams 6eOpeHHblll Heps, a DOobuile CKONe-
HUsL CLabOKOA2YIUPOBAHHOU KPOBU 6 MSSKUX MKAHSIX MO-
2ym unoeda cumyauposams onyxonv. Kpome moeo, 6onv-
wie 2eMamombl CONPOBOANCOAIOMCS KOMApeccuell OKpy-
orcarowux mranel. Iemamomvl, oxaszvleas Oaeienue Ha
HepeHble CMBOIbL ULU MbIULYbL, NPUBOOSIN K NOPANCEHUNO
nepugepuueckoil HePEHOU CUCmeMbl U KAK Cledcmeue, K
pazeumuio ampoguii u Kowmpaxmyp KoneurHocmeii. Ile-
pughepuieckue Heliponamuu y 601bHbIX - 0OHO U3 NOZOHUX
OCNOACHEHUI 2eMOPUIUL, KOMOPOE AGNAEMCI AKMYANbHOU
npoobeMol u Onpedensiom HeodX0OUMOCHb NPOBEeOeHUs
ee nPOPUIAKMUKY U IeYeHUSL.

Kniwouesvie cnosa: ['emounus, namonocuu Mmoi-
WeYHOT MKAHU, KDOBOUZIUSIHUL, 2EMATNOMBL.
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