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Oco0ennocTy 00J1€BOr0 CHHIPOMA Y NAMEHTOB C reMo(uIei
O.K. AEBHEHKO, E.-M. WIYAYTKO, B.IO. 30OPEHKO, I''M. TAACTAH
ODIBY «'emaToAorMyecknin Hay4yHblin LeHTp» Munsapasa Poccun, Mocksa, Poccus

Pesiome

LleAb nccaeaosanms. Vsyuenne xapaktepa 60AM Npu reMoMANYECKOR apTponaThm, CNOCOOOB ee NPEOAOAEHMNS, UCMOAb3YEMbIX
naumMeHTammn ¢ reMouanei.

Matepuanbl n meToasbl. [TpoBeaeHO NPOCNEKTUBHOE, MHOTOLEHTPOBOE, OAHOMOMEHTHOE MCCACAOBAHME, B XOAE KOTOPOro Onpo-
weHbl 136 NauMeHToB, CTpasalowmnx remouanein A an B. AHKeTupoBaHue BKAIOYAAO 32 NMyHKTa, B TOM YMCAE BOMPOCHI MO MEAM-
KaMEHTO3HOMY U HEMEAUKAMEHTO3HOMY AedeHUI0 6OAM, MO OLIEHKe TSKECTH 6OAU 1 ee BAMSIHUIO Ha NMOBCEAHEBHYIO XM3Hb (BPI),
a Tak>ke o BbISIBAGHMIO HEBPOMATUYECKOro KoMrnoHeHTa 60am (PainDetect).

Pesyabtatbl. OCTpyio 60Ab, CBSI3aHHYIO C KPOBOM3AUSIHUSIMU B KPYMHbIE CYCTaBbl, UCMbITBIBAIOT 75% (1=83) 6OAbHBIX remodu-
Aven; 39% (n=44) cTpasaloT OT XpOHM4eckon 60AM, KoTopasi AAMTCSt 6oaee MOAYroaa, 33% 6GOAbHBIX reMOpUAMEN OLIEHWUAM
CpeaHiolo 60Ab, KOTOPYIO OHM UCTIBITHIBAAM 3a MOCAEAHME 24 4, Kak TsukeAylo (6oree 5—8 13 10 6aanoB). Mpu 3ToM TOAbKO 32%
OMPOLWEHHbIX YKa3aAK, YTO OLLYLIAAM MTPOMEXYTKM BpemeHmn 6e3 60An 3a NocAeAHne CyTKK; 75% DOAbHBIX remoraneit oTMevaloT
OrpaHnyeHne NOBCEAHEBHOM aKTUBHOCTH; 74% OOAbHbBIX reMOMUANER COODLIMAM, YTO YACTUHHO MAM MOAHOCTbIO TepaioT pabo-
TOCNOCOOHOCTb, KOrAA BO3HMKAET DOAb; 77% ONPOWEHHbIX YKa3aAu, 4TO, UCMbITbiBass 60Ab, OTMEHaloT BOAbLIME TPYAHOCTM MpK
x0ab6e y 55% BOAbHBIX reMOodrAnen HAbAIOAQIOTCA HapyLWeHMS CHa 13-3a 60AN. [1pr BO3HMKHOBEHKM OCTPOI 60AM TOABKO 81%
(n=91) pecnoHaeHTOB BBOASIT NpenapaT caktopa VIII nan 1X, 37% onpolleHHbIX MPUMEHSIIOT HAPKOTUYECKME aHaAbreTUkK, 51%
— PasAMYHbIE HECTEPOMAHbIE MPOTUBOBOCMAAMTEAbHBIE MpenapaThl, 13% — napauetamoA. HekoTopble nauneHTbl yka3aAn, 4To
AAsE 0bAerdenHns 60AM yNoTPeOASIIOT aAKOTOAb M HapKOTHYeCKKe 3anpelueHHble npenapatbl. ObpallaeT BHUMaHKe OYeHb YacTbli
npuem 0be3boAMBaloWMX CpeAn BOAbHbIX remodrAaneit: 60% ONPOLWEHHbBIX MCMOAb3YIOT aHAABIETUKM KaXAbIA Mecsill, M3 HUX 49%
KaxAylo HeaeAlo, 11% Kaxablii AeHb. BOAbWKMHCTBO — 74% (n=83) OTMETUAM, UTO AevdeHMem 60AM (HazHaueHWem npernapaTos)
3aHMMaAUCb CAMOCTOSITEABHO; 44% (N=49) 3as1BUAM, HTO HEAOBOAbHBI Pe3yAbTaTamu AedeHnst 60An. Ha Bonpoc: «<Hackoabko 60Ab
CnocobeH «CHSITb» MCMOAb3yeMblit Bami aHaAbreTuk?», Aub 10% (n=12) OTBETUAM, YTO MOAHOCTbIO; 26% (N=31) cOObWMAK, YTO
60Ab HE YMEHbILAETCS AaXe HaMoAOBMHY. [pOBEAEHHOE MCCA@AOBAHME MOKA3aA0, YTO Y NALMEHTOB C reModUAME OYeHb pac-
NPOCTpaHeH HeBPOMATUUECKUI KOMIMOHEHT 60An (31%).

3akaouenne. boAb y NMaUMEHTOB C reModuAMeit SBAIETCS Cepbe3HOM NPOBAEMON, HEeraTMBHO BAMSIOWEN Ha KAYeCTBO >KMU3HM,
B TOM 4McAe paboTocnocobHOCTb. NpodunaakTika n AeueHme HOAM y NaLMEHTOB C reMO(UAME AOAXKHA BKAIOHYATb CAGAYIOLIME
HanpaBAEHMS: OpraHM3aumns 0OPa3oBaTeAbHbIX MEPONPUATHIA M CAYXKO BOAM, arekBaTHOe AedeHue OCTPOi BOAK, BbIIBAEHME U
NpodHAaKTMKA HEBPONATUHECKOTO KOMMOHEHTa B0AM.

KatodeBbie caroBa: reMogmamnsi, 60Ab, aHaAbreTUKM, NOBCeAHeBHast ku3Hb, BPl, Hesponatuyeckast 6oab, PainDetect.

The specific features of pain syndrome in patients with hemophilia
O.K. LEVCHENKO, E.M. SHULUTKO, V.YU. ZORENKO, G.M. GALSTYAN

National Research Center for hematology, Moscow, Russian Federation

Aim. To study the nature of pain in hemophilic arthropathy and its prevention ways used by patients with hemophilia.

Subjects and methods. A prospective, multicenter, cross-sectional study was conducted to interview 136 patients with hemophilia
A or B. The survey included 32 points, including questions about drug and nondrug pain treatment, as well as questionnaires to
assess the severity of pain and its impact on daily life (Brief Pain Inventory) and those to identify a neuropathic pain component
(PainDetect questionnaire).

Results. 83 (75%) patients with hemophilia experienced acute pain associated with bleeding into the large joints; 44 (39%)
patients had chronic pain that had lasted longer than six months; 33% assessed the moderate pain experienced in the past 24
hours as severe (more than 5—8 of the 10 scores). In addition to the above, only 32% of the respondents indicated that they had
painless intervals within the last 24 hours. 75% of the hemophilia patients mentioned to have limited daily activities. 74% reported
their partial or complete disability when pain occurred. 77% of the respondents pointed out that when having pain, they had expe-
rienced great difficulty walking. 55% of the hemophilia patients had sleep disorders because of pain. When acute pain occurred,
only 91 (81%) respondents injected a factor VIl or IX preparation, 37% of the respondents used narcotic analgesics; 51% received
different nonsteroidal anti-inflammatory drugs; 13% took paracetamol. Some patients indicated that they used alcohol and illegal
narcotic drugs to relieve pain. Attention is drawn to the fact that the hemophilia patients very frequently took painkillers: 60% of
the respondents used analgesics every month; of them 49% had them every week, 11% every day. Most patients (n=83 (74%))
stated that they treated pain (prescribed drugs) themselves; 49 (44%) patients held they were dissatisfied with their pain treatment.
When the question as to how the analgesic you used could “remove’ pain was asked, only 12 (10%) patients answered that this
could fully relieve the pain; 31 (26%) patients told that the pain was not reduced even by half. The study has shown that a neuro-
pathic pain component is very common in hemophilia patients (31%).

Conclusion. Pain in patients with hemophilia is a serious problem that negatively affects their quality of life, including their work-
ing capacity. The prevention and treatment of pain in hemophilia patients should involve the following: organization of educa-
tional activities and pain services; adequate treatment of acute pain; detection and prevention of a neuropathic pain component.

Keywords: hemophilia, pain, analgesics, daily life, Brief Pain Inventory, neuropathic pain, PainDetect questionnaire.
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OcobeHHOCTH BOAEBOro CMHAPOMA Y NaLUMEeHTOB C reMopuAnei

KK — kauecTBO XM3HU
HIIBIT — HecTepouaHbIE TPOTHBOBOCIIATIMTEIbHBIC TTPenapaThl

BPI — Brief pain inventory

Y GosbIIMHCTBA OOJBHBIX reModuIneil BCeacTBUE ap-
TPOTIATUIl Ha MPOTSKEHWM BCEU XKM3HU MTEPCUCTUPYET BhIpa-
JKEeHHBII 00sieBoi cuHapoM. Kak mpaBuiio, reMapTpo3bl pas-
BUBAIOTCS Y HUX YK€ B IETCKOM BO3pacTe, TOBTOPHbBIE KPOBO-
TEYEHUS B TOT XK€ CYCTaB CIIOCOOCTBYIOT pa3pylICHHUIO HOP-
MaJIbHBIX TKaHell W pa3BUTHUIO NehOPMUPYIONIUX apTPO30B
[1]. Ha npotsbkeHuu TocaeAHUX ABYX NECITUICTUI TOsIBIe-
HUE PEKOMOMHAHTHBIX KOHIIEHTPATOB 3HAYNTEIHHO MOBBICH-
JI0 6€30ITaCHOCTh M JOCTYITHOCTb Teparvy, YMEHBIIWIO Ya-
CTOTY pa3BUTHUS reMapTpo3oB. CTajo BOZMOXHBIM XUPYPIH-
YyecKoe JieueHre reMoUInIeCKUX apTpoIiaThii, YTo Mo3BOJISI-
eT ynydinTh KayecTBo ku3Hu (K2K) nauuenros [2]. Hecmo-
TpsS Ha 3TO, OCTpasi U XpOHUUYEeCKast 00JIb y TTAIIMEHTOB C TEMO-
dunueii ocraercsd akTyaJlbHON MPOOIEMOIA.

B 2014 r. BBITIOJHEHO UCCeAOBaHUE, LEIbI0 KOTOPOIO
SIBJISIOCh M3YYEHUE PaclpOCTPaHEHHOCTH, MHTEHCUBHOCTH,
JIOKQJIM3alIMH, OKPaCKH OOJIM B CyCTaBax y MallMeHTOB C TEMO-
dunreii, ee BIUSHUS Ha MOBCEIHEBHYIO KU3Hb, BBISIBJICHUE
HEeBPONATMYECKOTO KOMITOHEHTa OOJIM TTPY TeMOMUITNIECKIX
apTpoMaTusX, a TakKKe U3ydeHUue METONOB (MeIUKaMeHTO3-
HBIX 1 HEMETMKAMEHTO3HBIX), UCIIOJIb3YEMbIX JIJISI CHATHS 60~
JIEBOTO CMHIpOMa y O0JIbHBIX TeMOMIIIHEIA.

MaTepMaAbl U METOAbI

Hacrosiiiee uccnenoBanue sIBISIETCSI TPOCTIEKTUBHBIM, MHOTO-
IIEHTPOBBIM, OMTHOMOMEHTHBIM. [IpoToKon uccnemnoBanusi pa3padbo-
taH ['emMaroyornyeckuM HaydYHBIM IIEHTPOM COBMeCTHO ¢ Beepoccuii-
ckuM obmiectBoM remModuauu. C ydeToM U3BECTHBIX OCOOEHHOCTEM
00JIeBOr0 CMHApPOMA y TMAlMEHTOB ¢ reModwineil (Ha OCHOBaAaHUU
MHOTOJIETHETO OIIbITa PabOThI C TAHHOW KaTeropueil OONBHBIX) CO-
CTaBJieH OMIPOCHUK 13 32 MyHKTOB. CTpyKTypa aHKETHI CIIeayolasi:

— BBOJIHASI YacTh, B KOTOPOU MAITMEHTY MOAPOOHO OOBSICHSIETCS
aKTyaJIbHOCTb U3YUeHUsI OOJIN U TAapaHTUPYETCSI aHOHUMHOCTD;

— 0 BOIpOCOB, MOCBSIIIIEHHBIX OOIIIUM CBEICHUSIM O TeUCHUU 00-
JIE3HU, BOBMOXKHBIX BApUAHTAX METUKAMEHTO3HOTO U HEMeTUKaMeH -
TO3HOTO JICUSHUS CyCTaBHOU OOJH;

— obuenpuHsaThie onpocHukr — BPI (Brief pain inventory), rmo-
CBSIIIIEHHBII TSKECTH OOJIM U €€ BIMSHUIO Ha TTOBCEIHEBHYIO XHU3Hb,
u PainDetect, mo3BoJsToINii BBISIBUTH HEBPOIIATMUECKUN KOMITO-
HeHT Oomu. Kpatkuit onpocHuk no 6oiau BPI paspadoran B CILIA
TPYIITIOif TT0 M3y4YeHHIo 601 ¥ peKoMeHnoBaH BO3 mist mpuMeHeHUsI.
OrnpocHUK umeeT 4 HUpPOBBIX OLEHOYHbBIX HIKaJbI (0 — MOJHOE OT-
cytcTBue 60/1u; 10 — HanboJiee BhIpaskeHHast 00JIb) U ITO3BOJISIET OLIe-
HWTB JIBE OUeHb BaXKHbIE CTOPOHBI 0OJIEBOTO CUHIIPOMA: TSKECTh 00N
¥ ee BJIMSIHME Ha MOBCEIHEBHYIO XU3Hb, oleHnTh KK [3]. Ha BPI
olLeHKa 6oy oT 1—4 GauIoB onpenessieTcs Kak ciaadast 60J1b MU He-
3HaunTeabHOe BimssHue Ha KOK, or 5—6 — ymepennas u 7—10 —
cUJTbHAsI 00JTh UM cOOTBeTCTBeHHO BiustHUe Ha K2K. OnmpocHuk co-
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NEPKUT 4 TIyHKTa, KOTOPBIE TTO3BOJISIIOT OLIEHUTh U3MEHYUBOCTD OO
¢ TeYeHUeM BPEeMEHMU: camasi CHJIbHasl O0JIb 3a mpoineaime 24 4, ca-
Mas crabast 60J1b 3a Tipolnenie 24 4, cpeqHUi ypoBeHb 00N, KOTO-
PbIil UCTIBITBIBAET MALIMEHT, U 00JIb, KOTOPYIO UCTBITHIBAET OOJIbHOM
BO BpeMsl aHKeTUpOBaHUsl. 1151 TOro YToObl U3y4UTh, HACKOJIBKO 0OJIb
MEIIAEeT MOBCEIHEBHON XU3HU, B AHKETY BKJIIOUEHbI TAKUE MyHKTHI,
Kak 0011asi akTUBHOCTb, CIIOCOOHOCTh XOIUTh, pab0OTa, HACTPOEHMUE,
YIOBOJILCTBUE OT >KM3HU, OTHOLIEHUS C IPYTUMU JIIOJbMU, COH. W3-
HavaJibHO ornpocHUK BPI paspabortaH 11 OLeHKM OHKOJOTUYECKO
00J11, OIHAKO MOCTENEHHO 3apEKOMEHI0BaJl ce0s1 Kak MHGOPMAaTUB-
HBII OTIPOCHUK, TIOAXOASIINM TSI U3BMepPeHUs JT1000i1 1pyroit 601u, B
YaCTHOCTU OOJIM, BbI3BAaHHOI aprponatusMu. Cpenu MOTOIHUTETb-
HbIX BoripocoB B BPI mauueHnTa npocsit ykasate jokanuzauuio 00au u
AHAJIbI€TUK, KOTOPBII OH UCTIONB3YET /151 O0JIerYeHUs OOJH, a TaKXKe
OLIEHUTD CTETNIEHb YMEHBLIEHUS 00U MOC/e MpUeMa aHAJIbI€TUKOB B
npoueHTax. B HacrosiieM MCClIea0BaHUM HCIMOIb30BAaH MEXIyHa-
ponHblit onpocHUK PainDetect, mpenqHa3Haue€HHbINA Ui BBISIBICHUS
MO3UTUBHBIX M HETaTUBHBIX, a TAKXKE CTIOHTAHHBIX U BBI3BAHHBIX CUM-
MTOMOB HEeBpOIaTUUeCcKoii 60u [4, 5].

COop MaHHBIX MPOBOAMIMN B TeueHUe 6 Mec (C Masi TI0 OKTIOPb
2014 r.) ogHOBpeMeHHO B ['eMaTOJIOrMYecKoM HaydyHOM IlieHTpe M3
P® u B ropoickoM reMaTooruieckoM 1eHTpe [opoackoit KiimHnue-
ckoit 6ompHALEI M. C.I1. BorkiHa.

Pe3yAbTathbl

[TpoBeneHO aHOHMMHOE aHKEeTUpOBaHKe 136 mameHToB
¢ remounueit A unu B, 24 aHKeTbl UCKJTIOYEHBI B CBSI3U C HE-
MOJTHBIM 3aMOJTHEHUEM.

CpenHuii BO3pacT OMPOLIEHHBIX COCTABUII 25 JIeT (Menu-
aHa 29 JileT, MUHUMaJIbHBIA Bo3pacT 20 JieT, MaKCUMaIbHbIi 67
siet). CtpanaroT Tskesoit opmoii reModunnu A 94 (83%) ma-
LIMeHTa, ocTajibHble — remogunueit B. M3 comnyrcrBytommx
3aboseBaHuii 68% GosbHBIX YKa3anu renatut C, 9% — rena-
Tt B. O HATMYMK TTATOJIOTUH XKeJTyTIOYHO-KUIIIEUHOTO TpaKTa
(s13BeHHas 0OJIE3HB XKeJyIKa, TacTpuT) coodiman 10% orpo-
eHHbIX; 11% OTMeTWIM HaJIudue MaToJIOTUM cepiara (uie-
MMUecKas 00JIe3Hb ceplla, TMIIepTOHUYecKast 00Jie3Hb). Y 48
(43%) mauueHTOB ¢ TeMoGUIMeil B aHaMHe3e 1—2 Xupypru-
YeCcKMX BMeIIaTeNIbcTB Ha cyctaBax, y 31 (28%) — Goiee 3.
Octpyio 00Jib, CBSI3aHHYIO C TeMapTpO3aMu, UCIBITHIBAIOT 83
(75%) 6oabHbIX TeModuueit, 44 (39%) crpagaroT OT XpOHU-
YyecKoit 6011 B cycTaBax, KOTopas IJTUTcs 6osee mosyrona. Ha
BOIIPOC: «KaK Bbl ycriokauBaete 60ib?», 91 (81%) orBeru,
YTO BHYTPUBEHHO BBOISAT hakTop cBepThiBanus, 83 (75%)
obecrneynBaoT MOKO O0IbHOI KOHeYHOCTH, 32 (29%) npu-
KnanbiBatot Jef, 18 (16%) ucnonb3yoT KoMmmpeccuio. Ymo-
TPEOJISIIOT aJIKOToJib st obserderust 6omu 10 (9%) narmeH-
TOB, TabakokypeHue 8 (7%), 2% — HapKOTHUYECKHUE 3arpe-
LIEHHBIE MpemnapaThl. Bee ompollieHHbIe UCTONb3YIOT aHalb-
retuyeckue npenaparbl, 57 (51%) MpUHUMAIOT HECTEPOU/I-
HbIe TIpOoTHBOBOCTIAUTeNbHBIe TiperapaThl (HITBIT), B ToM
yucie HecelieKThBHbBIE 41 (37%), celleKTUBHBIE (1IeJIEKOKCHO)
14 (13%), aueruncanuumionyto kuciory 2 (1%). Ha Bropom
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O6uwasn HacTtpoeHue Xopnbba Pa6oTo- B3aumo-
aKTUBHOCTb CNocobHOCTb OTHOLLIEHWNSI
C opyrumun

MM RAMIA

BAusiHue 60AM Ha NOBCEAHEBHYIO XM3Hb Y NALMEHTOB C remoduaneid Mo AaHHbIM onpocHuka BPI.

Craboe BIUsIHIE Ha TIOBCETHEBHYIO XU3Hb 0011 (OTBETHI OT 0 10 4 6AJITIOB) — CBETJIBIE CTOJIOIIBI, YMEPEHHOE U CUITbHOE BiustHUe 60sm Ha KOK

(otBeTHhI OT 5 10 10 6aIJIOB) — TEMHBIE CTOJIOIIHI.

MecTe 10 YacToTe MPUMEHEHUSI CTOSIT KOJEHHCOIepXKallue
npernaparsl, Koropbie nmpuHumaer 31 (28%) 6osbHoit, 10 (9%)
MCTONB3YIOT TpaManon, 14 (13%) — napaneramosn. O6pariaer
BHMMaHMeE 4acThlii IpreM 06e360rBaomx: 60% ornpolieH-
HBIX MCIOJIB3YIOT aHAJTBIETUKM KaxXIblil Mecsll, u3 Hux 11%
KaXIblii 1eHb, 49% kaxmyio Henemo. JleueHneM 6011 (Ha3Ha-
YeHUEM IIPernapaToB) CAMOCTOSTELHO 3aHNMAaIUCh 83 (74%)
GOJIBHBIX, MTperaparhl Ha3HaYaIuCh remarojiorom B 35 (31%),
yY4acTKOBBIM TeparieBToM — B 4 (4%) ciyyasix. Hukto u3
OTPOILIEHHBIX HE YKa3aJl, YTO UX JIEYCHUEM 3aHUMAJIACh CITYX-
0a 60s11. HemoBosibHBI pe3ynbraraMmu JieueHus 6o 49 (44%)
OTIPOIICHHBIX.

AHaJIM3 TOJYYeHHBIX TAaHHBIX TOKAa3ajl, YTO BCE OIMPO-
LIEHHbIE TALIMEHTHI CTPAIAIOT OT APTPOMATUYECKOI 60U pa3-
HOI cTerneHu Tskectu. Haubonee yacras okanuzanus 60au:
65% (y 75 6oJIbHBIX) — KOJIEHHBII cycTaB, 53% (y 61) — rose-
HOCTOIHBIN, 34% (y 39) — nokresoit, 17% (y 10) — Tazobe-
JNIPEHHBIN CyCTaBBbI.

CpenHsis TSKECTh 00JIM Y TTAIMEHTOB ¢ TeModuaueii mo
onpocHuky BPI cocraBuna 3,4 6amna: 27 (24%) ykasajiu, 4to
camad ciabas 607b 3a 24 4 coctaBwia 4 6amuia (o 10-6amib-
Hoii mkane), 16 (14%) — 3 6amna, 13 (11%) — 5 6amos; 26
(23%) mauyeHTOB COOOLIMIM, YTO OO0JIb OblIa CHJILHOM U 10-
crurana 7—=8 GawioB u3 10. Tonbko 36 (32%) ompolIeHHBIX
COOOLIUIIN, YTO OBLIM MPOMEXKYTKU BPEMEHHU 3a TocyieaHue 24
4, Korga 60Jib He 6ecriokomiia; 62 (55%) olieHUIM HaUMEHb-
1yt 6ob 1—4 Gana.

Bosib 3HaUMTEIBHO 3aTPYHHSIET OOIIYI aKTUBHOCTH Y
75% GonbHbIX TeMobmueit (5—10 6amutos); 77% omnpolieH-
HBIX yKa3aJii, 4To 00Jib (5—10 6auioB) CylIeCTBEHHO 3aTpy/I-
HsieT Xoab0y; 74% cOOOIIMIN, YTO IPY BOSHUKHOBEHUU OOJIK
TepsII0T PabOTOCMOCOOHOCTb.

VXyaleHue HaCTPOSHUSI, MOAABIEHHOCTb MPU OIILyIIIe-
HUU 6011 oTMevaloT 69% 60bHBIX TeModuneit, 66% ykasa-
JIK, YTO OGOJIb HETATUBHO BIIMSIET HA B3aUMOOTHOLIECHUS C APY-
TUMU JTIOJIbMU, Y 55% HaOIONAI0TCs HApYILIEHUsT CHA U3-3a
607111 (CM. PUCYHOK).
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Cpeny Ipyrux CHMIITOMOB, COIYTCTBYIOIIMX OOJIM, yCTa-
noctb — 33% (y 38), cnabocrs — 20% (y 23), notmBocts 14% (y
16), ronoBHast 60116 11% (y 13), cHikenue anmetuta 10% (y 11).

Ha Bompoc: «<HaCKOJILKO 00J1b CITIOCOOEH «CHSTh» UCIOJIb-
3yeMblii Bamu ananbretuk?», aumb 12 (10%) orBeTmin, 4to
nojHocThIo, 31 (28%) coobimw, yTo 60JIb HE YMEHBIIACTCS
JaXke HATIOJIOBUHY.

YcraHoBiIeHO, 4TO 'y 25 (23%) maiueHTOB BbICOKA BEpO-
SITHOCTb HEBPOIIATMYECKOro KOMIIOHeHTa Oomm u 9 (8%)
GOJIbHBIX TreMOGWINEl UMEIOT BBIPAXEHHBI HeBpomaThye-
CKUI1 KOMITOHEHT 0OJIN.

ITpu n3yyeHun okpacku 0011 HauboJIee YACTO UCTIONIb3Y-
eMble XapaKTepUCTUKK 00JIM ObLIN Cieaytolre: Howommas 63%
(y 74), usnypstiotias 19% (y 22), peskas 19% (y 22), yromis-
fomras 23% (y 26), crpensiiomast 11% (y 12), mpoHu3bIBaroiast
11% (y 12). Takue xapakTepuCTUKHU OOJIM, KaK pe3Kasi, CTpe-
JISTIOINAsI, TIPOHM3BIBAIOIIASI, MOIYT XapaKTepU30BaThb CIIOH-
TaHHYIO HEBPOIIATUYECKYIO OOJIb.

O06cyxaeHune

Boab y nammenToB ¢ remodumneii. CoraacHO OMPOCHUKY
BPI 33% GosbHbBIX TeMODUIIMEi OLIeHWIN 60JTb, KOTOPYIO OHU
WCTIBITBIBAIIN 32 24 4, KaK BBIpakeHHON MHTEHCUBHOCTH, T.€.
Oosee 5S—8 GaIoB. DTU JaHHBIE COIOCTABUMBI C pe3yJbTaTa-
MU TECTUPOBAHUSI OHKOJOrMYecKux 00yibHbIX [S]. [Tpu sToM
TONBKO 32% ONpOIIEHHBIX YKA3aJM, YTO OLIYIIAIX IIPOME-
KYTKW BpeMeHU 0e3 060Ju 3a nocienHue cytku. Cpeau Hau-
0oJiee YacThIX MpUJIaraTeJbHbIX, KOTOPBIMU GOJIbHBIE TeMO-
dumeii 1oJb30BaIrch, YTOOLI ONMKMCATh CBOIO 0O0JIb, ObLIU
HOIOLIAsSI, U3HYPUTEJIbHAS, pe3Kasi, YTOMJISIOLIAs, CTPEIISIO-
1ast, MpoHM3bIBatoIas. JlaHHass okpacka 601 MOATBEPXKAACT
BEPOSITHOE HaJIMUMe HEBPOIATUYECKOTO KOMITOHEHTa, Ts-
JKeCTh 0OJIM U €e HEeraTUBHOE BJIMSIHKME Ha IICUXO(U3MUECKOe
COCTOSIHHE.

MenukaMeHTO3HbIE W HEMEIUKAMEHTO3HbIE METOMbI, WC-
nosb3yemble 00MbHbIME reModuiuneii 1 jgedenns 6oau. Co-

TEPAMEBTUYECKUIA APXUB 7, 2016



OcobeHHOCTH BOAEBOro CMHAPOMA Y NaLUMEeHTOB C reMopuAnei

Tabaunua 1. CnocoObl AeueHust oCcTpoii 60AM NaumMeHTamm ¢ remocpuameii No AaHHbIM onpocos B Poccun u CLUA [6]

Croco0 JeueHust Poccus (maHHbBIE HACTOSIIIETO UCCIIENOBAHMS), % CILA [6], %
Bgenenue neuuntHOro akropa CBEpThIBAHUS KPOBU 81 84
TToxkoii, oTabIxX 75 81
Jlen 29 78
Kowmmpeccusi, cnaBienue 16 65
Ankoronb 9 13
3amnpelieHHbIe TTperapaThl 2 8
Hapkoruyeckue aHalbreTUKU 37 55
HIIBIT 51 36
[Tapaueramol 13 53

Tabanua 2. KoAnuecTBo 00paleHmnii K CneumMacucTam U CamoCTOSITEABHOTO Ae4eHnsi 00AM CpeAn NauMeHToB C remoduaneit

B Poccun n CLIA [6]

[Tapametp Poccus (maHHbIe HACTOSIILETO MCCenoBaHus ), % CIIA [6], %
I'emaronor 31 59
Tepanest 4 31
Cnyx06a 6011 0 7
CaMOCTOSITeIbHO 74 0

IJIACHO WCCJIEIOBAHMIO OOMM y MALMEHTOB C reModuiInei,
omnyonukoBanHomy B 2012 r. B CIIIA, mpu orpoce 764 6071b-
HBIX YCTAHOBJIEHO, YTO, HECMOTPSI Ha MPOBOAMMBIE C HUMU
obOpa3oBaTebHble MepONPUATHS, JTUIIDb 81—84% malueHTOB
OTBETUJIU, YTO BBOASIT (hDaKTOP CBEPTHIBAHUS MPU BO3HUKHO-
BeHUU OocTpoil 6onmu. HanmoHanbHbIM (OHIOM TeMOQUINN
CILLA pa3paboTaH U BHEIPEH B CUCTEMY rOCyIapCTBEHHOTO
oOpa3oBaHus AJITOPUTM AeHCTBUIA MO OOpLOE ¢ OOJIbIO U KPO-
BOUBJIMSIHUEM B CYCTaBbl AJISI MALIMEHTOB ¢ reModunnei, Ko-
Topoe HasbiBaeTcs «Jlenait msarb» («Do the five») [6]. B anro-
PUTM BXOIUT He3aMeUITUTeIbHOE BBeleHre (haKTopa CBEPThI-
BaHUS M TaK Ha3bIBaeMble KOMITOHeHThl kKoMruiekca RICE:
nokoii (rest), xojon (ice), cnaBiaeHue (compression), BO3BbI-
meHHoe ronoxenue (elevation). B CILA 6onee 90% marmeH-
TOB MCTIONB3YIOT MaHHBIN anroput™. B Poccuu, mo pesynbra-
TaM TPOBENEHHOT0 HaMM aHKETUPOBAHUSI, T OOJIerdeHust
6011 75% TMalMEeHTOB MCITOJIB3YIOT MOKOM, 29% — Xoon u
ToNbKO 16% — cnaBnenue. CpaBHUBAsI pe3yJbTaThl OMPOCOB
00sbHBIX remoduineii B Poccuu u CIIIA [6], HeoOX0a1MO OT-
METUTb, UTO MPU OOIIIEM CXOJCTBE CIIOCOOOB JieueHus B Poc-
cuu Haubosee yacto npuMeHsior HITBII, B CIIIA — napatie-
tamou. YacToTa ucnonb30BaHUsSI HAPKOTUUECKUX aHATbreTH-
koB B Poccuu menpine, yem B CLLIA (tada. 1). BepositHoit
TMPUIUHOMN STUX Pa3TUIN SBIIsSIeTCST O0JIbIIAsT 00paNaeMoCTh
K creumanaucraMm 1o Borpocy JeueHus 6oy B CILA, yem B
Poccuu (Tadu. 2). Yucio 60IbHBIX, HEAOBOJIbHBIX Pe3yJIbTaTa-
mu nedenust, B CLLIA comoctaBuM ¢ TakoBeiM B Poccuu (cooT-
BeTcTBeHHO 39 1 44%). Ha Bompoc: «HacKOJIbKO 0OJIb CIIOCO-
OCH «CHATb» MCMOJb3yeMblii Bamu aHanbretuk?», auiib 12
(10%) otBeTuan, 4TO MOJHOCTHIO, 31 (26%) cOOGIIMI, YTO
00J1b He YMEHBIIIaeTCsl aXe HAToJIOBUHY. [laHHOe siBIeHuMe,
BEPOSITHO, CBSI3aHO C BBICOKOW YaCTOTOM XpOHM3AIUK OOJTH,
HaJIMIMeM HEeBPOIATUYECKOTO KOMIIOHeHTa O0JIM, a TaKXKe C
BBICOKOI 4acTOTOM MOOOYHBIX 3(P(HEKTOB aHATBLIEeTUKOB, YTO
OTPaHMYMBAET X MPUMEHEHUE.

BBuny BeICOKOIT 3a601eBaeMocTy rermatutoM C y 060J1b-
HBIX reModuIMeil U TenaToTOKCUYHOCTH TNapalieramona [7]
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ero NMpUMEHEHHE BO3MOXHO JIMIlb KPaTKOBPEMEHHO, TO.
KOHTposieM (DYHKLIMOHAJIbHBIX ToKa3aTeneir meueHu. Mc-
cJIeOBaHUSIMU, IPOBEIEHHBIMU B [ eMaToIOTHYeCKOM Hayd-
HOoM 1ieHTpe B 2014 T., yCTaHOBJIEHO, YTO IPUMEHEeHUE TTapa-
1IeTaMoJIa B €r0 MaKCUMAaJIbHOI CYTOUHO 103€ Y MallMeHTOB
¢ remoduMeill B MepBbIE CYTKU MOCTIE XMPYPTUUECKUX BME-
LIATEeJIbCTB 3HAUMTENbHO YJIy4yllaeT IOCcIeonepaloHHOe
00e3001MBaHNE U HE COTTPOBOXKIAETCS MMOOOYHBIMU (P deK-
Tamu [8].

HecMoTpst Ha BEICOKMIT pUCK KPOBOTEUEHUIA B 3TOM IPYTI-
e nauueHToB, u B Poccun (51%) u B CILIA (36%) uacto uc-
nosb3ytotcss HIIBII. MupoBas denepaius remoduinu
(Word Hemophilia Federation) pekoMeHIyeT UCIOJb30BaTh
cenexktuBHble HIIBII (MHrMOUTOPBHI LUKIOOKCUTEHA3bI-2)
BMECTO TpaauUMOHHBIX HecenekKTuBHbIX HIIBIT ¢ menbio
CHIDKEHUSI 9aCTOTHI Pa3BUTHUSI TEMOPPATUUYECKUX OCIIOXHE-
Huit u ractponatuii [9, 10]. [To naHHBIM HaACTOSIIETO UCCTe-
nmoBaHus, 13% G0JbHBIX TeMOMWIKNE NCTTONB3YIOT CEJIEKTUB-
Heie HITBIT — kokcu6bl. OmHako, Mo JaHHBIM HEKOTOPBIX
uccienoBanuii [11], y manMeHTOB, He CTpadalolIuX Hapyle-
HUSIMM CBepThIBaHUSI KpoBU, HecenekTuBHble HIIBIT cro-
COOHBI BbI3bIBATh MOBBIIIEHHYIO KPOBOTOUMUBOCTb.

B nuTepatype OTCYTCTBYIOT JaHHBIE O HAJIMYMU HEBPOIIa-
TUYECKOTO KOMITOHEHTa 0011 Y O0JIbHBIX TeMOGbUIHEI.

HespomnaTtuyeckast 6071b — BUI 00JIM, KOTOPBIA B OTJIU-
Yyre OT OOBIYHOM BO3HUKAET HE BCJIEACTBUE peakluu Ha (u-
3UYECKOe TOBPEXIEHUE, a B PE3yJbTaTe MaToJIOrMYeckoro
BO30Y:KIEHUSI HEHPOHOB B nepudepuuecKoil Win LeHTpalb-
HOI HEPBHOU CUCTEMe, OTBEUAIOIINX 32 PeakInio Ha hu3nde-
cKoe MoBpekIeHue opranusma (00bluHyI0 60J1b) [12].

Pesynbrarsl HacTOSIIIErO UCCIIENOBAHUS AEMOHCTPUPYIOT
Ype3BbIYANHYIO BaXXHOCTb MPUMEHEHHUs CTelMaln3upoOBaH-
HBIX TIKAT ¥ OMPOCHUKOB IUISI CBOEBPEMEHHOTO BBISIBICHUS
LIEHTPAJILHOTO KOMITOHEHTa HEeBPOIAaTUIeCcKOTo 00JIeBOTO
CUHIIpOMA Y OOJIbHBIX TeMO(UINeil, TaK KaK ero Hainuue ooy-
CJIOBJIMBAaeT UHTEHCUBHOCTb U JJIUTEIbHOCTb OOJIM, OTCYT-
ctBue 2¢dexTa OT HEHAPKOTUYECKUX aHATBIeTUKOB, OKa3bI-
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BaeT cyliecTBeHHoe BiausHue Ha K2K manueHToB. OTMeueHo,
YTO TaKKe MalMEeHThl UMEIOT 60Jiee BLICOKHE OLIEHKU TSXKECTU
oo n KK no mkane BPI. Kak noka3sajio npoBeneHHOe Mc-
cinenoBanue, y 23% GONbHBIX reMOMUINEl BEICOKA BEPOSIT-
HOCTb HEBPOIIATUYECKOIO0 KOMIIOHEHTa Ooiu, a y 8% 3T1OoT
KOMITOHEHT 3HaYMTeJIbHO BhIpaxkeH. Kak mpaBuiio, HeBpoIia-
TUYECKUI KOMITOHEHT BBISIBJISLICS Y TTAILIMEHTOB, KOTOPbIE Tie-
peHecnu 6ojiee 3 XMPYPrudecKUX BMEIIaTeIbCTB, U 3TO yKa-
3bIBACT Ha HEBPOITATUUYECKYIO 00JIb MeprhepuIeCKOro Xapak-
Tepa (ropaxeHue rnepudepudyeckoro Heppa). Ilo oueHkam
AMepHKaHCKOI acColMalliy XpoHnYecKoit 6omn, 1—8% ma-
meHToB B CILA n EBpone mmeroT HeBpoItaTUYecKyo 00Jib
[13]. TakuM 06pa3oM, pacIpoOCTPaHEHHOCTh OOJIEBOTO CUH-
JPOMa U pa3IMYHON CTeTICHU HEBPOITaTHIEeCKOI 60JIM, B 4acT-
HOCTHU Y O0JbHBIX TeMOoMUIneli, Ype3BbIYaiHO BbICOKA. YUM-
ThIBasi TaHHBIE O BBHICOKOW BEPOSITHOCTH HEBPOIATUYECKOTO
KOMITOHEHTa 0OJIM TTIOUTH Y KaXKIOTO TPEThETO MAIIMeHTA C T'e-
ModwInel, He0OXOIUMO TPU pa3pabOTKe CXeM JieueHust 0011
YUUTHIBATh BO3MOXKHOCTb Ha3HAYEHMUS MTpernapaToB IS jieue-
HUST HEBPOIIaTUYECKO# 0011 (ITPOTUBOCYIOPOXKHBIE, aHTUIC-
MPECCaHTHI).

KK nanuentoB ¢ remodumeii. CorjlacHO MoJy4eHHbBIM
IIAHHBIM Y OOJIBIIMHCTBA OOJBHBIX TeMOMUINEd MMeeTCs
croiikoe cHukeHne KK, 601b HeraTMBHO CKa3bIBaeTCsl Ha
Bcex cepax Ku3HU (IMTOBCeTHEBHASI aKTUBHOCTD, paOOTOCTIO-
COOHOCTB, HaCTpOEeHUE, COH). HemoBOIBHEI pe3yIbTaTaMu Jie-
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yeHust 6omu 49 (44%) onpoieHubix. B CIIA sta uudpa uytsh
Hke — 39% [6]. [laHHBIE O CTOJIb YaCTO HEKOHTPOJIUPYEMOit
00JI BBI3BIBAIOT 00ECITOKOEHHOCTh M OTPaXKaloT OTCYTCTBUE
crelMaau3upoBaHHON CciyX0bl O0onu. Heobxomumo orme-
TUTh, YTO B Poccuu 74% GonbHBIX remoduineil seyar 60Jb
CaMOCTOSITESIbHO, JIUIIIb 35% GOJIBHBIX MOJTYyYatOT Ha3HAYCHMSI
CITEeIIMAIUCTOB.

3akAloueHue

Takum oGpa3zom, 0oJib y MALIMEHTOB C TeMOpuiInein —
OYeHb YaCTOe SIBJIEHNE, HeOIarOMPUATHO BIUSIONIEe Ha TICH-
xopusuueckoe cocrosgHue u KXK. Kak nokaszano nposeneH-
HOe uccjenoBaHue, 00pa3oBaTe/IbHbIN YPOBEHb OOJBHbIX Ie-
Moduireir B OTHOLLIEHUU JieueHUsI 601 OYeHb HU30K, MPU
9TOM OOJIBIITMHCTBO MALIMEHTOB 3aHUMAIOTCS CAMOJIEYeHUEM,
n3 HUX 50% He yIoBJIETBOPEHBI pe3yIbTaTaMu JieueHus. Boi-
sIBJICHA BBICOKAsl YaCTOTa Pa3IMYHOM CTENEHW HeBpoIaTuye-
CKOT0 KOMIMOHEHTa 00JIM y MAlIMEHTOB ¢ reMoGuIreii, Ha 4YTO
HeoOXonuMo obpaliath BHUMaHKE MPU pazpaboTKe cxeM 00e-
3001uBaHus. Heobxonuma nanpHeliias pazpadoTka MeauKa-
MEHTO3HbIX U HEMEJIUKAMEHTO3HBIX METOMIOB JIeYeHUs 00U Y
0O0IbHBIX FeMOo(puIMeil, IpoBeaeHue 00pa30BaTebHBIX MEPO-
MPUSATUNA.
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