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Kiunnuyeckuii ciy4yail onepanum y NaueHTa ¢ CONYTCTBYIOLIEH reMopuine A,

MPOOIMEPUPOBAHHOI'O B YCJIOBUSAX UCKYCCTBEHHOT'O KpOBOOﬁpameHI/Iﬂ.

ABtopsl: JlockyTtoB O.A., [Ipyxuna A.H., Bamke6a B.1O., /Torans A.M.
(KueBckas ropojckast KTuHAYecKas 0oJbHUIIA ,,KHEBCKUM TOPOACKOM IIEHTP

cepana”), r.Kues.

BBenenune. I'emodpunmus A — 23710 Haubojee HYaACTO BCTPEUYAIOIIUHCS
HACJIE/ICTBEHHBIM reMOpparuyeckKuii 1uare3 KoaryJsiiuOHHOTO IeHe3a, OTHOCAIIMICS K
rpyiie 3a00JeBaHui, O0YCIOBICHHBIX AS(OUIIMTOM WM MOJICKYISIPHBIMU aHOMAJIUSIMU
dakropa VIII. [1,4]. 3aboneBanue mepemacTcss MO PEIECCUBHOMY, CBSI3aHHOMY C
MIOJIOBBIMU XpOMOCOMaMH Tuty [5,7].

YacToTa BBIABISIEMOCTH TeMOPUINU KOJIeOJIeTCsl B pa3HbIX CTpaHax oT 6,6 10 25
Ha 100 ThIC. AU MY>KCKOTO 101, pu 3ToM 87% - 94% npuxoautcs Ha remopuauo A
[9,11,13,14]. I'emodumus A menaurtcs Ha aBe (HOPMBI: aHTUTEHIO3UTHBHYIO (A*, Koraa
umeetcs nape3 cunre3a ¢axropa VIII:K) u anturenneratuBHyto (A~, KOTJla aHTUTEH
VIII:K HamHOrO mpeBBINIAET AaKTUBHOCTH d3Toro ¢akropa). HcciaegoBanus,
MPOBEJCHHBIE C CHIBOPOTKAMU, MOJYYEHHBIMU C MOMOIIBI0O UMMYHHU3AIMHU >KMBOTHBIX
(parMeHTOM 3TOr0 aHTUI€HA, JUOO MONTYyUYeHHBIMHU Yy 00JbHBIX ¢ anTuTenamu Kk VIILK,
nokazanu, 4ro 90% - 92% OonbHBIX reMOPuUIMEH CTpaJaloT AHTUHETaTUBHBIM €€
BapuanToM (A7) u mumis y 8% - 10% GonbHBIX peructpupyercs remoduaus A™ [14].
CreneHb BBIPXKEHHOCTH CHUMMTOMATUKH MPU JTAHHOW MATOJOTUU HAXOJAMUTCS B MPSMO
MPOMOPIMOHATILHON 3aBUCUMOCTH OT YpOBHs cHUkeHus1 koHreHTpanuu VIII daxropa.
Hopmanbhas miazmennast konnentparus gakropa VI o6erano coctasmser 0,5-1,5U
vl (50% - 150%). MMeHHO 5TOT MNOKa3aTeldb JIEKUT B OCHOBE COBPEMEHHOM
Kkiaccudukanuu remodpwmu [2,10,14].

Paznuuaror: Tskényro Qgopmy remodunuu (< 1% dakropa VIII), xotopas
XapaKTepU3yeTcs MHOXECTBEHHBIMU reMapTpo3aMu, UHTPaMYCKYJISIPHBIMU
reMaroMaMy M MOBTOPHBIMH KPOBOTCUYEHUSMU, BO3ZHHKAIOINIUMU CIIOHTAHHO WM MPU

MHUHHUMAJBHBIX TpaBMax.
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s remodunuu cpegneit dopmel Tsxxectu (1-5% dakropa VIII), xapaktephbl
eUHUYHBIE TeMapTpo3bl. [Ipody3Hbie KPOBOTEUEHUS MPU 3TOM BO3HUKAIOT B OCHOBHOM
MOCJI€ 3HAYUTEIbHBIX TPABM.

VYV naunuentoB c¢ nérkod Gopmoit remoduinu (koHueHtpauus ¢akropa VIII
coctaBisieT 5% - 50% oT HOpMBI) upe3MepHasi KPOBOTOUMBOCTh MOXET MPOSIBUTHCS
aub0 TpH CEpPhE3HOM TpaBMme, JMOO MPU MPOBEICHHH CTOMATOJIOTMYECKOrO WU
XHPYPrHUECKOro BMemarenscTsa [2,4,14,15].

Crnenyer OTMETUTh, YTO KPOBOTEUYEHHUS, BOZHUKAIONIUE MPU JTAHHOW MATOJIOTHUH,
MPEACTABISAIOT 3HAYUTEIBbHYIO YIpo3y [Js SKU3HM TMalMeHTa MOpH BCEX BHIAX
reMo()UIMY, BKJIIOYAs €€ JIETKHE KIMHUYECKUE (DOPMBI.

3amecTuTenbHas Tepanus M (HApMaKOIOTUYECKOE BO3JCUCTBUE HA CHUCTEMY
KOaryJisiliid, Kak MPpaBUjio, BKIFOYAET B CEOs: BBEJCHUE CBEKE3aMOPOKEHHOH IJIa3MBbl,
KpHUONPEUIINTATA, KOHIIEHTpAaTa VI dakropa, JN€CMONIPECCHHA,
aHTU(UOPUHOTUTHICCKUX TpEnapaToB (AMPOTUHHWHA, SICWIOH - aMHHOKAIPOHOBOM
KHCJIOThI, TPaHEKCAMOBOH KHCIIOTHI), aKTHBHPOBAHHOTO pekoMOuHaHTHOTO FVII
dakropa [2,3,5,6,8,12].

OpnHako, BCIEJCTBHE TOTO, YTO TeMO(DIIMS OTHOCUTCA K YHUCIY JOCTATOYHO
peaKux 3a00JI€BaHUM, OTBIT PETYISIIMN TeMOCTa3a MPH OMEPATUBHBIX BMEIIATEIHCTB C
UCKYCCTBEHHbIM KpoBooOpamiennem (MK) y Takux TanueHTOB HUCYHUCISIETCS
€AMHUYHBIMU CITy4YasiMHU.

B nannoit paGore MBI cooOmaeM O KIMHUYECKOM CIIydae paJauKalIbHOU
KOPPEKIHUH MOJTHON aTpUOBEHTPUKYISIpHOH (A-V) KoMMyHUKaruu (cOalaHcupoBaHHAs
dbopma) y mamnueHTa ¢ reMopuiuei A.

Kaunuveckuii ciaydai. [log nHaGmonennemM Haxoauics nanueHT Y., B Bo3pacTe
Ir. 9 mec., Becom 9,5 kr, moctynuBiuii B KI'Kb «KueBckuii ropoackoi eHTp cepma»
JUTSL XUPYPTHYECKOTO JICYECHUSI BPOKIEHHOTO MOPOKa ceplia.

[Tpu sxo0-kKapauorpauyeckoM HMCCIEIOBAHUM JMArHOCTHpPOBaHa ToiHas A-V
KOMMYHUKa1us, cOanancupoBaHHasi ¢opMa B COYETAaHUH C JIETOUYHOM TUIIEPTEH3UEH.

ConyTcTByromas comaTHyeckasi maroiorus — remoduaus A, jerkod ¢Gopmbl

TCUCHUA.
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N3 anamue3a, U3BECTHO, UTO JAeAylika peOeHka ctpaaan remopunueit. K Tomy
ke, y MalMeHTa OTMEYaJuCh MPOJOJLKUTENIbHBIE KPOBOTCUEHUS U3 MOBEPXHOCTHBIX
paH, OJIHAKO CIeNU(PUIECKON FreMOCTATUYECKON Tepanuu OH HE MOJy4Jall.

Iloutn Bce nabopaTopHble MOKa3aTeld [0 ONEpaludd HE OTIUYaJuCh OT
pedepeHTHBIX 3HAYEHUM, 3a HCKIIOUYCHHEM KOHIICHTPAIUd aHTUTeMO(pUIBLHOTO
rnoOynuna. BennunnHa 3Toro nokaszatens coctasisia 30% OT mokaszaTesneil HOpMBI, a
KOAryJsILIMOHHAs aKTHUBHOCTh Haxoawjiachk Ha ypoBHE 80%, 4YTO COOTBETCTBOBAJIO
nerkoi Qopme TedeHuss AaHHOM KoaryinomaTuu. [Ipm 3TOM aKTUBUPOBAHHOE BpEMS
ceepteiBanusi (ABC) naxomunocs B mpenenax 205 cek., TpOTPOMOMHOBOE BpeMms
coctaBiaszio 19  cek. IIporpomOunoBeiii  unaexkc (IITH) O6wvu1 paBen 100%,
aKTUBUPOBAHHOE BpeMsl peKaliblupukanuu coctaBisiio S0 cek., ypoBeHb (puOpruHOreHa
— 3,1 r/1, xonugecTBO TpoMOOIUTOB — 429 ThIC. B 1 MM,

JleueOHbIE MepolpuUATHS HA JOONEPAIMOHHOM JTane 3aKIiYyalnuch B
JTOCTH)KEHUM MHHUMalIbHO Oe3omacHoro ypoBHsi koHueHtpauuu VI - dakropa,
KOTOpBIN AomkeH HaxoauThes B mpenenax 80% - 100% oTHOcHTENnbHO TOKa3aTenen
HOpMbI [14,19].

Hns xoppekinuu nepunuta VIII pakTopa kpoBu, 3a 3 yaca 10 MIaHHUPyEeMOU
omepanuv, OOJBHOMY  MPOBOAWIOCH  B/B  BBEACHHE  JTUODWIM3HUPOBAHHOTO
yenoeueckoro VIII ¢akropa (JIY VIII ¢) B mose, koTopas pacCUHMTHIBAIACH II0

cieayrouen popmyie:

no3a JIY VIII ¢ (ME) = Mt (kr) X ’keJlaeMblif IPOIEHT MoBbIeHus ypoBHs VIII
daktopa (%) x 0,5. Q),
rae: JIU VIII ¢ — nuodunuzupoBanuseiii yenoseueckuit VI daxrop;

Mt — macca tena.

B namewm ciydae 3ta no3za JIY VI ¢ cocraBuia 330 ME, 4uro mo3Bosuio

MOMHSTH YpoBeHb KoHIIeHTparuu VIII dakTopa 1o 97% (puc 1).
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Puc.1. Iloxa3zareu KanyHﬂHI/IOHHOﬁ AKTHBHOCTHU KPOBH NNaliucHTa, 1mocJjie

HpOBeI[eHHOﬁ 3aMeCcTUTeIbHOI TEpanuu JII/IO(l)I/IJII/ISI/IpOBaHHLIM Y€¢JI0BCYCCKHUM

VIII ¢akTopom.

AHECTE3MO0JIOrNYecKoe IMOcOoOHe BKIIOYAIO B Ce0sl «OONIOCHYI0» HHIYKIUIO
ceBoduropaoM (6 - 8 00%) ¢ moCIeAYIOMUM TIEPEeX0I0M Ha WHTasAIMo 1,5 - 2 00%
aHeCTeTHKa, B/B BBEJICHUE POKYpOHUs OpoMuJia U (peHTaHuma.

Bocnonnenne OIIK mnpoBogunock  cOalaHCUPOBAHHBIMU — MOJUUOHHBIMU
pacTBOpaMyd U aHTUTeMO(PUIBHOM IUIa3MOW TOJA KOHTPOJEM YPOBHS LEHTPAIbLHOTO
BEHO3HOTO AaBieHus. Oo0muii oobeM B/B uH(py3uu 1o Hayana UK cocrasun 20 mi/kr.

[Tocne BBenenus remapuna B 103¢ 300 EJI/Kr U goCTHXEHHST TOTHOM OJIOKAIbI
cBepThIBaromiei cuctembl kpoBu (ABC > 550 cek.), moakimrouen AUK n manueHTy Oblia
IIPOBEJICHA paJuKalbHasl KOppeKkuusa nopoka B ycimousax UK.

Jns mposeaenuss MK Obin ucnons3zoBan oxcureHarop TERUMO Baby RX.
[lepBuuHbIli 00BEM 3aMOJHEHUS (PU3MOIOTHYECKOro OJIOKA armapara UCKYCCTBEHHOTO
KpoBoOOpameHus coctaBmsl 180 MII ¥ COCTOST M3: cOATaHCHPOBAHHOTO MTOJIUHOHHOTO
pactBopa, 15% wmannuTa, 4% pacTBOopa OmkapOOHAaTa HATPHsI, AMHUHOKAIIPOHOBOU
KHCJIOTBI, T€NapMHa W OJHOTPYIIIOBOM TOMOJOTHMYHOW JPUTPOLUUTAPHON MACCHI,
00eTHEHHO JIEUKOIIUTAMH.

UK npoBoaunock B YCIOBUSX YMEPEHHOM THUNOTEpMHM (TeMmmeparypa B
numeBoae coctaBistia +28°C — +32°C). Cpeanssi o0beMHas CKOpPOCTh Tepdy3uu

HOJIeP>KUBANIACh B IIpeienax 3 JI/MUH/M?,
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Cpennuii ypoBeHb TemorioOuwHa B mepuon mnepdysmm coctarmsur 79,7+9,8%,
obmero Oenmka — 42,1423 r/n. Bpems UK coctaBuno 83 mMuH., BpeMs BBIKIIOUCHHSI
cepaua U3 CHCTEMHOTO KpOBOTOKA — 48 MUH.

C 1uenplo KOPPEeKUUMH UM3OBITOYHOW [WIIIONUHU, TOBBIIICHUS KOHIIEHTpAIUU
(aKTOpOB CBEPTHIBAHUS KPOBU, YMEHBILICHHSI OTE€Ka MEPEBa3aJIbHOTO MPOCTPAHCTBA U
YBEIIMYEHUsS] aKTUBHOCTH TPOMOOILIMTAPHOTO 3BEHA remMocTaza, no okoHuanuu UK,
NMalnueHTy ObuUila mpou3BeAeHa MoauduuupoBaHHas  yiabrpadunbTpanus. s
MPOBEICHHUS IPOLEAYPhl HCIOL30Balcsa TemokoHneHnTparop MINNTECH Junior.
OO6uuit 00bem ynprpaduinbTpara coctaBuia 300 mi.

[locne oxonuanus MK wHelTpanuzamnusi remnapvHa NpoOBOJWIIACH B/B BBEICHUEM
nmpotaMuHa cyib(hara u3 pacuera: 1 mMr mporamuHa Ha | MTr BBEICHHOTO TelapuHa.
JomonautensHo B/B manuenty O0bi10 BBegaeHo 500 ME JIY VIII ¢., anturemodunbHas
wiazma (5 w™i/kr) w  kpuonpemunutar (1 goza). Ha Bcem  mpoTskeHUU
AHECTE3UOJIOTHIECKOTO o0ecredeHus: 00JILHOMY TTPOU3BOAMIACH HH(DY3HS apOTHHUHA
B 03¢ 10 Thic. KI Ha kr/MT.

[Tocne okoHYaHUs onepalyy MAUEHT ObLT JOCTABIEH B OTAEICHUE HHTEHCUBHOM
Tepanud, rae yepe3 20 yacoB ObLT IKCTyOUpPOBaH.

B pannem mnocneoneparmonnom mnepuoae ABC cocraBisno 180 cek., IITHU —
86%, nmporpomMOMHOBOE Bpemsi — 22 ceK., ypoBeHb (puOpuHOTeHa ObLT paBeH 4,22 1/,
koruecTBO TpoMOo1uToB — 280 ThIC. YpoBeHs VIII dakropa cocrasnsn 30%.

B/B uH(dy3us B 3TOT mepuojl, Hapsay C BOCIOJHEHHEM (PU3HOJIOTHYECKHUX
noTpeOHOCTEe opraHW3Ma W YpOBHSI TeMorjioOWHa, BKJouajia B ceOsl BBEACHUE
aHTHreMoPrIIbHOM TU1a3Mbl (M0 oOmieid cyrtowunod mo3bl 20 mu/kr), JIU VIII ¢
(marpy3ouHas j0o3a — 1o pacuyeTHoi (opmyne (1), mommepkuBaromas jgo3a — % or
HAarpy304HOM, Kaxaple 12 4YacoB, MmoJa KOHTPOJIEM YpOBHS KoHIeHTpauuu VIII
dakTopa), kpuonpeuunurara (1 goza/cyr.) u anporuauna (20 teic. KI Ha kr/Mrt /cyT.).

OO0miee KONIMYECTBO OTACISIEMOr0 JKCCyJlara MO JpeHa)kaM B TEPBbIE CYTKHU
coctapmwiio 85 miu (8,9 mu/kr). [lpudem ypoBeHB TeMOTJIOOMHA B TIEPBBIE 7 4. TMOCIHE
OKOHYAHUS OIepaluu B JKccynare cocTaBisul 54%, a K OKOHYAHMIO MEPBBIX CYTOK

peObIBaHUS B OTACIICHUA HHTCHCUBHOU Tepanuu - 28%.
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B nmocnenyromne 10 gHel mocieonepanmoHHOTO MEPHO/ia MAIMEHTY €KEITHEBHO
Beojuiica JIY VII ¢ (mo '2 maceimaromeit go3el (cM. gopmyna 1) x 2 p/cyt., noa
KoHTpoJeM KoHueHTpaiuu VIII ¢akTopa).

VYposenb konunentpauuu VIII ¢dakTopa B mepBbie CyTKH M/0 MOAAEPKUBAJICS Ha
ypoBHe 94+2,1%, B mocneayrimue Tpoe CyTok — Ha ypoBHe 80,5+3,7%, mocie 6-x
CYTOK €ro KOHIIEHTpalHMs cocTapisiiaa B cpeaHeM 44+4,6%.

Ha 14 cyTtku mocne mpoBeAEeHHOW Oomepaluy MAalMEHT B YAOBICTBOPUTEIBHOM
COCTOSIHUU OBLI BBINIMCAH U3 CTAlIMOHAPA.

OCHOBHBIE MOKAa3aTeNN CBEPTHIBAIOLIECH CUCTEMBbl KPOBHU IPHU BBIMUCKE ObUIM Ha
YpOBHE NOKa3aTesed Mpu NEPBUYHOM 00CIEOBAaHUN B MOMEHT MOCTYTICHHUS.

Juckyccust. I'1yOokasi maToJIOrusi CUCTEMBI TeMocTa3a, TpeOyroias oOIIMpHOM
MOJYJIALMU CBEPTHIBAIOIIEH CUCTEMbl KPOBU, OTPAHUYEHHBIN OMNBIT BEACHUS TaKHX
MAIMEHTOB, OOBIICHSIET TOT (PaKT, YTO omepanusi y OOJBHBIX C TeMOGUINEH SBISICTCS
CEpPBhE3HOU U CIIOKHOM 3aaue st Bceil onepupyrolieil Opuraasl U B IEPBYIO OUEpEb
ISl aHECTE3UOJIOra.

Ha OCHOBaHUHU U3yYEHUS JTUTEPATYPHBIX HMCTOYHUKOB
[2,4,6,10,14,15,16,17,18,19] w® KJIMHHYECKOrO0 ClIy4as aHECTC3UOJIOTHYECKOTO
oOecrieueHus JaHHOTO OOJBHOTO, MBI XOTeNH OBl CHOPMHUPOBATH PEKOMEHIAINH,
KOTOpBhIE€ MOTJM OBl OBITH MOJE3HBIMU TPHU MPOBEACHHUH OIEpaIluii y TAIMeHTOB C

TUATHOCTUPOBAHHOU reModuineit A.

IIpedonepavuonnas no02omoeska:

— PaccMOTPETh BOMPOC O BHIOOPE METOAMKHU OTNEpallUi U ONEPATUBHOTO JOCTYIIA,
B IUIAaHE WCMOJb30BaHWS HAWMEHEEe WHBA3UBHOW  METOAWKH  (pPEHTreH —
SHJIOBACKYJISIPHBIX METOJIOB);

— OTMEHa JIEKapCTBEHHBIX CPEJCTB, BIMSAIOINIUX Ha CBEPTHIBAHUE KPOBH
(aHamBreTHKHU, AacHUpUH, HeCHeruUIecKue MPOTUBOBOCIAIIMTEIbLHBIC MpenapaThl
JUTUTETILHOTO JEUCTBUS, 3 — TaKTaMHbIE aHTUOMOTHKH B BBICOKHX J103aX);

— KOPPEKLHMS MHUTAaHUS C YYETOM BO3PACTHBIX CYTOYHBIX IOTPEOHOCTEH B

OCHOBHBIX MHI'PCAHNCHTAX,
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— B Ka4eCTBE CTHUMYJSIIAM DHPUTPONOI3a — TNEPOpaIbHOEC HA3HAUYEHHUE
npenapaToB xeje3a, PoIMeBOl KUCIO0Thl, BATAMUHOB B1o, C;

— ISl OpO(WIAKTUKU PAa3BUTUS BO3MOXKHBIX CTPECCOBBIX SI3B — Ha3HAUCHUE
AHTOIUOB I UHTMOUTOPOB MPOTOHHOM OMIIBI;

— 3aroTOBKa TOMOJIOTMYHOM MIa3Mbl (ISl MOCIEAYIOUENH MOCJIeonepaliiOHHON

nHpy3un u3 pacueta 12 — 15 mur/kr/cyr.,) u kpuonperunutata — 600 - 800 EJI;

— onpenenenue ypoHsi VIII ¢pakTopa cBepThiBaHUS.

B denv onepauuu:

— YCTAaHOBUTh HAJACKHBIM mepuepudeckuii BEHO3HBIM  JOCTYN  JJIst
MpeMEIUKALUA U BBOJHOTO HAPKO3a

NB usb6erats BHYTpUMBIIIEYHBIX HHHEKIIHI,

— BocctaHoBnenne aepunuta VIII dakropa cepteBanus mo 80% - 100%
OTHOCHUTEJIBHO IIOKAa3aTele HOPMBI 3a 2 - 3 4Jaca A0 IUIAHUPYEMOM OIEepanuH, IyTeM

B/B BBejieHUS TuodunuzupoBaHHoro yenopedeckoro VIII dakropa, mo popmyse:

no3a JIY VIII ¢ (ME) = Mt (kr) X ’kellaeMblif IPOIEHT MoBbIleHus ypoBHs VIII
daxropa (%) x 0,5,
rae: JIU VIII ¢ — nuodunuzupoBanusiit yenoseueckuit VIII dakrop,
Mr — macca Tena;

— onpenenenue ypoBHs VIII daktopa cBepThiBaHus 3a 1 yac 10 MmiaHupyeMoi
oreparuy;

— B Cllydyae Hajguyusi y MamueHTa aHTuten K 3k3oreHHomy VIII dakrtopy
(Bozamkaet y 10% - 20% manuentoB nocie HeoqHokpatHoro Beenenus VIII daxropa),
MOKa3aHO MPOBEJEHNE HECEJIEKTUBHON MMMYHOCOPOIMH, C MOCIEAYIOUUM BBEICHUEM
JIY VIII ¢; naumenTam, HEe YyBCTBUTEIbHBIM K TOJOOHOMN Teparuu, MOKa3aHO BBEJCHUE
pekomOunanTHoro VIla ¢akropa («HoBoCasen») B no3e 60 - 120 MKr/Kkr Maccsl Tena

3a OAHY MHBCKIHIO.

B onepavuonnoii:

— u30eraTh Ha30-TpaxeajlbHON HMHTYOAlMU, NPEANOYTUTEIbHA OpOTpaxeanbHas

MHTYyOaus;



8

— JUIsl BBOJIHOT'O HApKO3a 1eeco000pa3HO UCMOIb30BaTh «OOIIOCHYIO» UHIIYKIUIO
ceBoropanom (6 - 8 00%) ¢ mocienynMM epexo oM Ha uHranamnuo 1,5 - 2 06%
AHECTETHKA,

— uH(y3uoHHas Tepanus (COATAHCUPOBAHHBIE AJIEKTPOJUTHBIE PACTBOPHI, 5%
pacTBOP TITFOKO3bI);

— BBeJeHUE Kkpuonpenunurara (B kadectBe 3amemienus VIII ¢daxTopa
CBEpTBhIBaHUsI), BBEJACHUE AaHTUreMOQUIbHOW IUIa3Mbl (B KadecTBe 3amenieHus [X
(dakTopa CBEpTHIBAHUS);

— uH(py3us anpotuHuHa B 103e ot 10 Thic. EUK/kr/cyT. 10 40 THIC. EUK/KT/CYT.;
B KapAUOXUPYPrHUECKON TMpaKTHUKE AampoOTUHMH MOXHO BBOJIWTH IO OJHOM U3
HIKETIPUBEICHHBIX CXEM.

Cxema 1 (86edeHue anpomuHuna y nayueHmos 0emcko2o 603pacma,):
1. mocne UHAYKIIUKM B aHecTe3uto, B TeueHue 20 — 30 muH. BBoauTcs 240 MT/M2, B/B,
2. B IepBUYHBIH 00HEM 3aII0JHEHHs] OKCHIeHaTopa no06apsgercs 240 mMr/m?,

3. mocie okonyanus MK, 10 okoHYaHHS omiepaliiyd BBOJHUTCS eIie 56 MT/M?,

Cxema 2 (66edenus anpomununa y NayueHmos ¢ YUaHoOmuyeCKumMu nopoKamu cepoya
(om 3 mec. 0o 12,5 nem)):
1. mocne uHIYKIMHU B aHecte3uio, B TeueHue 20 — 30 mun. Brogutcs 10 000 EMK/xr
B/B,
2. B ICPBUYHBIA 00bEM 3al0JIHECHHUS oKcureHatopa gqobdasnsercs 10 000 EMK/xkr,
3. mocne okonvanus MK, B reuenmne nocneayromux 3 gacos, B/B BBoautcs 10 000
ENK/4gac;

— B/B UH(y3HUsI ATICUIIOH - AMUHOKAIIPOHOBOM KUCJIOTHI (HauaibHas A03a 50 Mr/Kr
B TeucHue 30 MuH. + nocneayroiiee B/B BBeaenue 0,25 - 0,4 mMr/xr/4 1o oo1eit 10361 80
MT/KT), WA TpaHEeKcaMOBOH KUCIOTHI (10 — 15 Mr/kr B TeueHue 15 — 20 mMuH.);

— KOHTPOJIb YPOBHS TUTA3MEHHOTO KaJIbIIUS U KOPPEKITUS ero neduImra;

— MECTHOE KCIOJIb30BaHHE COCYAOCYKHUBAIOIIUX CPEACTB (10 Havalia paspesa -
UHOUIBTpAus KOXH u 1/koxkHoro ciost 0,01% pacTtBopoM anpeHannna);

— WCIIOJIb30BAaHUE DJIEKTPOKOATYISITOPA, aproHO - JY4eBOTO KOaryisTopa,

JIA3CPHOI'0 CKAJIBIICIIA,
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— MCIOJIb30BAHKE CEJUT - CeliBepa B peXKUME cenapanuu 0e3 NoTepu ayToIUIa3Mbl;

— JUIsl KOPPEKIMK AWITIONNHY, TTOBBIIICHUS! KOHIIEHTpau (paKTOPOB CBEPTHIBAHUS
KPOBU M YBEIMYEHUSI AKTUBHOCTH TPOMOOILIMTAPHOrO 3BE€HA FeMOCTa3a, 0 OKOHYaHUU
UK, nanuenTy nokazaHo npoBefeHrne MOu(pUIMpoBaHHON yIbTpauibTpaluy;

— kKoHTpoJib ypoBHA VIII hakTopa cBepThIBaHUS U KOPpEKIUs €ro AeduiiuTa.

Ilocneonepauuonnbiii I’l€DM00 .

— HOpMalu3alusi ¥ MoJJepKaHue TeMmIepaTypbl Tella HanueHTa (LeHTpaibHas
TeMreparypa namnuenTa — He mexee 36,5°C - 37°C);

— u30eratb BHyTPUMBIIIEUHBIX HHBEKIIHM;

— uH(y3uoHHas Tepanus (cOATAHCUPOBAHHBIC BJIEKTPOIUTHBIE PAcTBOPHI, 5%
pacTBOP TITFOKO3bI);

— BBeJeHUE Kkpuomnpenunurara (B kadectBe 3amemienus VIII ¢daxropa
CBEpThIBaHUsI), BBEJACHUE AaHTUreMOQUIbHOW IUIa3Mbl (B KadecTBe 3amenieHus [X
(dakTopa CBepThIBaHUS);

— uH}Yy3us anpoTHHUHA 10 o01Iel cyrounoi n03e1 40 teic. EUK/kT;

— KOHTPOJIb YPOBHS IJIa3MEHHOT'O KaJbLUS U KOPPEKIUs ero AeUIINTA;

— koHTposib ypoBHs VIII ¢aktopa cBepThiBaHusi B nepBbie 4 — 6 4acoB 1m/o u
KOppEKIHs ero aeduiura;

— B TCUCHHE TEPBBIX 3-X OMEpaIMOHHBIX JHEW mpoBepka ypoBHs VIII dakropa
CBEpPTBHIBaHHUS — 2 P/CYT., KOPPEKIHs €ro JehUIINTa TMPOU3BOIUTCS KaxKapie 12 yacoB
10 100% OT ypOBHSI HOPMBI;

— ¢ 4-ro nmocneoneparmonHoro aHs KoHneHtpanuio VIII dakropa cBepThiBanus
1esiecoodpasHo moanepkuBaTh Ha ypoBHE 80% OT 3HAYCHH HOPMBI, KOPPEKIIHS €TO0
nedunuTa mpou3BOAUTCS Kaxable 12 4acos,

— ¢ 7-ro mocneomnepaimonHoro aHs KoHieHtpanus VIII ¢akropa cBepThiBaHUS

MoeT qocturath 40% OT 3HAYeHHWIT HOPMBI, KOPPEKIIUA €T0 AeQUuIuTa mpou3Boautcs 1

p/cyt.;

YCHCI_HHOC, oe3 OCJI0KHECHMH, MIPOBCACHUC OIICpalnr, aACKBATHBLIC ITOKA3aTCIN

CBEPTHIBAIOINICH CHUCTEMBbl KPOBU B IMEPUOINEPALIMOHHOM IEPUOJIE U HEOCI0NKHEHHOE
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MPOTEKAaHWE TOCJICONEPAIMOHHOTO ATama, CIyXaT CBUAETEIBLCTBOM TOr0, YTO
OMHUCaHHAs CXeMa MpeaoNepalMOHHON MOATOTOBKH, MEPEONEPAllMOHHOTO BEACHUS U
nepdy3roIOrMuecKoro 00ecreyeHus: SBJISICTCS aJeKBATHOM M MpUEeMIIEMOM s
YCHEUIHOTO BBIMIOJIHEHUS KAapJUOXUPYPrUYECKUX BMemaTenbcTB B yciuoBusix UMK y
MalKUeHTOB ¢ Temodunuei A.
3akiaouenue. [IpoBeneHue omnepanuid y TMANUEHTOB C COMYTCTBYIOIIEH
remopuiiveir A TpeOyeT THIATEIbHO CKOPPErUPOBAHHOIO MOJIX0/Aa K MPOQUIAKTUKE U
Tepaluyd KOaryJsMOHHBIX HapyIIeHW Ha BCeX ATamax JiedeOHOro mpolecca s

CBCACHNA K MUHUMYMY PHUCKAa BO3ZHHNKHOBCHUA HCYIIPABIIICMOI'O KPOBOTCUYCHHUA.
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Pe3tome: B paboTe mpencTaBieH OMNBIT YCIEIIHOTO aHECTE3UOJOTHYECKOTO
o0OecrieyeHus: XUPYPruueCKO KOPPEKIUU BPOXKICHHOTO IMOpPOKa CepAlla B YCIOBHUSIX
HCKYCCTBEHHOI'0 KPOBOOOpAIIEHUs Y NMalkeHTa ¢ remoduinuei A.

Ha ocHoBaHMM aHanu3a MNPUBEACHHOTO KIMHUYECKOrO Ccliydass U H3yYCHUS
JUTEpPaTypHBIX MCTOYHUKOB, IMOCBSIIEHHBIX BOIMpOCaM MPOBEACHUS Olepanuii y
MAIMEeHTOB C COMYTCTBYIOMIEH remodunuein A, cHopMuUpOBaHBl PEKOMEHIAINH TI0
BEJICHUIO NTAIIUEHTOB C MOJI00OHBIMU KOAryJISIIUOHHBIMU HAPYIICHUSIMA T€MOCTa3a.

KiioueBble cjioBa: aHECTE3UOIOTHYECKOE OOecreueHne, aTpHOBEHTPUKYIISIPHAS

KOMMYHUKaIIHsI, ICKyCCTBEHHOE KpoBooOpaieHnue, remodims A.

Kainiyauii BUIag0K aHecTe310/J10TiYHOro 3a0e3neyeHH B MALIICHTA 3

remoduriero A, NpoonepoBaHoOro B yM0OBax IITYYHOI'0 KPOBOOOIry.

ABtopu: JlockytoB O.A., pyxuna O.M., Bamke6a B.1O., Jlosrans O.M.

Pe3tome: Y po0OoTi mpencTaBiIeHUN OCBIA YCHIIIHOTO aHECTE310J0T1YHOIO
3a0€3MeUeHHs] XIPYPriyHoi KOpEKIlli BPOJKEHOI Baaud ceplsl B yMOBaxX IITYYHOTO
KpOBOOOITY y maiieHra 3 remoduiieio A.

Ha migcraBi aHanizy HaBeI€HOrO KJIIHIYHOTO BUNAJKY 1 BUBYEHHS JITEpATypHHUX
JOKEpeI1, MPUCBSIYCHUX MUTAHHSAM ONEPATUBHOTO BTPYUYAHHS Yy MAII€EHTIB 3 reModiiieto
A, chopmoBaH1 pekoMeHaaIlli 3 MepHONepaliiHOTO BEJACHHS MAaIIEHTIB 3 MOIIOHUMHU
KOaryJisiiiHUM1 HOPYHUIEHHSIMHU T€MOCTa3y.

Kurw4oBi cioBa: aHecre3lonoriyHe 3a0e3MEUeHHs, aTPIOBEHTPIKYJspHA

KOMYHIKaIlisl, IITYYHUH KPOBOOOIT, reModiiis A.
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A case report of anaesthesiology management of congenital hear surgery for

patient with hemophilia type A in a condition of cardiopulmonary bypass.

Authors: Loskutov O.A., Druzhina O.M., Vashkeba V.J., Dovgan O.M.
Resume: In the manuscript we represent our experience of anaesthesiological
management for patient with congenital heart defect accompanying with hemophilia
type A, who underwent of open heart surgery.
Based on deep analysis of this case, recommendations as for the treatment such
patients were given.
Key words: anaesthesiological management, complete A-V canal,

cardiopulmonary bypass, hemophilia type A





