@enepanbHOe rocyapcTBeHHOE OI0KeTHOE 00pa3oBaTellbHOE yUpeK/IeHUe
Bbiciero obpazoBanus «KpacHospekuil rocy1apcTBeHHbIH MeAUIIMHCKU
YHHBEpPCHTET UMeHH npodeccopa B.D. Boitno-Scenenkoro»
Munuctepersa 3apaBooxpanenus Poccuiickoit ®enepainu
dapMaieBTHUECKHI KOLIeIkK

JUITIJIOMHASA PABOTA

Tema: Ananu3 nokasarteneii reMocTasa Py IHATHOCTHKE HACNeICTBEHHBIX
KOarynornaTHi.

o crienuaneHocTu: 31.02.03 JlaboparopHas auarHocTHka

Boeinoanni: Tpsmkun Erop Hukonaesuy N

Pyxosoaurens: [leppunsena 'anuna BragumupoBna  (

Penensent: Ilpyrosa Beponuka Jleonnnosna
3aBeyIONHNH KIHHHKO-auarnoctuyeckoi jaboparopuei KI'bY3 «Kpde
BoIBHHLIAY

KIIMHHYECKad

Pabota nonyiena k 3aumre LIMK «JIabopaTopHbIX i CAHUTapHO-MHTHEHHYECKUX
JHCLUTLTAHEY
[Ipotokon Ne 9 ot «28» masn 2018 r

Kpacnosipek 2018




COJIEP)KAHUE

BBEJIEHUE ... ..ottt ettt nre s 3

['JTABA 1. TEOPETUYECKHWE OCHOBBI HACCJIEJICTBEHHbBIX

KOATYIIOTTATH ..ot 6
1.1 T@MOMUIIHS A ..ooviiiiiieiiie ettt 6
1.2 TeMOPUIIHS B ..ooooiiiiiiiiicie e 12
1.3 Jeduumut GakTopa XL .....ccooiiiiiiiiiieiee e 12
1.4 HacneacTBeHHas 00JI€3HD BUITEOPAHIA .. .cevvveeviieiiiiesiiie it 13
1.5 JlaGopaTopHas auarHocTuka reMOQHINKU A, B.....ccoooooviiiiiiiiiii e 17
1.6 JlabopatopHas auarnoctuka bome3an BummeOpanma. .......cccovcveevvveiieeninnne 18

T'JIABA 2. AHAJIM3 [TOKA3ATEJIEM TEMOCTABA JUISI JUATHOCTHUKE

HACJIEACTBEHHBIX KOATYJIOITATH. ..o 20
2.1 Marepuaiabl 1 METOABI UCCIICIOBAHMS. «.cuvvveeisvreeesseeessstreesssseesssssnessssseeesssnees 20
2.2 Pe3yJIbTATBl UCCHEMOBAHIISL. ....veeiuveeasereesireesureessseeasseeessseesssessnsessseesssnesssnessnnes 23
BAKITHOUEHUHE .......ooviiiiiiieii et 25
CIIUCOK UCIIOJIB3YEMOM JIUTEPATYPDBI ..o, 26
TTPMIJIOXKEHIIE A ...ttt 28
TTPUTIOTKEHIE B......oooiiiiiiie e 30



BBEJIEHUE

I'emodunus u 00JIe3Hb BunneOpanna SIBJISTFOTCS HanboJsee
pacrnpoCcTpaHEHHBIMU HACJIEICTBEHHBIMH T€MOPPArndyeCKUMHU TUaTe3aMi U OCTAIOTCS
OIHOM M3 BaXHBIX MEIUKO-COLUAIBHBIX MPOOJIEM COBPEMEHHOW TeMaTOJIOTHH.
OCc0OEHHOCTH KIMHUYECKOTO0 TEUEHUS 3THUX 3a00J€BaHUU 3HAUYMTENIPHO CHUXKAIOT
KayeCTBO JKM3HM MAIMEHTOB M 3a4acTyl0 MOTYT YIpOKaThb KHU3HU OOJBHBIX, a
Pa3BUBAKOIINECSA OCJIOXKHEHUS B PANIE CIIy4yacB NMPUBOMAT K PAHHEW CTOMKOW yTpare
TPYAOCTIOCOOHOCTH OOJIbHBIX.

B memom HacieACTBEHHBbIE KOAaryjomaTHM BCTPEYalOTCd HEYacTo, a
JTMArHOCTUPYIOTCSL emie pexe. Ha 3To ecThb J1B€ OCHOBHBIE TNPUYUHBI: HHU3Kas
paclpoCTpaHEHHOCTh, YacTO COMpsDKEHHass ¢ CYOKJIMHUYECKUM  TEYEHHEM
3a0oneBanus (mpu Oosie3Hn BuineOpanaa) W HEJOCTATOYHO pa3BUTas CHCTEMa
7a00paTOpHON NHWAarHOCTUKM HAPYIICHWH TeMocTa3a B OOJBIIMHCTBE PETHOHOB
Hamel crpanbl. KonmumuectBo OonibHBIX remodunueir B Poccum cocraBisieT 4yyTh
oosiee 7,5 ThIC. YeNIOBEK, a ¢ 0oJie3Hbl0 BriuieOpanja J0DKHO ObITH OKOJIO 16 ThIC.
Tounas nudpa He ycraHonieHa [7].

3a0oneBaeMoCcTh HacesneHus KpacHospckoro kpas reMopuiveid 3a MNepuon

2012-2016 roxa, oroOpakeHa Ha pUCYHKE 1.
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Pucynox 1 - 3aboneBaeMocTs HaceneHus: KpacHosipckoro kpasi reMouinen.



Cpenu HaCIIEICTBEHHBIX TeMOpparndeckux 3abosieBaHui Hambojee dYacToi
sBisieTcst 0ose3Hb BruineOpania, KoTopass B HEKOTOPBIX MOMYJISIIIUSAX BCTPEUASTCS C
gactotol 10 1%. OpnHako kimaccudecku OoJie3Hb BueOpaHga HE OTHOCST K
koarynmonatusiM. Cpenu  HACJENCTBEHHBIX  TI'EMOPPArMuecKuX  KOaryJomaTHid
HauOosiee pacnpocTpaHeHsl remoduius A u B ropaszmo pexe Bcrpeyaercs aeuiuT
¢.VII

Hebunut apyrux (GaxTopoB CBEPTHIBAHWS BCTPEUYAETCS €IIe pexke, a ero
pacrnpoCTpaHEHHOCTh CUJIBHO 3aBUCHUT OT OCOOCHHOCTEH monysiuu [8].

[Hens pabGoThl: ucclaeAOBaHME IIOKa3aTejaeld TemMocTa3a MpPH JIUArHOCTUKE
HACJICICTBEHHBIX KOATryJIOTAaTHA.

3amaun:

1. M3yunTh TeopeTHuecKrue OCHOBBI HACIEACTBEHHBIX KOAryJIOMaTHH,
ATUOJIOTHUIO, TATOTE€HE3, OCIIOAKHEHHUS], K3BMEHEHUE KOATyJIOTUYECKUX MOKa3aTeIeH.

2. N3y4nuTh METO/IBI JUArHOCTUKH HACJICACTBEHHBIX KOAryJIOMaTHA.

3. [IpoBecTn wuccieoBaHMs, OLEHHUTH KOAryJOJOTMYECKHE IOKa3aTelu
MAIlCHTOB U CTCIIEHb TSHKECTH TCUCHUS 3a00JIEBaHUS.

O6nwekT uccneaoanus: nanueHTsl KKbY3 «KpaeBas kiamHnueckas 00JIbHUIIA»
reMaToJIOTHUYECKOI0 OTICTICHUS

[IpenmMer uccienoBaHus: MoKazaTesid reMocTas3a nalueHTOB.

Metoapl UCCleAOBaHUA: M3YYCHUE W aHAM3 HAy4YHO-HUCCIIEIOBATEIIbCKON U
y4eOHON JUTEepaTyphl, HOPMATHBHO-NIPABOBOM JOKYMEHTAIlMM, HWCCIEIOBaHUE
KOoaryJorpaMM; cTaTUCTHYECKast 00padoTKa pe3yIbTaToB.

MarepuanioM sl HamWCaHWS JUIUIOMHOM paboThl ydeOHas JMTepaTrypa,
Hay4yHbIe cTaThbW W paboThl aBTOpoB: KojockoB A.B., Kocsakosa FO.A., Jlebenena
E.A.

CTtpykTypHO naurjioMHass paboTa COCTOMT W3 BBEACHUS, JABYX TIJIaB,
3aKJIIOUCHUS U TIPUIIOKCHUH.

Bo BBeneHun otoOpakeHa aKTyaJdbHOCTh JaHHOW MPOOJIEMBI, TAKXKE LETU U

3a7a4u pabOThI.



B nepBoii riaBe npoBeneH TUTEPATypPHBII 0030p, TaHbl OCHOBHBIE MOHATHUS 00
HACJIEJICTBEHHBIX KOATYJOMATUAX, UX opMax U J1a00paTOPHOMN TNAarHOCTHUKOIA.

Bropas rmaBa npezncraBieHa NMPAaKTUYECKOW YacThIO, B KOTOPOW COJEpXkKaTCs
IJIaH TPOBENCHUS JKCIIEPUMEHTA, XapPAKTEPUCTUKA METOJIOB JKCIIEPUMEHTAJIBLHON
paboTel, OOOCHOBaHME BBIOPAHHOIO METOJA, OCHOBHBIE JTalbl 3KCIHEPHUMEHTA,
00pa0oTKa U aHaIU3 PE3yJIbTAaTOB ONBITHO-3KCIIEPUMEHTAIILHON PaOOTHI.

B 3axmrouennu conepikaThesi BEIBOJBI 00 UCCIEI0BAHUM.

[IpunoxxeHne  COIEpKUT  ONMCaHWE  OOOpPYAOBaHHS U PE3YJIbTAThl

HCCICAOBaHUA.



['JIABA 1. TEOPETUYECKUE OCHOBBI HACCJIEJICTBEHHBIX
KOATVJIOIIATUI

1.1 Temodmmms A

I'emodunus A (kmaccuueckas reMouiins) - reMopparuieckas KoaryiomnaTus,
CBsA3aHHAsE CO CHIDKeHHeM akTuBHOcTH (¢aktopa VIII B kpoBu. Brigensror
HaCJeAICTBEHHYIO (hopMy reModuiIny, CBA3aHHYIO0 ¢ MyTanusmMu reHa ¢akropa VIII u
npuobpereHHyro remoduiauto. Haubonee yacto BcTpeuaromasics: popma reMopuinu
(oxouio 80 % ciyuaes) [5,6].

I'en dakTopa VIII pacnonoxen B X-XxpoMocoMe, HacJIeICTBEHHAs reMO(rims
A - 3a0osieBaHME, CIIEIJIEHHOE C MOJIOM. TspKenbiid BpoxaeHHbIH nedurut ¢.VIII
BCTPEYAETCS y JUL MYXCKOro nosia. KeHIIHMHBI SBISIOTCA HOCUTEISIMH T'€Ha, HO Y
HUX OYE€Hb PEAKO BO3HUKAIOT TIE€MOPParuuyecKue TMpOSBICHUS, CBSI3aHHBIE C
nepumutoM . VIIL. JleBoukr MOTYT MMETh KIMHUYECKHE MPOSIBICHUS BPOXKICHHOM
reMo(UiIuu B HECKOJIBKHX CIIydasx: ecilu 00e X-XpOMOCOMBI ¢ Je(EeKTHBIM I€HOM
¢.VIII (orenr 6onen remodunueid, a MaTh SIBJASETCS HOCUTENIEM T'e€Ha TeMO(PUINU U
nepenana el neeKTHYI0 XpOMOCOMY); €CIM aKTUBHA TOJBKO OJIHAa X-XpOMOCOMa C
nedextapiM renoM §.VIII u qpyrux.

Il'emopmwmmst A - Hambosjee  pacmpocTpaHEHHass TreMopparuveckas
KoaryJjonaTtus. Berpedaercs, o pa3HbIM JaHHBIM, ¢ 4acToTou oT 3 1o 20 ciaydyaeB Ha
100 000 mysxckoro HaceneHusi. U3 nux 85 % umeror remodummio A u 15 % —
remounuio B. ¥V 5-10 % mnamueHTtoB ¢ remoduiaueit npodiema ¢ IuchyHKIUEH
oenka Qakropa VIII (kauecTBeHHas HEIOCTAaTOYHOCTH), @ y OCTAIBHBIX — C
HEJIOCTATOYHBIM KOJIMUECTBOM TMpousBoaumoro dakropa VIII (komnuecTBeHHBIN
nepuut). Cpenu Tex, KTO UMEET cepbe3Hblid aeuuut (ompenensiembii kak <1 %
aktuBHOCTU (pakropa VIII), 45-50 % umMeroT Te e MyTallid, UHBEPCUH BHYTPU T'€HA
dakropa VIII, 9ro nmpuBOAUT K MOJHOM JMKBUAAIMHA NPOU3BOACTBA Oenka. Tem He
MeHee, 00e GopMbl TeMopuINK MOTYT OBITh BBI3BAHBI PA3IMYHBIMH MYTAITUSIMU, H

HCpBOHa‘{aHLHBIﬁ JUarHo3 H KJ'IaCCI/I(I)I/IKaHI/I}I IMPOU3BOOUTCA HYTéM HN3MEPECHUA



aktuBHOCTU Oenka. [Tpumepro 30%00IbHBIX HE UMEIOT CEMEHHOM UCTOPUHU OOJIC3HH,

uX 0OJIE3Hb MPEIITOJIOKUTEIHLHO BEI3BaHAa HOBOM MyTamuei [18].

B HacTosiiiee Bpemsi CylIecTBYeT HECKOIbKO KilaccuPuKauuidi reMouiuu 1o

cTerneHu TsbkecTu. Bece oHn ocHoBaHbI Ha omnpeaeneHuu akTuBHOCTH ¢.VIII B kpoBw.

B ta6n. Ne2npuBenenbicTenenu Tsokect remodunun A [4,16].

[ToMmuMo mNpUBENEHHOM, MPEMJIOKEHBI APYyrue KiaccuPuKaluu, B KOTOPBIX

TspKesas opMa TUarHoCTUPYETCs pu ypoBHE (pakTopa 1m0 2 mim 3%.

Tabnuna 1-crenenu TsxecTd reMopuiinm A.

Tsxects | AkTUBHOCTH | Bo3pacT Knunuueckue nposiBneHus
teuerust | G.VIII NOSIBJICHUS
reMopparuieck
WX CHMIITOMOB
Tsoxenas | 1-5 %. o 1 rona BripakeHHBI KOXHBIH T€MOCHHAPOM TIO
reMaTOMHOMY THUITy, KPOBOM3JIMSHUS B
MSITKHE TKaHH, MBIIIIIBI,
PELUIUBUPYIOIINE reMapTpO3bl C
MOPaXCHHUEM  HECKOJBbKUX  CyCTaBOB,
TSDKETIbIC MOCJICOTIePAIlHOHHBIE
KPOBOTEUYCHUS
Cpennsist |5 - 30%. | Kak mnpaBuio, | KoXHBIH T€MOCHHIPOM MO IeMaTOMHOMY
Mexay | um 3 | tumy, HO BBIPAKEH MEHBIIIE,
rojiaMu KPOBOU3JIUSHUS B MSTKHE TKAHU U MBIIIILIBI
rocie 3HAYUTENBHON TPaBMBl,
PELUIUBUPYIOIINE reMapTpo3bl C
nopaxenuem 1-2, pexe  OosblIero
KOJIMYECTBa CYCTaBOB, KPOBOTEUYEHHUS W3
CIIM3UCTBIX, TSKENbIE TOCIEONEPAIIMOHHbIE
KPOBOTEUECHUS.
Jlerkas | > 30%. B JA1000M | AHOMANbHO —JIIUTENbHBIE KPOBOTEUEHUS
BO3pacTe MoC/ie XMPYPrUUYE€CKHX BMEIIATENbCTB U

TPaBM. Hpyrue

MPOSIBJICHUS OBIBAIOT PEJIKO.

reMopparu4ecKkue




[Tpu Tsxenoit popme remoduun A aktuBHOCTH ¢.VIII B kpoBH mpakTHuecKu
HE MEHSAETCA B TeueHHUe >XKu3HU. [Ipu cpeaHeTsnkenol - BO3MOXKHBI KOJICOaHHS B
HE3HAUUTEIbHBIX TMpejesiax, a Mpu JIETKOW (opmMe aKkTUBHOCTh (HaKTOpa MOXKET
U3MEHATHCA, B TOM YHCJIE MOBBIIIATHCS, OCOOCHHO MPU MPUMEHEHUH CUHTETUYECKUX
aHaJIOrOB Ba30OIPECCUHA.

CaMbIMU paHHUMHU TPU3HAKaMU 3a00JIEBaHUS MOTYT OBITh KPOBOTEUEHHUS W3
NEPEBsI3aHHON MMyTIOBUHBI Y HOBOPOKIEHHBIX, Ke(aloreMaromMa, KpOBOU3IHUSIHUS 1101
KoXy. Ha mepBoM romy >ku3HM y JeTeH, cTpajaronmx reModuiuei, KpoBOTeUeHHUE
MO’KET BO3HHMKHYTH BO BpeMs Mpope3biBaHus 3y0oB. 3a00sieBaHUE Yallle BBISBISIOT
nocie roja, Koraa peo€HOK HaYMHAET XOAUTh, CTAHOBUTCS 00Jiee aKTUBHBIM, B CBSI3U
C YeM BO3pacTaeT PUCK TpaBMaTH3aluu. [ eMopuInu cBOMCTBEHEH reMaTOMHBINA THIM
KPOBOTOUMBOCTH, I KOTOPOTO XapaKTEPHBI TeMapTPO3bl, FeMaTOMbI, OTCPOUYEHHBIE
(mo3aHuUE) KpoBOTEUEHHUS [8].

. TunuyHelii  CUMITOM TeMOQUINU - KPOBOUBIUSHUS B  CYCTaBbl
(reMapTpo3bl), OYEHb OOJE3HEHHBIE W HEPEAKO COMPOBOXKIAIONINECS BBICOKOU
auXopaakoil. Yaie cTpagatoT KOJICHHbIE, JOKTEBBIE, TOJIEHOCTOMHbBIE CYCTaBbl, PEXe
- IJIeYeBble, Ta300€pEeHHbIE U MEJKUE CycTaBbl KUCTell M crtom. [locie mepBbix
KPOBOM3JIMSHUA KPOBb B CHUHOBHAJIBHOM MOJIOCTHM IIOCTENIEHHO pPacCachlBAETCH,
dbyHKUMS cycTaBa BOCCTaHaBiauBaeTcs. IIpy  MOBTOPHBIX  KPOBOMBIHUSHHIX
o0Opasyrorcst puOPUHO3HBIE CTYCTKH, KOTOPBIE OTKIIABIBAIOTCS Ha KarCyJie CycTaBa u
Xpsamie, a 3aTeéM [OpopacTaroT COEAUHUTENBbHOM TKaHblo. llomocts cycrasa
obnuTepupyeTcsi, pa3BuBaeTca aHkuio3. Kpome remapTpo3oB mnpu reMopuinu
BO3MOXXHBI KPOBOMBIUSIHUS B KOCTHYIO TKaHb, YTO NPUBOAUT K ACEHTHUECKUM
HEKpO3aM, JeKaJblIMHALUUA KOCTEH.

. Jlia reMopuiny XapakTepHbl OOIIMPHBIE KPOBOUZIHUSIHHS, HUMEIOIINE
TEHACHIIMIO K PACHPOCTPAHEHHUIO; YacTO BO3HUKAIOT TE€MAaTOMbl - TJIyOOKHE
MEXMBIIIEYHbIE KPOBOM3NIUAHMS. PaccacbiBaHWE€ UX NPOUCXOIUT MEMJICHHO.
W3nuBiiasicsi KpoBb JOJITO€ BpeMs OCTAETCS KUAKOM, MOITOMY JIETKO MPOHHUKAET B

TKaHN U BIOJIb (I)aCI_[I/II‘/’I. I'emaToMBI MOI'yT OBITH HACTOJILKO 3HAYUTCIBHBIMH, 4YTO



CIABIMBAIOT TepudepruuecKkre HEpBHBIE CTBOJIbI WM KPYIHBIE apTEpHUH, BBI3bIBAs
napajuiu U raHrpessl. [Ipu 3ToM BO3HUKAIOT MHTEHCHUBHBIE OOJIH.

. 'emoduiiun  CBONMCTBEHHBI MPOAOKUTENIbHBIE KPOBOTEUEHUS U3
CIM3UCTBIX 000J0YeK Hoca, AEceH, mosnocTu pra, pexe KKT, mouek. K Tsoxénpim
KPOBOTEUEHUSIM MOTYT TMPUBECTH JItOObIE MEAMIIMHCKAE MAHUITYJISIUU, OCOOEHHO
BHYTPUMBIILIEYHbIE MHBEKUUU. OnacHbl KPOBOTEUEHHUS M3 CIU3UCTOM 000JI0YKU
TOPTaHU, TAK KaK OHM MOTYT IPUBECTU K BO3HUKHOBEHHUIO OCTPOM HEIPOXOAUMOCTH
JBIXaTeIbHBIX IMyTEH, B CBSI3U C 4Ye€M MOXeT MoTpedoBaTbes Tpaxeoctomus. K
JUINTEIBHBIM KPOBOTEUEHHUSM MPUBOAAT JKCTPAKIHUS 3y0a U TOH3UIUIDKTOMUS.
Bo03MOXHBI KPOBOM3NMUSAHUS B TOJIOBHOI MO3T U MO3TOBBIE 000JIOUKH, TPUBOASIINE K
JETAIBHOMY UCXOAY WM TsKENbIM nopaxkeHusam [{THC.

. Oco0OeHHOCTh TEeMOPPAaruv4eckoro CHHApPOMA TMpH TeMOUIHH -
OTCPOYEHHBIN, MO3IHUNA XapakTep KpoBoTeueHH. OOBIYHO OHM BO3HUKAIOT HE Cpaszy
MOCJIE TPaBMbI, a CIYCTS HEKOTOpoe Bpems, MHoraa yepe3 6-12 u u Oonee, B
3aBHCHUMOCTH OT MHTEHCHBHOCTH TPaBMbl M TSDKECTH 3a00JIEBaHUS; STO CBSI3aHO C
TE€M, 4YTO TNEPBUYHYIO OCTAHOBKY KPOBOTEUEHHMSI OCYIIECTBISIIOT TPOMOOIIMTHI,
COZEP/KAHUE KOTOPBIX HE U3MEHEHO.

Haunbonee 3HaYUMBIMM OCJIOXHEHUSMU TeMODUIMU SIBISIOTCA TOpaXKEHUE
ONIOPHO-JBUIATEIILHOTO arapara, XPOHHYECKAs MOCTreEMOpparnyeckas
(ckene3oneduuuTHas) aHemus. Y  TAIMEHTOB, HMEBIIMX B  aHaMHe3e
BHYTPUYEPEINHbIE KPOBOMBIIMAHUS, BBISBISACTCS OCTAaTOYHAs HEBPOJIOTMYECKAs
cuMITOMAaTHKa [9].

OCHOBHBIM TMAaTOTEHETUYECKHUM METOJOM JIeYeHHUs reMopuinuu A sBisercs
BBegeHue npenapatoB ¢akrtopa VIII. Ilockonasky ¢.VII comepxutcs B 1enbHOMN
KpOBH U IIJJa3Me, 3TO ObUIM TepBbIE IMpemnapaThl, KOTOPbIE HCHOJIB30BaIN MJis
OCTAaHOBKM OCTpBIX KpoBoTeueHuWid. OpHako B HacTosAlEee BpeMs OT UX
VCIIOJIb30BaHUs OTKA3aJIMCh U3-3a LEJIOr0 Psifia CEPhE3HBIX HENOCTATKOB. BO-MepBbIX,
OTHOCHUTENbHO HU3Koe coaepxkanue §.VIII B equnmiie oobema He MO3BOJSET CO3AATh
B KPOBH OOJBHOTO AaKTUBHOCTb, JOCTATOYHYIO I JOCTHKEHHUS TIeMocTa3a B

CIOXHBIX cCiy4asx. Bo-BTOpeIX, mnockoibKy conaepxkanne ¢.VIII B kaxmoi
9



KOHKPETHOM [103€ HEHW3BECTHO, HEJIb3sl TOYHO JO3MPOBATH Ipenapar. B-Tperbux,
UMEETCS BBICOKHNA PUCK HHPUIIMPOBAHUS TEMOTPAHCMUCCHUBHBIMA HH(EKIIUSIMHU
(rematutamu u BUY). B-ueTBepThiX, nMeeTcs npoodiema xpaHeHus. LlenbHas KpoBb
U IUTa3Ma MOTYT XPaHUTBCS TOJIBKO MpH TeMiiepaTypax Huxke -20 °C orpaHuyeHHOE
BpEMs, YTO MCKJIIOYAeT WX IMPUMEHEHHE BHE OOJbHUIBI. B-marbix, mpu yactom
MPUMEHEHUHU BO3PACTAET YHUCIIO AJTIEPTUYECKUX U aHAPUIAKTUYECKUX peakiuid [21].

IIpenaparoM cnexyromero MmOKOJIEHUS CTal KPHUOIPELMIIMUTAT - OCAXKICHHAs
npu +4 °C 4gacTh 1Tu1a3Msl, cojaepxkarias oonpioe kommuectBo ¢.VII, ¢ubpunorena
u ¢.XIII. ITo cpaBHEHHIO C KPOBBIO U TIA3MON KPUOTIPEITUIIUTAT COJIEPIKUT OOIbIIEe
komuuectBo  (.VIII Ha enuammy oObeMa, 4dYTO TIO3BOJSET OCTAHABIIMBATH
KPOBOTEUEHHUS Ja)X€ MPU HEKOTOPBIX XUPYPrHYECKHX BMelarenabcrBax. OgHako B
OCTaJbHOM KpUOMNPEUUNUTAT o0NagaeT TeMU XKe HemocTarkamu. B kadectse
T€MOCTAaTHUECKOTO Tpenapara mpu reMobuianu A B pPa3BUTHIX CTpaHax OH
MPAKTUYECKU HE IPUMEHSETCS.

PeBOMIOIMOHHBIM 1IAarOM CTajla pa3paboTKa BHICOKOOYHILIEHHBIX MpPErnapaToB
¢.VIII. D10 mo3Bomwiio co3maTh mIpenapaThl ¢ BbicOKOW akTuBHOCTHIO ¢.VIII B
MajioM 00OBbEeMe, YTO PEeHImio MNpodsieMy JTOCTHIXKEHHS JII000OM HeoOXoauMoit
kounenTparuu . VIII B kpoBu pernunuenta. K Tomy ke paspaboTaHHBIC METOIBI
yIaJleHus BUPYCOB IIO3BOJMJIM CBECTH HA HET PHUCK 3apakeHus Haubosee
3HaYUMBIMUA WH(DEKIHUIMHE, MepeaaouMucs yepe3 Kposb, - BUY, rematutamu B u
C. CoBpemennble mpemnapaTel KoHueHTpaToB ¢.VIII mpencraBustor coboii
JUO(UIM3UPOBAHHBI TOPOIIOK C TOYHO OIpeaeiaeHHoN akTuBHOCTHIO (. VIII.
[Ipenapar MOXeT XpaHUTHCS IPU KOMHATHOW TeMIiepaType 10 6 MecsleB, a npu +2...
+8 °C - 10 2 5er, 4TO MO3BOJIAET JIETKO UCIIOIb30BaTh €ro B JIOMAIHUX YCJIOBUSX.
Opnnako Takue mpenapartbl ctosaT noporo. Coszmanue xoHreHTparoB ¢.VIII cmenano
BO3MOYHBIM MX MTPOPUITAKTHIECKOE BBEICHUE /TSI MPEOTBPAIIECHUS KPOBOU3IHSHAN
B cyctaBbl. B  HacTosmiee Bpems pa3paboTaHO 4YETBEPTOE  IOKOJICHHE
AaHTUTeMO(MIBHBIX MpenapaTroB - KOHIEeHTpaThl pekomOuHantHoro ¢.VIIL. Ilpu nx
MPOU3BOJCTBE BOOOIIE HE MPUMEHSIOTCS KOMIIOHEHTHI KPOBH YeEJIOBEKa, 4YTO

TCOPECTUUCCKHU ITOJIHOCTBIO HCKJIIIO4YacT PHUCK I/IH(bI/IHI/IpOBaHI/IH
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r€MOTPaHCMHUCCUBHBIMH BHpycamu. K coxaneHuro, CTOMMOCTh 3THUX IpenapaToB
3HAYUTEJIBHO BBILIE, YEM MPENAPATOB MPOU3BOJHBIX YEIOBEUECKOMN IJIa3MBbl.

CoBpeMeHHbIE MOAXOAbl K JICYEHUIO TeMOPWINH, C YYETOM CTOUMOCTH
reMOCTaTHYECKHX IMPErnapaToB TPEOYIOT PEryaspHOrO0 KOHTPOJIS  COCTOSIHHS
reMocTasa ¢ 00s3aTeIbHBIM ONpPeIeICHHEM aKTUBHOCTH AeduriutHoro dakropa [20].

Haunbonee 3HaunMbIM crienu(UYECKUM OCJIOKHEHUEM TEpamnuu IMpernapaTtamu
¢.VIII sBasieTcst pasButre UHrHOUTOPHOM (Gopmbl remoduiuu. [lpumepHo y 5-20%
NAIMEeHTOB C TsbKenol (opmoit reMopmnuu A, monydaBmux npemnaparsl ¢.VIIL, B
KPOBU MOSABJISIIOTCSL aHTUTENA K HeMY. [Ipy BBICOKOM TUTpE aHTUTEN BECh BBOJUMBII
npenapar HEMEIJIEHHO CBA3BIBAETCS W BBIBOAUTCS M3 KPOBOTOKA. OTO CO3/AET
3HAQUUTENbHbIE TPYJHOCTHM TMpPU OKa3aHUU remMoctatudeckoi momommu. C
NPAKTUUECKOM TOYKM 3peHHs HEOOXOIMMO 3HAaTh AKTUBHOCTH Pa3BUBIIETOCS
MHrHOUTOpa. AKTUBHOCTh U3MepseTcs MmetoqoMm berezna B beresna ennnnnax (BE).
[Ipu TuTpe wuHruOuTopa 1m0 5 BE BO3MOXHO JleueHHE BBICOKUMH [103aMH
koHneHtpara ¢.VIIL. Ilpu tutpe 6onee 5 BE HeoOxoaumbl Apyrue MmyTH pelieHus
npoOJiemsl [18].

B Hacrosiiee Bpems 1 OKa3aHMsI T€MOCTAaTHYECKOW MOMOINM MalMEeHTaM C
UHTUOUTOpHOU (opMolt TeMOobUIMKM TPUMEHSIOTCS TMpenaparbl, I[O3BOJSIONINE
3alyCTUTh KOAryJsIUOHHBINA Kackaa «Hmwke» (aktopoB VIII u IX. Haubonee vacto
npumensatorcs npenapatsl FEIBA u NovoSeven.

FEIBA - akTuBHpOBaHHBIA KOHIIEHTpAT (HaKTOPOB MPOTPOMOMHOBOTO
komruiekca. B ero cocraB BxoasaT daktopel [X, X, VIla. Ero BHyTpuBEeHHOE
BBEJICHUE aKTUBUPYET 00pa30BaHKe MPOTPOMOMHAZHOTO KOMILJIEKCA.

NovoSeven - KOHIIEHTpaT peKOMOMHAHTHOTO aKTUBHpOBaHHOTO (aktopa VII.
B ocHoBe MexaHM3Ma TreMOCTaTHYECKOTO JEWCTBHSI ATOrO TMpernapara JIeKUT
3HAUMTEIbHAS AKTUBALMS IMEPBOIO 3Tala BHEIIHEro KacKaaa, MPOUCXOIAIas IpH
koHtakte T® wu ¢.VIla. Kpome Toro, 3t1oT mpemapar B TepaneBTHUYECKUX
KOHLIEHTpausax cnocobeH aktuBupoBath G.IX u ¢.X Ha MeMOpaHe aKTHBHUPOBAHHBIX

TpoMOouTOB 0€3 yuactus TO.
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1.2 Temodumus B

I'emopunus B (medumur dakropa I1X, Oonesnp Kpucrtmaca,) - Bun
BPOXKIEHHOM KOAaryJjomnatuu (BpO’KIEHHOTO HapylIEHUs CBEPTHIBAHUS KpPOBH),
HACJIEICTBEHHOE reMopparuyeckoe 3aboneBaHue. B ocHoBe mAaHHOro 3a00seBaHUA
JEKAT MYTAI[MOHHOE MOpa)XeHHE TeHa KOoarysiuuoHHOro Qakrtopa IX, KoTOpbIii
CUHTE3UPYETCSI M CEKpETUpYyeTCs B KpPOBb M3 IedyeHU. YTO B CBOIO oOuepenb
o0ycloBIMBaeT (PYHKIMOHAIBHBIA ACPUIUT KoaryiasiuuoHHoro ¢akropa IX;
HapylleHne o0pa3oBaHUe aHTUTeMO(UIBLHOTO I100ynuHa B.

Yactora BcTpeuaemoctu npuomm3utenbHo 1 Ha 30 000 manpunkoB. Tak Kak
KJIMHUYECKH OHAa HEOTIMYMMa OT remMouiuu A, HO JICUUTCS MHAYe, peuIaroiiee
3HAUEHUE HMeEEeT JlabopaTopHas JUArHOCTHKA. 3a00JeBaHUE CLEIUIEHO C I0JIOM,
KIIMHAYECKH CXOJHO ¢ reModummeit A [12,13].

Knaccudukanus mo TSKECTH aHAIOTMYHA KilacCUPHUKAIMU remMopuinu A,
OCHOBaHa Ha ONPEJEJICHUN aKTUBHOCTH (pakTopa IX B kpoBu: Tsxkenas ¢popma 1 - 5
%, cpennetrsokenas - 5 - 30 %,1erkas gopma - >30%. BeTpeuaroTess BpoxKIeHHbBIE U
npuoOpereHHble  Gopmbl.  [IpyuMHa  MeEHbIIEH  YacTOThl  BPOXAECHHBIX U
npuoOpeTeHHBIX (HOpM 3TOTo 3a00IEBaHUS, BO3MOKHO, KPOETCSI B MEHBIIEM pa3Mepe
reHa U Moiekyiael ¢.IX, yem rena m monexkynsl ¢. VIII Ilo asToit ke mpudmHe,
BEpPOATHO, YACTOTAa pa3BUTUS HWHTHOMTOpHBIX (opm remodmiun B  Ttaxke

3HAYUTENIbHO MEHbIIIE, YeM npu remopunuu A[4,16].

1.3 Jedunur dakropa XI

Hedurut daxropa XI (panee 3aboneBanue onpeaesuioch kak remodunus C) -
remopparmdeckoe 3aboJieBaHHe, BO3HHUKarolee n3-3a nedekra reHa ¢akrtopa XI.
Hedurur dakropa XI mepemaercss Kak ayTOCOMHO-PEIICCCUBHBIM MPHU3HAK. ODTO
3a00JIeBaHUE JJOCTATOYHO YaCTO BCTPEUACTCS B MOMYJIAINH €BPEEB-alTKeHA3H, CPEIH
KOTOPBIX TOMO3UTOTHOE HOCUTENBLCTBO cocTaBisieT ot 0,1 1o 0,3%, a rerepo3urotTHoe

- oT 5,5 no 11%. B npyrux rpymnmnax JIrogei OonucaHbl JUIIb CIOPAINYECKUE CITydau.
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Knunnueckn nepuuutr ¢.XI 3HaumTenbHo otnuvaerca oT remodpunuun A u B,
BCJENCTBUE 3TOr0 TepMuH «remodpmnus C» HcKiIoueH u3 Kiaccupukanuu. Y
OOJIbHBIX C TOMO3UTOTHOW (opmoii 3abosieBaHusi akTUBHOCTH (.XI B KpoBH
coctaninsgeT ot 0 10 15%, y rerepo3uroTHeix HocuTenei - ot 25 1o 70%.

[Ipu nedunure ¢.XI MMeeTcs yMEPEHHO BBIPAKEHHBIM T'eMOpparuyecKuit
CUHIPOM B BHUJE OOJBIIOIO KOJMYECTBA KOXKHBIX TE€MOPPArMuYe€CKUX 3JIEMEHTOB,
HOCOBBIX, = MAaTOYHBIX  KpPOBOTEUCHHH, JIMTEIbHBIX KPOBOTEUCHHH  IOCIE
XUPYPTUUECKUX BMEIIATEIbCTB, KPOBOTEUEHUN moche yhaldeHus 3y0a uiH
TOH3WJUIIKTOMHH. B KaXI0M KOHKPETHOM Cllydae TPYAHO MpeacKa3aTh, Kak 00JbHOM
CpearupyeT Ha XHUPYpPrHuecKOe BMEIIATeNbCTBO. TSHKECTh T'eMOpPpParuveckoro
CHUHIpPOMa MOXET He KOoppenupoBaTh ¢ akTUBHOCTHIO (.XI B kpoBu. KinHuueckue
NpOSIBIICHUS] BO3HUKAIOT Npu ocTatoyHoM aktuBHOCTH (.XI menee 30%, omnaxo
BO3MOXXHbl ~MUHUMAJIbHBIE TPOSIBJICHUSI Y TETEPO3UTOTHBIX HOCHUTENEH C

akTuBHOCTHIO (. XI mexy 50 u 70%[9]

1.4 HacnencrtBennas 6ose3ns BueOpanaa

bone3ns Bunnedbpanna (bB) - remopparndeckoe 3abojieBaHUE, SBISIOMICECS
CIEICTBHEM  KA4eCTBEHHBIX WJIM  KOJMYECTBEHHBIX  HapylieHuWW  (Qakxropa
Bunnebpanna. bone3ns BuiieOpanaa ObiBaeT HaCIECTBEHHOM WIIM MPUOOPETEHHOM.
Ctporo roBops, 6one3ns Bunebpanaa Henb3s OTHECTH B TPYIILY TPOMOOIIUTAPHBIX
HapYIICHU, TOCKOJIBKY TPOMOOIUTHI Mpu O60Je3Hu Bunebpanaa He CTpagaioT.

[IpuunHoOl HaciencTBeHHOW Oosie3Hu BumneOpanma sBaseTcs MyTallusl T'eHa
dakropa Bmmnebpanga (VWF). K wHactosmemy BpeMeHM TIOKa3aHO, dYTO
HacjencTBeHHas Oosie3Hb BuuneOpanna sBisercss HamboJiee pacnpoCTpaHEHHBIM
reMopparnueckuM 3aboseBanueM. Yactora HocuTener nedextHoro reHa VWF B
nonyssiuu gocturaet 1:100 genosek, Ho ymmb 10-30% 13 HUX UMEIOT KIMHUYECKHE
nposiBiieHust [17].

B cootBerctBUM ¢ oOmenpuHsaTol kiaccudukamueit (Sadler, 1994) BB

nojApaszaensercd Ha 3 Tumna, a tum 2 - Ha 4 noaruna [14,15]:
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° 1-ii Tun - HaAcJEACTBEHHOE 3a00JIeBaHUE C YACTUYHBIM ACHUIIMTOM

¢dakropa Bunnebpanga B KpOBM U HOPMAJbHBIM paclpeaelieHUeM MYJIbTUMEPOB
baxTopa Buniedbpanna;

o 2- TUN - HACIEACTBEHHAs MATOJOTUS C KaueCTBEHHBIM H3MEHEHHUEM
¢dakropa BunneOpanna. Bropoii Tun noj pa3neisior Ha 4 moaTHIA:

- noatun 2A - XapakTepU3yeTcs CHIKEHHEM MYJIbTUMEpPOB (QakTropa
BuneOpana 60sb1110# 1 cpeiHel MOJIEKYJISIPHON MacChl;

- nontun 2B - Gonpime mMynbTUMEpHl dakTopa BuineOpanaa CHUKEHBI,
yBenudeHa ad@UHHOCTh K TPOMOOIMTApHOMY TIIMKONpoTeuHy 1b u cHuxkeHa
ap(UHHOCTD K IPYTHM PELENTOPHBIM TTTIUKOIPOTEHHAM;

- noatun 2M - XxapakTepHu3yeTcss CHUKEHHONW PHUCTOMHUIIMH-KO(AKTOpHON
AKTUBHOCTBHIO TPU HOPMAJIHLHOM KOJMYECTBEHHOM U Kaye€CTBEHHOM COCTaBe
MyIbTUMEPOB (hakTop aBunneOpanna;

- noatun 2N - KayecTBEHHble BapuaHThl (akTopa Buimebpannma co
3HAYUTEIbHBIM  CHWKeHueM adduunocty k ¢.VIII (camxen dakrop VIII
CBSI3BIBAIOINI aKTUBHOCTH (pakTopa BuieOpanma);

. 3-ii TUI - MPaKTHYECKOe OTCYTCTBHE pakTopa Bumiedpanna B KpoBH.

Jmarnoctuyeckue npusHaku 0one3nn BumieOpanma npencraBieHbl B TaOIuIe
3[17].

Tabmuua 2 — KiuHuyeckue OCOOEHHOCTH W JIMarHOCTMYECKHE MPU3HAKU

6one3nn Buebpanna.

UYacrora BcTpewaemoctn | KnumHMYeckne ocoOOEHHOCTH Jnarnoctrka
Tunn 1 | 1-30:1000 HauOouee | Jlerkue " yMEpEeHHbIC | AHTUTEH dakTopa
pacrpocTpaHeHHBIH NPHU3HAKH KPOBOTOUMBOCTH: | BuineOpanna, AKTUBHOCTh
BapUaHT 00JIe3HH | ayTOCOMHO-IOMMUHAHTHBII ¢daktopa  Bumnebpanga u
Bunnebpanna TUI HaCJIEJOBaHUS c| o VI CHIDKEHA Ha
(>70% Bcex ciayuaeB) HETIOJIHOM TEHETPAHTHOCTHIO | MponopuuoHaisHo  (20-50%).
(mpumepno 60%) Bce ¢pakuun MyabTHMEpOB
MIPEICTABIICHBI
MPONIOPIIMOHAIIBHO.
Tun [Tpubmm3uTensHO 10- | Jlerkue u ymepeHHbie | BapunabenbHoe CHIKCHUE
2A 15% Bcex KIMHMYECKH | IPU3HAKK KPOBOTOYMBOCTH: | aHTUIEH dakTopa
3HaYMMBbIX CJly4aeB | ayTOCOMHO-JJOMUHAHTHOe, HO | BumieGpanna, AKTUBHOCTH
6one3nu Bunnebpanna BO3MOXXHO M  ayTOCOMHO- | ¢akTopa  Bumiebpanga wu
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peueccuBHoe HacnenoBanue | ¢.VIII, orcyrcTBHe BbICOKOTO
C Oonee NOJHOW | M CpeoHe  MOJIEKYJSPHBIX
MEHETPAHTHOCTBIO, Ye€M TIpU | MYJIBTHUMEPOB ¢akTopa
1-m THIE Bunnebpanna
Tun 2B | JIoBosibHO penkuii | Jlerkue u ymMepeHHbIe | BO3MOXHO CHM)KEHUE aHTUTEH
BapUaHT MPU3HAKK KPOBOTOYMBOCTH: | (pakTopa  BmmneOpanma wu
(<5% Bcex KIMHUYECKH | ayTOCOMHO-JOMUHAHTHBIN ¢ VIII: YMEHBIIIEHUE
3HAYMMBbIX CJIy4aeB | TMI HaclIeZIOBaHUS C OoJiee | BBICOKOMOJIEKYISPHBIX
Oone3nu Bunnebpanna) | momHOW — NMEHETPAHTHOCTHIO, | MYJIbTHMEPOB, MOJOKUTEIbHAS
4eM npu 1-m turme arperanus C HU3KUMU
KOHIIEHTPAIUSIMHU
pPHUCTOIIETHHA, Jerka "
yMepeHHasi TPOMOOLUTOIICHHUS
Tun Penxuii Tun Tsoxkects  reMopparmdeckux | BapmabenbHoe CHIKCHUE
2M (emMHUYHBIC OTIMCAHUs) | PACCTPOMCTB pasiuyHa: | aHTUTeH dakTopa
ayTOCOMHO-/IOMUHAHTHBII Bunnebpanna U ¢.VIII.
THUII HACIIEJJOBAHUS AKTHUBHOCTb daxTopa
Bunnebpanna CHI)KEHA
OTHOCHUTEIIBHO aHTUTCHA,
HECMOTpSL Ha MPHUCYTCTBUE
BBICOKOMOJIEKYJISIPHBIX
MYJIbTUMEPOB dakTopa
Bunebpanna
Tun Berpeuaercs penko PaznooOpazHbie 1o | AKTUBHOCTh aHTUTEH (haKTopa
2N TAKECTUTEMOPPArnuECKUE Bunnebpanna u  daxrtopa
Hapymenus.  Knunandeckue | Bunnebpanna pa3NuYHBI,
HapyIICHUS CXOJIHBI ¢ | yacto HOpMaJIbHBIE.
HETSKEJbIMU dbopmamu | JlucnponoproHaIbHO
reMopuInu A. | camxen ¢.VIII. Kak mpaswuiio,
HacnenoBanue aytocoMHOe | HOpMallbHOE  pacIipelielieHHe
MYJIbTUMEPOB, CHUKEHHE WU
OTCYTCTBHE ¢axTopa
VlllcBsi3biBatonuii akTHBHOCTh
¢bakxTopa Bumiebpanna
Tun 3 | 1-5:1000000 Tsokenple  TeMopparuueckue | AHTUTEH daxTopa
HapyLIeHHUS, ayToCcOMHO- | Bunnebpanna, aKTUBHOCTh
perieccuBHOE HacaenoBanue | ¢akropa  BwmmeOpanma wu
¢. VIl 3HaunTEIPHO CHUKEHBI
WM HE OTIPEIeIIOTCS

OCHOBHBIM KJIMHHYECKUM IIPOABJICHUEM 0ose3HU BI/IJIJIC6paH,IIa ABIIACTCA
IMOBBIICHHAA KPOBOTOYMBOCTH IIPU TpaBMaxX WM IATOJIOTHUYCCKUX IMPOLCCCAX. HpI/I

Ooonesnn  BumneOpanga  cTpamaer  (YHKUMS ~ OCTAaHOBKM  KPOBOTEYEHHMS,
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CIEAOBATEIbHO, XapaKTEpHbl NEPBUYHBbIE KPOBOTEUEHMS, HAYMHAIOLIMECS Cpasy
IIOCJIE TPABMBI.

XapakTep M TOKECTb TEeMOpPpParuyeckoro CHUHApOMa TMpu  OO0JIe3HU
BunneOpanna 3aBucsat ot ¢popMbl 3a00sieBaHus. B 11€710M MOXXHO YCIIOBHO BBIICTUTH
TpHU BApHUAHTA!

1 BapuaHT - TeMOpparvyeckKuii CHHAPOM IO MHUKPOLUPKYISATOPHOMY THUITY
xapakteped mius 1, 2A, 2B, 2M TunoB Oonesnn BumieOpanma. TunuusHbiMu
ABJISIFOTCS. KOKHBIM TEMOCHUHIIPOM B BHUJAE JKXMUMO30B, NETEXUH, KPOBOTECUEHUS W3
TPaBMUPOBAHHBIX CIIM3UCTHIX OOOJIOYEK, JIUTEIbHBIE KPOBOTEYCHHS W3 JIYHOK,
YIAJICHHBIX WM  BBIMIABIIMX  3yOOB, HOCOBBIE KPOBOTEYCHHS, MAaTOUYHBIC
KpPOBOTEUEHHSI Yy  [JE€BOYEK IIOCJIE€  HayaJla  MEHCTpyalud, MWHTpa- H
IIOCJICONEPALIMOHHBIE  KPOBOTEUECHMS, JKEIyJOYHO-KHUIIEYHbIE KpPOBOTECUYEHHS U
KPOBOTEUEHHSI M3 MOYEBBIX IyTed. MeHee XapaKTepHbl KPOBOTEUEHHUS W3 MECT
WHBEKIUN U TEMATOMBI TKAHEN TTOCJIE PA3JIUYHBIX TPABM.

2 BapuaHT - BBIPAKEHHBIM TeMOpPparvyecKuii CHHAPOM IO CMEUIAHHOMY
(reMaToMHOMY M MHUKPOLUUPKYJISTOPHOMY) THUIY. DTOT BapHaHT XapaKTepeH s
OONMBHBIX TsKENbIMU ¢dopmamu 1-ro u 3-ro TumoB Oone3nun BumneOpanma,
KJIMHUYECKH HanoMuHaeT remoduinio. [lepBbie mposiBIeHHS MOTYT OTMEYaThCsl B
MEPUOJ HOBOPOKIECHHOCTH: KOKHBIM T€EMOCUHIPOM, FEMAaTOMBbl U1 KPOBOTEUCHHS W3
MECT MHBEKIUH. Y JE€TEd U MOAPOCTKOB BO3HUKAIOT I'€MATOMBbI MATKMX TKAaHEW,
KPOBOTEUEHHMS MPU TpaBMax CIU3UCTOM pTa, CMEHE 3yOOB, KPOBOTEUEHHMs U3 pPaH
KO>HW U CIIM3UCTBIX, HOCOBBIE, KUIIICUYHbIE KPOBOTEUEHHUSI, KPOBOTEUEHHUS U3 MOUYEBBIX
nyrted. [locie Havana MeHCTpyalui y A€BOYEK HEPEAKH MATOYHBIE KPOBOTCYECHUS.
KpoBousnusinusi B CyCTaBbl, TaK e, Kak W MpU reMOUIUHU, MOTYT HadaThCid Ha
MEPBOM TOJy KM3HU. DTU OOJBHBIE CTPAAAIOT OT MHTPA- U TOCICONEPAIIMOHHBIX
KPOBOTEYEHHUM.

3 BapuaHTt - KilnHnueckas kapTuHa CXOJIHA C TAKOBOM y OOJIbHBIX reMOpuUIneit
A c ananormuHbiM ypoBHeM ¢aktopa VIII: remMaroMHbIil TUIT KPOBOTOYMBOCTH,
PEAKO COMPOBOXKIAIOIIMIICS MOpaXXeHUeM CycTaBoB. st aToro BapuaHTa 0OJe3HU

BunneOpanna xapakTepeH KOXKHBI T€MOCHUHAPOM B BHJIE€ T€MaTOM, OTCPOUYEHHBIC
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(BO3HMKAIOUIME 4Yepe3 HECKOJIbKO YacOB WM JHEW MOCJ€ HACTYIUICHHS TPAaBMBI)

KpPOBOTEYEHHUS] NpU TpaBMax W Iociae  onepaurii. Moryr  BO3HHUKATh
MOCTTPaBMAaTHYECKUE F'eMaTOMbl MITKUX TKaHew [19].

1.5 JlabGopaTtopHas nuarHoctuka remodunuu A, B

Koarymorpamma npu remodmmmu A, B!

o JInarHocTUYECKUid anropuT™M reMouiivy npeacTaBieH B Tadauie 4

o Ha mnepBom »3Tame BBINOJHAIOTCA CKPUHUHTOBBIE TECTBI: BpEMs
kpoBoteuenus, [1B, AUTB, ¢pubpuHoreH, KoJuuecTBo TPOMOOIIUTOB

o Ha BTOopom stame BbeimonHs0TCs yrouHstonime tectol: §.VIII:C, ¢.IX,

pucToneTHH KodakTopHas akTuBHOCTb, (. VI, -X, -1 [20].

Ta6nuna 3—/{uarHocTuyeckuii arOpuTM BBISIBIICHUS TeMOMUIIUH.

I'emodunus A

I'emodunus B

Bpewms kpoBoTeueHus Hopma Hopma

I1B Hopwma Hopwma

AYTB Y nuHeHo Y nuHeHo
(penxo
HOPMaJIbHOE)

OubpuHOTECH Hopma Hopma

KommdectBo TpomboruToB | Hopma Hopma

Y TOUYHSIOIKE TECTHI

¢.VIIIC CHmxeH Hopma

¢.1X Hopma CHmxeH

Pucronerun kodakrtopnas | Hopma Hopma

aKTUBHOCTH

¢. VI, -X, -1l Hopma Hopma
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1.6  JlabGopatopnas nuarnoctuka bonesnu BuneOpanna.

JuarHoctuka 6one3Hu BruiuieOpanga OoCHOBaHa Ha aHAIM3€ aHAMHECTHUYECKHUX,
KJIMHUYECKUX U JIaOOpaTOpHBIX JaHHBIX[19].

Jlnarnoctryeckue Kpurepuu 0ose3nn Buiedpanna:

. THUNUYHBIN TEMOPPATUYECKUN CUHAPOM.

. [TpusHaku  CHMWXKEHHS ~ cHeUM(PHUUECKOM  aKTUBHOCTH  (pakTopa
BunneOpanna: pucroneTuH-koakTopHas aKTHUBHOCTh (¢akrtopa Buiebpanna,
KOJIJIareH-CBA3BIBAIONIAS  aKTUBHOCTH ¢akTopa Bumnebpanma, dakrop VIII
CBSI3BIBAIOIASl AKTUBHOCTH (pakTopa Bumnebpanma.

. JUiga Ttuna 2B TunmyHAa < MOJIOKWTENbHAS — peakUus —arperanuu
TPOMOOLIUTOB TPU HCIOJIb30BAHUU B KAYECTBE MHAYKTOpa PHUCTOIIETHMHA B HU3KOU
KOHLIEHTpaLHH.

Huddepenumansublil nuarno3 6one3nn Buiedpanaa npeacTasieH B Ta0aume

Tabnuma 4 - Jluarnoctuyeckue mokaszatenu 6osiesHn BumneOpanaa.

Tunbi 600J1e3Hu BuiiedOpanga

Tectr Tunsel 1, 3, 2A, 2M THI 2B T 2N
1 2 3 4
Bpewms H/1 H/1 Yame H
KPOBOTEUEHHUSI
AUTB H/1 H/1 )
I1B H H H
KonnuectBo H |, MOxer H
TPOMOOITUTOB MOBBIIIATHCS J10

HOPMBI

Kousnaren-
CBSI3bIBAIOIIAA l |, pexe H H/|
AKTUBHOCTb
dakTopa
BunneOpanna
AHTHTEH | (xpome THma 2M) H/| H/|
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(dhaxTopa

Bunnebpanna
¢. VI | (kpome tuma 2M) | H/| (kpome THma !
2M)
Arperanus ¢
AJlD, H H H
KOJJIAr€HOM,
aZipEeHaTMHOM
Arperarnus ¢ JH JH Kak npasuio, H
PUCTOLIETUHOM
KpoBortoun- [1o MukpoumpKy ITo I1o remaToMHOMY
BOCTb JSTOPHOMY WJIA | MUKPOITUPKYJISIPHO THUITY
CMEUIaHHOMY My

TUITY TUITY

HacnenoBanue A-]1 ¢ HenmoHOM A-]1 ¢ HenmoHOM A-]1 ¢ HenmoHOM

MIEHETPAHTHOCTHIO
(nns 3 tuna A-P)

IMMCHCTPAHTHOCTBIO

IMMCHCTPAHTHOCTBIO

¢.VIII - dakrop xoarymsuum VIII, A-JI - ayrocomHo-mommHaHTHOe, A-P

ayTOCOMHO-PEIECCUBHOE.
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T'JIABA 2. AHAJIM3 ITOKA3ATEJIEM TEMOCTABA JIUISI JMATHOCTHUKE
HACJIEJICTBEHHBIX KOAT VJIOITATHUH.

2.1  Marepuaasl 1 METOABI UCCIICIOBAHMS.

[IpakTdeckass 4yacTh wHccienoBaHus BeimojsiHeHa Ha 0Oaze KIbY3
«KpacHosipckast kpaeBasi KiIMHWYEcCKas OoybHMIA» T.KpacHosipcka. MHOW0O ObuIH
W3Y4YeHbl M MPOAHATU3UPOBAHBI YYEOHO-METOAMUECKHUE TTOCOOUs, UCTOPUU OOJIe3HU
MaIrMeHToB, cOOp aHaMHe3a u 00cIeJ0BaHNe BEIOPAHHOU TPYIITHI TAITUEHTOB.

B wuccrnenoBaHue BKIIOYEHBI MAIlMEHTHI, TE€MATOJOTHMYECKOIO OTACIICHUS
KpacHosipckoii  kpaeBOMl  KJIMHMYECKOW  OOJIbHMIIE, C  TMOJO3PEHHEM  Ha
HacneacTBeHHbIe Koaryiaonatuu ([Ipumoskenue B).

MHoro ObUIM TpOaHAJIU3UPOBAHbl  pe3yjiabTaThl uccaenoBanust 20
nanueHToB KI'BY3, ¢ mnomo3peHneM Ha HACIEICTBEHHbIE KOAryJonaTuud, W3

KOTOPBIX:9 My>kuuH, 1xeHmuHoT 18 1o 87 ner. (Pucynok 2).

® Myxxunnbl (N1=9)  ® XKenmunasl (N=11)

Pucynoxk 2 — Pacnipeenenne o0CiieI0BaHHBIX ITAIIMEHTOB I10 TIOJTY.

MarepuanoM s UCCIENOBAHMS CIyXWiIa IUla3Ma LEHTPU(YTUPOBAHHON

BEHO3HOM KpoBU. KpoBh 11 nccnenoBanusi reMoctasa 3abUparoT yTpoM HATOIIAK IO



MIPOIIECTBUM HE MEHEE 8 U IMOCIIe MOCIeIHero mpruemMa nmuiy. BaxxHo, 9To0bI B3sITHE
BEHO3HOM KpOBH MPOBOJAMIIOCH B CIIOKOMHOM COCTOSIHUH, IIO3TOMY TMEpe
BCHEMYHKIMEN MalMEHTy PEKOMEHAYIOT mnocuaerb B TeueHue 20-30 mwuH. Jlud
MOJIYYCHHUSI HAJEKHBIX PE3yJNbTaTOB TIPH  HCCIAEAOBAHUM  TPOMOOIIUTAPHOTO
reMocrasa 3a JIeHb JI0 Cllayd aHajiM3a NalUEHTy CJeayeT u30erarb CTPECCOB,
(bU3MYECKUX HArpy30K, CMEHbl peXHMa JIHA W U3MEHEHUH B NUTaHUHU, NpUEeMa
AJIKOTOJISI.

[Ipu B3sTMM M TOATOTOBKE OOpa3lloB KPOBU ISl MCCIEIOBAaHUS TeMOCTa3a
clenyeT TMPUMEHATh MEPhl IS TPEAYyNPEeKIACHUS aKTHBAIMU TPOMOOIUTOB W
KOaryJIsIUOHHBIX peakiuii. st oOpasioB KPOBU HEJB3sl MUCIOJIB30BATh OOBIYHBIC
CTEKJISTHHBIE TTPOOMPKHU, MOCKOJBKY CTEKJIO aKTUBUPYET KOATyJSIIIUI0O U cOpOUpyeT
KOaryJsiiuoOHHbIE  (aKTOphl. VICTIONB3YIOT TUTACTHKOBBIE TPOOUPKH, OJHAKO
pa3iiMyHble COpTAa IJJACTUKA TaKXKe pAa3HATCS IO CHOCOOHOCTH AaKTUBUPOBATh
KOAryJISIITUOHHBIE PEAKIIUH.

Xopomie pe3ynabTaThl JAET MCIOJIb30BAaHUE BAKYYMHBIX CHUCTEM JJISI B3SITUSA
KpOBH, cojepxamux 3a0ydepennsiii 3,2% pactBop nutpara Hatpus (Oydepuzamms
yamie JOCTHraercs Jg00aBKOM JIMMOHHOM KHCHOTHI). l[BeToBas komupoBKa TI0
ISO/DIS 6710 nns  BakKyyMHBIX CHCTEM, COJEpKalllUX LUTpaT HaTpHs,
Ipe1ycMaTpUBaEeT CBETIIO0- roJy0oH 1BET.

Heo6xoaumo uToOb1 GyHKIHUS TPOMOOIIUTAPHOTO M KOATYJSIITUOHHOTO 3BEHA
reMocrasa Obljia UCClieJOBaHa B TEUCHHUE 2 U MOCJIE B3STHUS KPOBH Yy MAIIUEHTA.

KoarynsiumoHHoe  3B€HO  reMocrasa  OLEHMBAJIA 1O  CIEAYIOIINM
MOKa3aTEeNsIM: AKTUBUPOBAHHOMY YaCTUYHOMY TPOMOOTIIIACTUHOBOMY
BpeMeHH, arperamnuu TpoMOouutoB ¢ AP u pucromunnHoM, akTuBHOCTH (. VIII,
[X, anturpom6buna-IIl, pakropa aktuBHOCTH BumneOpanaa u ero aHTUT€HOB.

Koarynonorudeckue uccieioBaiue y Jinll ¢ OJ03PEHUEM Ha HACIEACTBEHHYIO
KOAaryJIonaTvio MPOBOWIMN B J[Ba dTara:

Ha nepBom 3Tarne nmpoBOAWIM KOAryJOJOTHYECKUM CKPUHUHI, BKIIFOYAKOIIUN
MOJACYET KOJMYECTBA TPOMOOIIMTOB, OINpECICHUE AaKTUBHUPOBAHHOTO YaCTUYHOTO

TpoMmOorutactuHoBoro Bpemenu (AUYTB), mnporpomOunoBoro Bpemenu (IIB),
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TpoMOuHOBOro BpemeHu (TB), koHueHnTpammu QUOpUHOTEHA — KJIOTTHHTOBBIM
METOJIOM.

Ha BTopoM »stame wucciemoBanu Tect Koppekiuu (koppekuuss AUTB mpu
CMEIIMBAHUHU TUTa3Mbl TIAIMEHTA ¢ HOPMAJIBHOM TIJIa3MOH ), OTIpeIeJICHUE aKTUBHOCTH
FVIII, FIX, VWF — umMyHoornueckuMu MetojaMu. s moaTBepkaeHUs 00JIe3HU
BunneOpania mpoBOAMIN OTIPEIEICHNE arperaliiii TPOMOOIIMTOB ¢ PUCTOMUIIMHOM -
TypOuIuMETpUIeCKUM MeTo10M bopHa.

M3mepenusi mokazaTeneld KOoaryJasSIMOHHOTO TeMOCTa3a MPOBOJIWINCH Ha
aBTOMATHYECKUX KOaryJioMeTpax ACL TOP 700, (bupmbI
«InstrumentationLaboratory», KJIOTTHHrOBBIM MeTOAOM (LpUIOXKEHHE A), s
paboTHI aHAIM3ATOPOB UCITOJIB30BAIMCH PEareHThI ATOH K€ (PUPMEI.

JIist  vHTepHpeTaluy TMOJMYYEHHBIX JaHHBIX HCIOJIB30BAM  CIEIYIONTHE

JAUAarHOCTHYCCKUEC KPUTCPHUU.

Tabnuna 5 — [NokazaTenu KoaryiorpaMMbl B HOPME.

[Tokazarens KoaryaorpaMmmbl HopmanbHbie 3HaYCHHS
AUYTB 28-40c.
I1B no KBuky 70-120%
TB 14-17c.
dOubpUHOTEH 2-4 v/n
KonuuectBo TpOoMOOIIMTOB 150-400*109x
Arperanust TpoM601uToB: ¢ AJID 40-60%

C KOJUTareHOM 70-94%

C PUCTOMUIIMHOM 55-100%
®daktop Bunebpanna, anturen vVWFAg 60-150%
AxtuHocTh VIII dakropa 66-170%
AxtuHOCTh IX (hakTopa 60-150%
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2.2  Pe3ynbrarhl HCCIEAOBAHUS.

Ha mnepBom »srtame wuccnemoBanus y 20 (100%) manueHTOB OOHapy>KEHO
yumHenue AUYTB y  100%  manueHTOBIpM  HOPMAJbHBIX — [OKAa3aTelsaX
MPOTPOMOMHOBOTO ¥ TPOMOMHOBOTO BPEMEHHU U KOJIMYECTBA TPOMOOIIUTOB.

Ha Bropom srtane onpenensin aktuBHocTh FVIIL, FIX, vWEF. Onpenenenue
AKTUBHOCTH (DaKTOPOB MPOBOJAUTCS TEM OOJBHBIM, Y KOTOPHIX BBISBICHO YUIMHEHHE
AKTUBHPOBAHHOT'O YaCTHYHOTO TpoMmoOoriacTuHoBoro Bpemenu (AUTB). Camxenue
aktuBHOocTH FVIII ormeueno y 13 mammeHToB, 4To coctaBmiio 65%. CHrkeHHe
aktuBHOCTH FIXHE Obuto oTMeueHo. CHmwkenue aktuBHOCTH VWEF ormedeno y 10
MaIMEeHTOB, 4TO cocTtaBmiio 50%.

Jlns monrBepkieHus Ooje3Hu BumieOpanna y MalMeHTOB CO CHMXKEHHOM
aktuBHOCThIO VWF ompenensnu arperaiiio  TPOMOOITUTOB C PHUCTOMHUIIMHOM.
CHmxenue puctomunHa otMedeHo y 10 manuenToB, yto coctaBuio 50%

Takum o6pazom, remoduiaus A BeIsIBJIEHA y 3 MaIlMEHTOB, 4TO cocTaBuiio 15%,
oonesnp BumneOpanaa y 10 mammentoB (50%), y ocTambHBIX MAIlMEHTOB JHArHO3

HACJICJICTBEHHON KoaryJonaTiuu He noarsepauics. (PucyHok 3)

B ['emodunus A (n=3)

¥ bone3nb Bumnebpanaa
(m=10)

u Jlpyrue KoarynonaTHu
(=7)

Pucynok 3 — BoisiBeHHbIEC HAC/IeICTBEHHBIEC KOATYJIONATHH.
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TspkecTp KIMHUYECKOrO Te4YeHHs 3a00JIeBaHMS B 3HAUUTENBHOM CTENEHU
3aBUCUT OT CHWXeHHs ypoBHA ¢akrtopa VIII, dro mno3Bonser mnoapas3nensTh
3a00JiIeBaHUE BHYTPH TUIIOB CIEIYIONIUM 00pa3oM:

Tspxenas gpopma - ypoenb pakropa VI 1 - 5 %.
Cpennetspxenas popma - yposens pakxtopa VIII 5 - 30 %.
Jlerkas hopma - ypoBensb dakropa VI 30%.
Pacnpenenenne 60abHBIX MO POpME U TSDKECTH 3a00JI€BaHUS MPEACTABICHO B

tabnuiie Ne7

Tabnuma 6 - Pacnipenenenue 00bHBIX TI0 (pOpME U TSHKECTH 3a00JI€BaHUS

dopma TsoxecTs 3a0051€BaHMS
KOAryJonaTuy | TsoKelas CpeaHeTsDKeNas | JerKas Bcero
I'emodumus A | 2 (15.3%) 1 (7.7%) - 23%
Bone3Hp - 10 (77%) - 77%
Bunnebpanna

Tspkenoe TedeHHe KoaryaonaTuu otMedeHo y 2 manuentoB (15%), cpenusis
CTENeHb TSHKECTH oTMeueHa y 11 marmenToB — 85% , nerkoil CTeneHu TsHKECTH He

BBISIBJICHO(PHCYHOK 4).

® Tsokenasd cTerneHb
(n=2)

= CpenHsig CTENECHb
(m=11)

Pucynok 4 — CreneHb TSHKECTH BBISIBICHHBIX KOAryJIOMAaTHM.
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3AKJIFOYEHUE

Takum 06pa3om, MOXKHO CIeTaTh CICTYIOIINE BIBOIBI:

1. B xome pabGoTel, MHOIO OBLTM HM3YyYECHBl TEOPETUYECKHE OCHOBBI
HACJIEICTBEHHBIX KOAryJjoMaTHil: 3THOJIOTHUs, NMATOTE€HE3, OCJOKHEHHUS, JICYCHUE U
nabopaTopHas TUarHOCTHKA.

2. Metonbl TMarHOCTHKM HACJIEACTBEHHBIX KOAaryJjomnaTHil BKJIIOYAlOT B ceOs:
nepBuunblii ckpuHuHr (I1B, TB, AUTB, ¢ubpunoren, AT Ill) ¢ ucnonp3zoBanuem
KJIOTTHHTOBBIX METOJIOB, ompeaeiieHne akTuBHOCTH ¢aktopoB VI, IX, VWF -
UMMYHOJIOTHYECKUMH MeToJilaMu, BbisiBiieHre nHruoutropos k FVIII, FIX, VWF u ux
TATp — MeTojoM beresma, ompeneneHue AaKTUBHOCTH — TPOMOOITUTOB  C
PUCTOMHITTHOM— TypOUIUMETPHIECCKIM METOI0M bopHa.

3. B xone uccnenoBanuii 20 manuMeHTOB C MOJO3PEHUEM HA HACIEACTBEHHYIO
KoaryyionaTtuto, reMopuins A BeisiBieHa y 15% nanuenTos, 6o1e3us Bunmnedpanna y
50% mnanueHToB, Y OCTalbHBIX MAallUEHTOB JUArHO3 HACJIEJACTBEHHOM KOArysomaThuu
He moATBepauics. Tspkenoe TedeHHe Koaryionatud otMedeHo y 15% manueHTos,
CpPEIHEH CTENEeHU TSHKECTH OTMEUeHO 85% MalMeHTOB, JIETKOW CTEMEHU TSKECTH HE

BBISIBJICHO.
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[MPUJIOXKXEHUE A

Aptomatnueckuit koarynomerp ACL TOP 700.

ACL TOP 700 3T0 BBICOKOIPOM3BOAUTENbHAS COBPEMEHHAs CUCTEMA IS
OIICHKM TapaMeTpPOB KOAaryJsilMd C MaKCHUMAaJIbHOM aBTOMaTu3alMeil mpoliecca U
HIUPOKUMH HCCIIEIOBATEIHCKUMH BO3MOKHOCTSIMU.

Koarynomerp ACL TOP 700 onTtumaineH i JiabopaTopuil ¢ OOJBIIMM
MOTOKOM 10 TemocTazy — 10 250 npo06 B aeHb u 6osee. Bo3moxkHa eAMHOBpEeMEHHas!
3arpy3ka 10 60 ¢uakonoB peareHtoB u 120 mpoOGupoxk Ha OOpT aHaiIM3aTOpa.
Koarynomerp ACL TOP 700 obnagaer ciaeayronuMu MPEeuMyIeCTBAMU:

- TIPOM3BOJIbHAS 3arpy3Ka JIIOOBIX peareHTOB M MPOOMPOK BO BpeMs paboueii
ceccuy;

- BBICOKAs TPOU3BOAUTENIBHOCTH - 360 1B TecToB B yac;

-pe3ynbTat [1B 32 3 MUHYTHI;

28



-HET CYIIECTBEHHOTO CHIKEHUS NPOU3BOAUTEIBHOCTH IMPH MEpexoie K
CHEIHAIbHBIM TECTaM;

- 3aMEHa KIOBET U MPOMBIBOK B IPOIIecCce padOThI;

- UCCJIeIOBaHUE CPOUHOM MPOOUPKH B JIF000E BpeMs B 000N MO3UIINH;

- BO3MOKHOCTb KPYTJIOCYTOUHOU PabOThI;

- MUHMMAaJIbHO€ aBTOMATU3HPOBAHHOE €KETHEBHOE 00CITY)KBAHUE;

- pycupuIIMpoBaHHOE MEHIO;

- yno6ctBo unterparuu ¢ JINC;

- BOBMOXKHOCTh aHAJIN3a KOATryJISIIIUOHHBIX KPUBBIX;

- aBTOMaTHYECKUI KOHTPOJIb KaueCTBa C MOCTPOECHUEM IPAPHUKOB;

UccnenoBarennbckass mnanens ananmzatropa ACL TOP 700 mnosBossier

IMPOBOJUTD NOJHYIO JUATHOCTHKY CUCTCMBI IIJIIa3MCHHOI'O IreMOCTa34d.
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[MTPMJIOXKEHUE b

Pesynbrarsl uccnenoranus nanueHToB KKb ¢ mono3pennem Ha HacnenactBennsie koarynonatuu (2012-2017r.r)

Ne |mon |Bo3p | AUTB |IIB ¢udp | AT Il | TB | Tr Arperaiust TpOMOOIIMTOB | AKTHBH AKTHUBH | AKTUBH

acT WHOT AJI® | Komna | Pucromu | OCTh WF:Ag | ocTh OCTb

eH res | umm VFW FVIIL | FIX

HOPMBI 28,0- |70- |24 [80- [14- |[150- [40- |70- |55-100% | 60- 66- 60- 60-

40,0c |120% |r/n | 120% |17c |400* | 60% | 94% 150% [170% |150% | 150%

10%n

1 |Xem |38 |506T [118 [2,65 |95 14 |250 |52 73 244 4711 | 450 13.9) |84
2 |Xem |27 |78,67T |84 3 86 14 |242 |81T |75 54 38,71 [34,60] |12] 102
3 |[Myx |78 [53,9T |72 3,53 |86 15 |215 |76T |70 484 18 281 10.11 |96
4 |XKeu |38 |446T [112 [2,73 |1221 |15 [244 |e1T |75 49} 104 473 |146) |85
5 |Xenm |38 4247 |11l |2555 |96 14 |257 [88T |90 304 54 514 154 89
6 |[Myx |22 |425T |85 2,79 |90 14 |239 |79T |66 |54) 46,74 4470 137! |81
7 |[Myx |78 |53, T |72 3,53 |86 15 |215 |76T |70 504 18 281 1140 |92
8 |XKem |27 |4867 |84 300 [100 |14 [242 |81 |75 54 38,70 [346 [12.3] |99
9 |Xenm |38 |40,6T |118 |2,65 |95 14 [356 |52 73 24 494y |45) 149y |73
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10 |Myx |30 |52,6T |84 2,90 |86 15 [257 |79T |75 24, 47d 404 144 101
11 |Myx |20 [521 [105 [2,60 |86 15 189 |85T |85 88 70 85 64 77
12 [Myx |63 |526 |121T [3,30 |87 15 |246 |86T |89 69 91 103 120 |80
13 |[Myx |35 953 [148T |348 [119 |15 |213 |57 74 74 84 79 1,54 78
14 |[Myx |40 |480T [110 [263 |56/ |16 |254 |65 |71 90 60 100 105 08
15 |Xen |22 |46,0T |89 4,00 |85 14 (277 |e60T |76 100 474 90 89 107
16 |XKem |28 |5427 [100 [3,90 [79) |14 |249 |70T |81 56 464 98 96 86
17 |Kem |37 [4741 1227 [261 [130 |16 [225 |69 |79 76 109 150 139 109
18 |Xem |35 |502T |[112 [250 [112 |14 |252 [72T |83 93 65 110 109 87
19 |Myx |25 |546T [131 [3,10 |[764 |15 |353 (81T |90 103 96 125 117 92
20 |XKeu |27 |4477 |89 2,74 | 139 14 1230 |79T |89 88 80 133 124 90
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