. AKYTCKUM MEANLIMHCKAN XKYPHAT

YK 616.37-002.4-002-089

A.A. Akoenes, A.A.l'puropbes, A.WN. TatapuHos, V.. OBepcTos,
H.N. OBepcToBa, " A. Eropoea, J1.B. PaeBa

YCNELWHOE NEYEHUE BOJNbHOIO C AEPULINTOM
®AKTOPA ViIl - FTEMO®UITUEN A TTPU OCTPOM
HAPYWEHUUN ME3EHTEPUAJIbHOIO KPOBOOBPALLEHUA

KntoueBble cnoBa: remodunus, Tpom603, KPOBOTEHEHME, TPaBMa.
Keywords: hemophilia, thrombosis, bleeding, trauma.

®aktop ceepTtbiBaHusa VIl npeacras-
nsiet cobon ofHoLenoveyHbln 6enok ¢
MonekynsipHon Maccon 265000, koto-
pbii HY>XXeH AN akTmBauum daktopa X
npoteasamu, obpasyloLMMUCA N0 BHYT-
peHHeMy MmexaHu3my cBepTbiBaHudA. OH
CUHTE3MpyeTCs renatouutamMn n LUpKY-
nVpyeT B KoMMnekce ¢ dpaktopamm goH
BunnebpaHga. Oeduvuut unu pedekt
dakTopa VIl BcTpevaeTca € 4acToTomn
1 Ha 1000 HOBOPOXAEHHbIX MarbYMKOB.
BornesHb nposiBNseTcs KpoBOUINUSHUEM
B MbILLLbI, APYTYE MATKME TKaHW 1 Omnop-
Hble cycTaBbl. TsbkecTb GonesHu Hanps-
MYylO CBfi3aHa C YpoBHeM cpaktopa (n =
25%), cumnTomaTtuka nosBNAETCS npu
ero cHmxeHun 0o 5% un Hmxke. KposoTe-
YeHUst Npy reMounmMmM BO3HUKAKOT B Mto-
ObIX MecTax CrycTs Yacbl UM CaMOCTOSI-
TeNbHO MOCne Cepbe3Hon TpaBmbl 1 6e3
neveHns OnsiTcs B TEYEHME OHEN unu
Hepenu. BosHukatowme Gonbluve ckon-
NEeHMs1 4aCTUYHO CBEPHYBLUEWCS KPOBU
MOryT COABNUBATb OKPYXatloLme TKaHu 1
BbI3BaTb HEKPO3bl MbILLL,, BEHO3HbIN 3a-
CTOW, NLLEMMIO HEPBOB, AECTPYKLMIO KOC-
Ten. B abgomMuHanbHoOM XMpyprum octpoe
HapyLleHne Me3eHTepuanbHoro KpoBo-
obpalleHus npu remocpunum A BcTpeda-
eTcs penko, matepuansl MO AaHHOW na-
Tonoruu 3aboneBaHusi B NEPUOONYECKON
nyonukauumn HemHoroumcneHHol. O6 op-
HOM 13 Cry4aeB YCneLLIHOro onepaTtuBHoO-
ro ne4YeHnst AaHHOW NaTonorum N3 Hallemn
NPaKTUKM B YCIOBUSAX panoHHON 60mnbHK-
Ubl NpecTaBrsieM B 3TOW CTaTbe.

BonbHol C. 35 nem, bbin docmasrneH
CcaHUMapHbIM MpPaHCIopmomM 8 msiKe-
JsloM cocmosiHuu 8 x/o Bumotickol LIPB

Buntonckas LUPB nm. A.lN. MNetposa: AKOB-
JIEB AHTOH AHTOHOBWY — Bpay-xupypr
BbICLLI. KBAnMd. KaTeropuu, 3aB. OTAENEeHUeM;
FPUTOPbLEB Anekcen AnekceeBuY — Bpau-
Xupypr BTopow kBanud. kateropun; TATAPU-
HOB AdraHacum UcaeBuy — Bpau-xumpypr;
OBEPCTOB WMBaH MBaHOBMY — OTAWMYHMK
3gpaBooxpaHeHuns PC(A), Bpady-aHecTesuno-
nor-peaHMMaTornor BbiCLL.KBanud. kateropuu,
3aB. OPuA; 9BEPCTOBA Hatanba MBaHoB-
Ha — Bpay TepanesT BbiCLU. KBanud. katero-
pun, OTNNYHKK 3gpaBooxpaHeHns PC(A), sam.
rm.spaya no n/p; EFOPOBA lanuHa Apka-
AbeBHa — Bpay TepanesT; PAEBA Jliogmuna
BacunbeBHa — Bpay TpaHcgy3unonor.

11. 01. 09 e. ¢ QuazHO30M: OCMPbIU XU-
som, eemocbunus A. Xanobel npu noc-
mynneHuu Ha criabocmse, 6omnu o scemy
Jxueomy, psomy, 830ymue xxueoma, Ku-
weyHble wWymbl, memHbit cmyn. bonu
8 anueacmpuu noseunucs 07.01.09 e.
bnuxe Kk sedepy. [uckomgopm 8 Xugo-
me ¢ npuemMom nuwu He cesisbigaem. 08
01 09e. 6onu 8 xusome He POXoOsIMm.
C 09.01.092. 6onu no ecemy xusomy,
bonbwe cnesa. 10.01.092. bonbHol 06-
pamuricsi 3a MEOUUUHCKOU MOMOWbIO M0
mecmy xumenbcmea. B xupypaudeckul
cmauyuoHap rnocmynun 11. 01. 092. 014
00muH. lMpu nocmynneHuu 8 cmayuoHap
cocmosiHue 607IbHO20 MSXKEernoe, KOxX-
Hble MoKpo8bl b651edHble C 3eMIuCmbIM
ommeHKOoM. [IbixaHue 8e3UKYrsipHoe,
xpuros Hem. Yacmoma ObixaHusi 24 e 1
MuH., nynsc 102 yo/muH, AL 120/80 mm
pm. cm., MOHbI cepdua npuaayueHbl.
A3biK cyxoli - 0brioxeH 6erbiM Haremom,
u30 pma 3/1080HHbIU 3anax. *Kueom do-
CcKoobpasHbIl, npu nanbnayuu xusoma
cunbHble 6onu no ecemy xusomy. Cum-
mombl pa3dpaxeHusi OproWUHbI PEe3KO
rnonoxumersbHbl. AHanu3 kposu: Hb 172
e/n; ap. 6,0 x 10" nedk. 11,7 x 10°; CO3
5 mm/4, n/a 12; c/a 69; MoH. 5; numab. 14;
Ht 55,0; tromb. 553 x 10° ceepmsisae-
mocmb 4 8 MuH.; dnumernibHocmb 1,8 8
MuH. Ha 0630pHOU peHmeeHoz2pamme
bprowHoU nonocmu umetomess eOUHUY-
Hble Yawu Knodbepa. Y3 eHympeHHUX
op2aHo8: yseriudyeHuUe rneyvyeHu, cerieseH-
Ku, c80600OHas XKUOKOCMb 8 MasioM maay.
Ha ocHosaHuu aHamHe3a u nomy4YeHHbIX
nabopamopHo-UHCMpPyMeHmalbHbIX
OaHHbIX rocmasneH OuagHo3: ocmpas
KuweyHas Heripoxodumocms. Paznumod
Oucbpy3HbIl nepumoHum. Tokcu4yeckas
nevyeHb. Cencuc. lemogpunus A. B 01 4
30 muH co3eaH KoHcunuym. PeweHo KoH-
CynIbmMupo8amsCsi ¢ OeXypHbIM XUPYpP-
2oM PE Ne 2, eemamornozom PB Ne1. [le-
XKYPHbIM xupypaom u3 Pb Ne2 UnbuHoU
C.A. pekomeHOO8aHO: 10020MO8UMb
00HO2pynnHyto rnnasmy 0o 1 11, Kpoeb 00
4 003; CpoYHOE orepamusHoe JieHeHue
10 XXU3HEHHbIM MOKa3aHusIM rocrie rnood-
20mMoeKU  KposeszameHumeneu, Kposu,
nnasmel. [exypHbiM epadom eemamo-
nozom C.H. lMapgpeHoeol uz Pb Ne1 pe-

komeHAoeaHo: OkmoHoe (PekombuHam)
2000ME do onepamueHO20 JeYeHUs;
nepenueaHue 00HO2PYnMHOU niasmbl 60
8pemsi ornepayuu; onpeodensms epemsi
ceepmbigaeMocmu U ONUMeIbHOCMb
KpO8OMEYeHUs 80 8peMsi orepayuu Kax-
Oble 30 MUH, Mo8mMopHasi KOHCynbmauusi
rno pesynbmamam aHanusos. 11.01.09 e.
B 04 4 30 muH 6onbHoU riocne npedore-
payuoHHoU nod2omosKu 839m Ha orie-
payuoHHbIl cmorn. CpeduHHbIl pa3pes
rpou38edeH 371eKMPOHOXOM, mujameris-
HO Koazynupysi kpogomoyaujue cocyobl,
kanunnspbl. [lpu pesusuu 6prowHol
rnonocmu obHapyXeHa ebinomHas 3a-
cmoliHasi Kposb 8 MasioM ma3ay, 60K0o8bIX
KkapmaHax. [lemmu mMoHK020 KUWeYHUKa
830ymbl. Om cesisku Tpetiya Ha 50cm 06-
Hapy>XeH HeKpPomMuU3upoBaHHbIU y4acmoK
MOHKO20 KUWe4YHUKa ¢ memMHo — 6aepo-
8bIM OMMEeHKOM, Ha npomsixeHuu 20 cM.
PeuweHo 8bInonHUMmMe pe3eKyur MoHKO20
KUWeYHUKa C HarloXXeHUeM aHacmomosa
KOHeU-KOHeU,. BbirnonHeHa pe3ekyusi He-
KpOmu3upo8aHHO20 y4Yacmka MOHKO20
KUWeEYHUKa, HalloXeH aHacmomo3 Ko-
Hey-KoHey. BbinonHeHa Ha30UHMEHC-
MmuHanbHas UHmybayusi moHKOU KUWKU
30HOoM Munnepa — 366oma. Tyanem
bprowHolU  norocmu, OpeHuUposaHue,
rocsioliHble webl Ha paHy.

lMeped onepauyuel ssedeH OKMOHO2
2000 ME e/s8. Bo spemsi onepayuu rne-
penuma 730,0 mn C3I1 AB (IV) epynnbi.
Kaxdbie 30 muH OexypHbiM rabopaH-
mom npoeodusiuck aHanusbl Ha oripe-
derneHue 8peMeHuU ceepmbigaeMocmu U
onumernsHocmu KpogomeuyeHusi. Bo ape-
MS1 orepayuu ceepmbieaeMocmb Kposu
gapbuposasa om 4 muH 30 ¢ do 6 MUH
15 ¢, OnumenbHocms om 1MuH 0o 1 MUH
02 c. Kposornomepsi 80 epemsi onepayuu
He3Ha4umersibHasi. [1o okoH4YaHuUU onepa-
yuu esedeH s/6 OkmoHoea 1000 ME. lNMoc-
nie onepauyuu nory4Yan UHMEeHCUBHYIO
mepanur 8 omoeneHuU peaHuUmMauyuu u
UHMeHcusHol mepanuu. B nocneonepa-
UUOHHOM rnepuode Mpodo/KUIU NIedeHue
okmoHozom 8 0o3e 1000 ME dsa pasa e
OeHb 8 meyeHue 7 OHel. Ceexe3amMopo-
JKEeHHYK nna3my npodormkanu erusams
8/6 KaxObili deHb o 1 0o3e x 2 pasa
8 cymku Ne 10. Koazynozpammy onpe-



Oenanu nocne Kaxool uHbekyuu OK-
moHoe. [locrneonepayuoHHoe medyeHue
enadkoe. 3axueneHue rocneonepayu-
OHHOU paHbl NepeuYHbIM HamMsHKEHUEM.
[peHaxu u3 6prowHolU nonocmu yoda-
JieHbl Ha 3-u cymku. 30HO u3 xernydoy-

N3 XPOHWKM COBbITUN TOOA

20-22 masa 2009 r. B MockBe cocTo-
anca |l cbesn KoHdenepaummn ncropu-
KOB MeguuuHbl (MexayHapogHou). Keo-
pym cbe3ga Obin npeacTtaBUTENbHbIM
- 115 yyacTHukoB 13 6onee 2500 yneHoB
KWUM(M), Hapsgy ¢ poccuickuMun Gbinum
y4YeHble-UCTOPUKM MeanumHbl Benopyc-
cun, YkpaunHel, lluTtebl, a Takke bonrapuu,
Typunun, Cepbun, lepmaHum n AHrmmu.
3acegaHus cbesga Npoxoamnu B Kopnyce
OOHOro M3 CTapeunLunx MeAULMHCKUX BY-
30B CTpaHbl MOCKOBCKOro rocyapcTBeH-
HOro0 MEOMLIMHCKOrO CTOMAaToNormyecko-
ro yHuBepcuteta. B aTom nctopmnyeckom
30aHUM pearnbHO YyBCTBOBAaracb CBHA3b
BpeMeH, n6o B 1968-1974 rr. pektopom
MockoBCKOro MeaMLMHCKOro CTOMaToro-
rMYecKoro MHCTUTyTa paboTan BbIXogel,
13 AkyTun, opraHmM3aTop 3gpaBooXpaHe-
HWS, HapKom 3apaBooxpaHeHns AACCP
(1939-1943 r1.) A.C. benoycos.

Cwesq KpaTkvM BCTYMUTENbHbIM Cro-
BOM OTKpbIN npesuaeHt KUM(M), a.m.H.,
npodeccop, akagemuk PAMH B.I1. Jlucu-
LiblH, KOTOpbIA 0COBO OTMETWII, YTO, He-
CMOTpPS Ha U3BECTHbIE TPYAHOCTU 3KOHO-
MUYECKOrO KpuU3nca, KOCHYBLUMECH BCEX
cdep KM3HM BO BCEX CTpaHax, KBOPYM
dopyma WCTOPMKOB MeAMUMHbI [ocTa-
TOYHO OONbLUION U UMEET LUMPOKYHO reo-
rpacouto. OTO MoaTBEpPXKAAEeT TOT akT,
YTO XOTH MMEKT MECTO BOMPOCHI OpraHu-
3aLMOHHOrO MriaHa, UCTOPUS MEAULMHbI
KaKk HayyHas avcuunnuMHa v obbeguHs-
IoLLlasi UCTOPMKOB MEAMVLMHbI CTPYKTypa
KMM(M) kak n B npexHve BpemeHa Bbl-
3bIBAKOT HEMNOAAENbHbIA UHTEPEC B HayY-
HOM coobLecTBe. A 3TO rmaBHOE.

Bbino otmeveHo, yto KUM(M), co-
3gaHHas B 1992 r. kak npaBonpeemHu-
ua BcecotosHoro obuiectBa MCTOPUKOB
MeaWLMHBI, CyMena COXpaHUTb B CBOWX
psiAax cneuvanncTtoB MCTOPUKOB MeEAM-
LIMHBI U BCEX, KTO UHTEPECyeTCsi ee npo-
6nemamu.

B nporpamme cwespa Obinu 3acena-
Hua no 5 cekumam: «MeanumHa XX-XXI
BB.. UCTOPMSA 1 npobnembl» (MogepaTop
FO.MM. NucuubiH), «Ypokn oTe4ecTBEHHO-
ro 3agpaBooxpaHeHusy (M.B. Mupckuin)y,
«McTopusa meamumHckoro obpasoBaHus
1 npenofaBaHne MCTOpUM MEeOULMHBIY
(T.C. CopokuHa), «MeaumumuHckoe my3ee-
n uctouHukosegenue» (C.IM. MMsaHues),
«WcTopusa BoeHHoM meguumHbly (A.A.
Bynko).

HOKUWEYHO20 mpakma ydaneH Ha 4-e
cymku. 26.01.09e. 6onbHOU ebinucaH 8
ydoeriemeopumerisHOM COCMOSIHUU.
MpencraBneHHoe HabrniogeHne CBU-
OeTenbCTBYET, YTO NPUMEHEHVEe AaHHOW
cxeMbl  niedeHus remocounum A, npu

3' 2009 AN

OCTPOM HapyLUeHUM Me3eHTepuanbHO-
ro KpoBooGpalleHusi, MO3BOMNMIO HaMm
Mony4YnTb MOMOXMTENbHbIE pesynbTaThl
OMNepaTMBHOIO JIEYEHUsI B YCIOBUSAX XU-
pyprMyeckoro crauuoHapa panoHHON
OonbHULBI.

MEXOYHAPOOHbIA ®OPYM

Ha cekumoHHbIX 3aceganunsax 6binm 3a-
cnylaHbl JoKnaabl POCCUNCKUX YYEHbIX
1 rocTen cbesaa, B TOM YNCIe MHOCTPaH-
HbIX, KOTOpPbIE BbI3BANN 3aMHTEPECOBAH-
Hoe obcyxaeHue.

B nocnegHuii oeHb cbe3ga CocTosAn-
cs otyeT npesumpgeHta KMM(M), a.m.H.,
npocdeccopa, akagemmka PAMH B.Tl.
JlucmubiHa 1 reHeparnbHOro cekpetaps
KUM(M) a.m.H. T.B. XKypasneBoi. B oT-
yeTax Oblna oTMeYyeHa Pa3HOCTOPOHHSIS
OeATenbHOCTb KOHdbeaepaumm 3a npo-
weawwue 5 net. Kpome Toro 6bin ykasaH
pPSiZL HEQOCTaTKOB M YETKO OYepYEHbI NPo-
6nembl, koTopble ctoaT nepeg KUM(M).
Mpu atom KO.M. JlucuubiH nogvepkHyn,
YTO OCHOBHbIMW HanpaBneHusaMn [Je-
atensHoctn KMM(M), kak n npexae, oc-

NCTOPUKOB MEAULINHDI

TalTCA Ccrnegylolwme: u3yyeHue onbita
3gpaBooxpaHeHnss CCCP, aHanus oTte-
YECTBEHHbIX TEOPUIA 340POBbS M 3apa-
BOOXpPaHEHUs, KOTOPbIA BblN MO3UTUBHO
BocnpuHaT BO3, aHanu3 u wmsyyeHune
ycrnosui n aktopos, obycnasnusato-
Wnx chopmMmpoBaHne 300pPOBbS M naTo-
niorun, COBEpLLEHCTBOBaHWE Mpenoga-
BaHWS UCTOPUM MeOUUMHbI B y4YeOHbIX
3aBefieHNsIX, JarnbHelllee paclumpeHme
n3aaTenbCcKov OeATEeNbHOCTU, B KOTOPOW
Hado peLunTb BOMPOC O CO3[4aHUN caMo-
CTOSITENBHOMO NMEPUOANYECKOro 13faHus
Mo UCTOPUN MELULMHBI.

Mo utoram goknagoB n ux obeyxae-
HWS, OUCKYCCUI, NpOLUeALIMX B MreHap-
HbIX WU CEKLMOHHbIX 3acefaHusix, bbina

NpuHATa pes3onouna cbe3ga, Kotopasd no

Bpyuenve M. Anoctonosbim npesvgeHty KMM(M), g.m.H., npodeccopy, akagemuky PAMH
B.MM. NucunupbiHy rpamoTsl oT MMeHn Bonrapckoro o6LecTsa NCTOPUKOB MeAWLMHbI

YuactHuku Il cbesga KUM(M) ¢ opraHusatopamu dopyma. 3a ctonom criesa Hanpaso | BuLe-
npe3ngeHt KMM(M), o.m.H., npocdeccop M.B. Mupckuii, NOMOLLHMK NepBOro BuLe-npe3naeHTa
PAMH npodeccop B.L. HyBaxos, npeavgeHT KMM(M), o.m.H., npodeccop, akagemmuk PAMH
B.IM. I'lncnubiH, reHepanbHbin cekpetapb KUM(M) a.m.H. T.B. XKypasnesa





