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1. Metoaonorua

MeTozbl, UCnonb30oBaHHble ans cbopa/cenekumm AoKa3aTeNbCTs:
NMOWUCK B 3/1EKTPOHHbIX 6a3ax AaHHbIX.

OnucaHne MeToA0B, MCNONb30BaHHbIX Ans cbopa/cenekumm goKa3aTeNbCTs:

[OKaszaTe/ibHOW 6as30i Ana pekomMeHgauun ABAAKTCS NybauMKkauuu, Bollealine B
KoxpanHoBcKyto 6ubnmoteky, 6a3bl AaHHbix EMBASE n MEDLINE. FTnybuHa noucka coctasnana
5 ner.

MeTogapl, MICNONb30BaHHbIE 417 OLEHKU KA4YeCcTBa U CU/bl [0KA3aTeIbCTB:
e KOHCeHcyc aKcnepTos;

® OuEeHKa 3HAaYMMOCTMN B COOTBETCTBUM C PEMTUHIOBOM CXeMOM (cxema npunaraeTcs).

PenTuHroBas cxema Ans oUEHKU pekomeHaaumin (Tabanua 1)

YpoBHU OnucaHue
HOKa3aTeNnbCTB
1++ MeTa-aHanu3bl  BbICOKOTO  KayecTBa, CUCTeMaTU4Yeckne  0630pbl

PaHAOMM3NPOBAHHbIX KOHTpPOAMpYeMbIX uccnegoBaHuin (PKU), nan PKU ¢
OYeHb HU3KMM PUCKOM CUCTEMATUYECKMX OIMOOK

1+ KauecTBeHHO nNpoBefeHHble MmeTa-aHaau3bl, cuctemaTnyeckme, uanm PKU ¢
HU3KUM PUCKOM CUCTEMATUYECKNX OLLINOOK

1- MeTa-aHanu3bl, cuctematudeckme, wunm  PKWM  C  BbICOKMM  pUCKOM
CUCTEMATMYECKUX OLLINBOK

2++ BblicOKOKauyecTBEHHbIE cMCTEMAaTMYecKkMe 0630pbl McCieaoBaHUA Cydan-

KOHTPO/Ib MW KOTOPTHbIX MCCNAeA0BaHWN. BbICOKOKauYecTBeHHble 0630pbl
MCCNeA0BaHUIN CNYYa-KOHTPONb MAM KOTOPTHbIX MCCNeAOoBaHMIA C O4YeHb
HU3KMM PUCKOM 3PPEKTOB CMELUMBAHUA MAM CUCTEMATMYECKMX OLIMBOK
ncpegHeit BEPOATHOCTbIO MPUYUHHOMN B3aMMOCBA3M

2+ Xopowo npoBegeHHble UCCNeA0BaHUA CYYali-KOHTPOb UKW KOTOPTHble
MCCNefoBaHUA CO  CPeAHMM  PUCKOM  3GGEKTOB  CMELMBAHUA UK
cucTeMaTMYeCKMX owubOK U cpeaHell  BepOATHOCTbIO  MPUYUHHOM
B3aMMOCBA3M

2- NccnepoBaHMA  Cy4al-KOHTPO/Ib  MAM  KOTOPTHbIE  UCCNEA0BaHUA  C
BbICOKMM PUCKOM 3DGDEKTOB CMELUMBAHUA UAN CUCTEMATUYECKUX OWMBOK 1
cpeaHel BepOSTHOCTbIO MPUUYNHHOM

3 He aHanuTuuyeckme mccnenoBaHuA (Hanpumep: onncaHMA Cay4aes, CEPUN
cnyvyaes)
4 MHeHMe 3KkcnepToB

MeToAapbl, UCNONb30BaHHbIE A8 aHA/IN3a A,0Ka3aTeNbCTB:
e 0630pbl ONY6/IMKOBAHHbIX METa-aHaNM30B;
e CuctemaTtmyeckue o63opbl ¢ TabanLamm A0Ka3aTenbCTs.

OnucaHue MeToA0B, UCNO/Ib30BAHHbIX A4S aHA/IM3a A,0KA3aTeNbCTB:

Mpu oTbope nybAMKaumii, Kak MOTEHUMaNbHbIX WCTOYHMKOB  [A0KAa3aTeNbCTs,
MCNO/Ib30BaHHAA B KaXXOOM WCCNeAoBaHUM METOoA0/N0rMA U3ydaeTca ANa Toro, 4Tobbl
ybeantbca B ee BaNMAHOCTU. Pe3ynbTaT M3y4yeHUs BAMAET Ha YPOBEHb [0Ka3aTenbCTs,
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npuceamMBaembli nNybauKaLMm, 4TO B CBOKO OYepenb BAMAET Ha CWY, BbITEKAKOWMUX U3 Hee
pekomMmeHaaumn.

MeTogonormyeckoe nusyyeHne 6asnmpyeTcs Ha HECKOIbKUX KHOYEBbIX BOMPOCAX, KOTopble
choKycMpoBaHbl Ha Tex OCODEeHHOCTAX [AuM3aliHa WCCNedoBaHMA, KOTOpble OKasbiBatloT
CYLLeCTBEHHOE B/AMAHME Ha Ba/IMAHOCTb PE3yNbTaTOB M BbIBOAOB. ITU K/tOYeBble BOMPOCHI
MOTYT BapbMpOBaTb B 3aBMCMMOCTM OT TUNOB UCCAEA0BAHUMN, U NPUMEHAEMbIX BOMPOCHUKOB,
NCNO/Ib3yeMbIX A5 CTaHAAPTU3ALMM NPOLLECCA OLEHKMN NyBAnKaLMNA.

Ha npouecce OUEHKM HECOMHEHHO MOXET CKa3blBaTbCA U CyObeKTUBHbIM dakTop. Ana
MWHUMM3ALMM NOTEHLMA/IbHBIX OWMOOK Kakgoe uccnefoBaHME OLEHMBANOCh HE3aBUMCUMO,
T.e. MO MeHblIen Mepe ABYMA HE3aBUCMMbIMWU 4yneHamu paboueir rpynnbl. Kakune-nnbo
pa3/InumMA B OLLEHKaxX 0b6CYyKAaNNCh YXKe BCEW rpynnoi B NoSIHOM cocTaBe. Mpu HEBO3MOMXKHOCTU
AOCTUXKEHUA KOHCEHCYCa, NPUBNEKA/ICA HE3aBMCUMbIN SKCNepPT.

Tabnuubl A0Ka3aTeNbCTB:
TabAnubl AOKa3aTebCTB 3aMO/IHANUCL Y1leHaMK paboyeit rpynnbi.

MeToabl, UCNONb30BaHHbIE ANA GOPMYAMPOBAHUA PEKOMEHAALMINA:
KOHCEHCYC 3KCNepToB.

PeiiTMHroBaa cxema A/1A OLLEHKU CUbl peKomeHaauui (tabauua 2):

Cuna OnucaHue

A Mo MeHbluel mepe, OAMH MeTa-aHanu3, CUCTeMaTUYeckuit o63op, uam PKMU,
OUEHEHHbIE, KaK 1++ , HanpAmMylo NpMMEHUMblE K UENEeBON MONyAAUUM WU
AEeMOHCTPUpPYIOLLME YCTOMUYMBOCTb PE3y/1bTaToB

nnmn
rpynna [A0Ka3aTe/bCTB, BK/HOYAOLWLAA pe3y/ibTaTbl UCCAEA0BaHUN, OLEHEHHbIE,
Kak 1+, HanNpsaAMyl NPUMEHUMbIE K LeseBOn Monyasauum U AeMoHCTpupylowme
06LLYyI0 YCTOMUYMBOCTb Pe3ynbTaToB

B rpynna AoKa3aTenbCTs, BK/IOYAOLWLAA pe3ynbTaTbl UCCNEA0BAHNMN, OLEHEHHbIE,
KaK 2++, HAaNPAMYIO NPUMEHMMbIE K LLeIeBON NONyAALMN U AeMOHCTpUpytowme
06Uy YCTOMYMBOCTb PE3YyNbTATOB

nnn
3KCTPANo/INPOBaHHbIE AOKA3aTebCTBA U3 UCCNEA0BAHUM, OLEHEHHDbIX, KaK 1++
nan 1+

C rpynna AOKa3aTeNbCTs, BKAOYAKOLLAsA pe3ybTaTbl UCCeA0BaHUM, OLEHEHHbIE,
KaK 2+, HaNnpAMYy NPUMEHMMbIE K LEeNIeBOM NONyAALMM U AEMOHCTPUpPYoLWMe
06Uy YCTOMUYMBOCTb PE3YNbTATOB;

nnm

3KCTPano/IMPOBaHHbIE A0KA3aTENbCTBA U3 UCCIEA0BAHUM, OLEHEHHbIX, KaK 2++

D [0Ka3aTenbCTBa ypoBHA 3 unu 4;
nnm

IKCTPano/IMpoBaHHbIE JO0Ka3aTeNbCTBA U3 VICCJ'IG,EI,OBEIHMIZ, OLEHEHHDbIX, KaK 2+

UHpguKaTopbl Ao6poKauecTBeHHOM NpaKTukK (GoodPracticePoints- GPPs):
PekomeHayemaa aobpokavecTBeHHaA NpakTUKa 6asmpyeTcA Ha KAMHUMYECKOM OnbiTe
yneHoB paboyen rpynnbl NO pa3paboTke pekomeHaauMN.
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JKOHOMMWYECKUMN aHaNu3:
AHanM3 CTOMMOCTM He npoBoAuIcA U nybankauum no ¢GapmMaKOIKOHOMUKE He
aHaNM3MpPOBANUCH.

Metoa Bannausauum pekomeHgauui:
- BHewHAA aKcnepTHaA OUEHKa;
- BHYTpeHHAA 3KcnepTHaA oLeHKa.

OnucaHue meToaa BaiMaM3aLMm peKomeHaaumi:

HactoAawme pekomeHgauunm B nNpenBapuUTeNbHOM Bepcun 6bliv  peLeH3npPoBaHbI
HEe3aBMCUMbIMM 3KCMEpPTaMK, KOTOPbIX MOMPOCUIM NMPOKOMMEHTUPOBATbL MpeXae BCEro To,
HACKONbKO MHTEpNpeTauma A0Ka3aTeNbCTB, IeXKaLUMX B OCHOBE peKoOMeHAaLMi AOCTyNHa ANA
NOHMMaHMUSA.

MonyyeHbl KOMMEHTApUW CO CTOPOHbI Bpayeir MepBMYHOTO 3BEHA M Y4YaCTKOBbIX
TEepaneBTOB B OTHOLEHUN AO0XOAYUBOCTU U3/IOKEHUA PEKOMEHAALMIA U UX OLEHKN BaXKHOCTU
pekomeHaaumi, Kak paboyero MHCTPYMeHTa NOBCEAHEBHOMN NPaKTUKMU.

MpeaBapuTenbHasa Bepcua bOblna TaK Ke HamnpaBleHa PeLEeH3eHTY, He WMelolemy
MeANUMHCKOro 06pa3oBaHuA, ANA NOJMYYEHUA KOMMEHTApMEB, C TOUYKM 3PEHUA NepcrneKkTuB
nauMeHTOoB.

KomMmeHTapun, nosyYeHHble OT 3KCNEepPTOB, TWATENbHO CUCTEMATU3UPOBANIUCL U
obcyaanucb npeacegaTenem M yneHamm pabouert rpynnbl. Kaxkablii NyHKT obcykaancs, u
BHOCMMble B pe3y/bTaTe 3TOr0 M3MEHEHMA B PEKOMeHZauuu perncTpupoBanucb. Ecam ke
N3MEHEHWA He BHOCUIUCL, TO PETUCTPUPOBAINUCL MPUUYMH OTKa3a OT BHECEHUS U3MEHEHUA.

KoHcynbTaumua n skcnepTHan oueHKa:

MpepBapuTenbHaa Bepcus OblnaBbiCTaBAeHa ANA LMPOKOro OBOCYXKAEHWs Ha canTe
HOAIO, ans Toro, 4Tobbl NMUA, HE Y4ACTBYIOLME B KOHIpecce MMeNn BO3SMOXKHOCTb NPUHATb
y4yactue B 06CyKAEHUN U COBEPLUEHCTBOBAHUM PEKOMEHAAUMN.

MpoeKT peKkomeHaauuin Obl1 PeueH3nMpPoBaH TaK e HEe3aBUCMMbIMW 3SKCepTamu,
KOTOPbIX MNOMPOCUAM MNPOKOMMEHTMPOBATb, MNpeXAe BCEero, AOXOAYMBOCTb U TOYHOCTb
WMHTepnpeTauumaoKasaTeibHoM 6a3bl, Nerkallell B OCHOBE peKoMeHaalUni.

Pabouas rpynna:

[Nna OKOHYaTeNbHON pefaKUMM M KOHTPOIA KayecTBa PeKomMeHaauumun bblanm NoBTOPHO
NpPOaHaNM3MpPOBaHbl YneHaMun paboyelt rpynnbl, KOTOPblE MPULLAN K 3aK/HOYEHUI0, YTO BCe
3amMevyaHMa M KOMMEHTapUM 3KCNEPTOB MPUHATbI BO BHMMAHWE, PUCK CUCTEMATUYECKUX
OWMBOK Npu pa3paboTke peKoMeHaauunli CBeAEH K MUHUMYMY.

OCHOBHbIe peKoMeHAaUuUM:

Cuna pekomeHpaumn (A-D), ypoBHM AoKasatenbcts (1++, 1+, 1-, 2++, 2+, 2-, 3, 4) u
WMHAMKATOPbl A06pOKayecTBeHHOM MNpPaKTMKM - goodpracticepoints (GPPs] npuBoasaTca npu
N3N10XKEHNUN TEKCTa PEKOMEHAALINA.

2. OnpeaeneHune, NPUHLMNbI AUAarHOCTUKK Y B3POC/IbIX U AeTeN.

CepnosuaHokneTo4yHaa 6onesHb (CKB) — rpynna cocToaHuit 06ycnoBAEHHbIX HAIMYMEM
cneunduryeckmx mytaumini B 6eTa-rnobMHOBOM reHe, NPUBOAALLMX K M3MEHEeHWUIO (U3UKO-
XMMMWYECKMX CBOMCTB remornobuHa (nonmmepusauma B AeoKcu-Gpopme, HapyLeHne CPoACTBa K
kucnopoay). K CKB oOTHOcuTCcA cepnoBMAHOKNETOYHAA aHemuAa (roOMO3WUroTHOCTb Mo
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aHoManbHoOMy remornobuHy S(HbSS; pe3synbraT 3ameHbl B 6 no3nuumm 6eTta-rnobuHa BainHa Ha
rNIOTaMUH) U APYyrMe COCTOAHUSA, Pa3BMBLLMECA BCNEACTBUE COHAac/1eA0BaHMA aHoManbHoro HbS
C ApYrMMM MNONOMKaMu 6eTa-rnobuMHOBOro reHa, nNPUBOAAWMMM K KOJIMYECTBEHHOMY
YMEHbLLUEHUI0 HOopManbHoro beta-rnobuHa (b6eta-tanaccemus)(S-B-tanaccemuma) uam apyromy
KayecTBEHHOMY HapylieHuto 6eta-rnobuHa (Hanpumep, HbE, HbC, HbDpynjan, HbOarab) (HDSE,
HbSC, HbSD, HbSO, HbCC, HbCO, HbCD).

Matodusmonorua:

HbS nonumepusyetca B aeokcudopme, TepAs pacTBopuMocTb. [lonmmepusauma
remornobmHa 3aBUCUT OT KOoHUeHTpauun HbS BHYTpWM 3puTPOLUTOB, CTENEHU AEOKCUIeHaunu
remornombHa, pH 1 BHyTpuMKneTouHOM KoHueHTpauum HbF. NMonnmepsbl HbS B3anmogencTaytoT
C 3pUTPOUUTApPHON MembpaHOM, MeHsA BHELWHUA BUA SPUTPOLUTOB Ha CepnoBUAHbLIE.
CeprnoBuaHblE  3PUTPOLUTbI  OKK/O3UPYIOT  MUKPOLUMPKYIAPOHOE Ppyc/io, npuBoas K
noBpeXAeHWo cocyaa, MH}apKTam opraHoB, 6ONeBbIM Kpu3am M APYrMM CUMMTOMaM,
accoummpoBaHHbim ¢ CKB.

Mpn CKb ogHOBpeMeHHO NpPOTEKaeT ABa NaTO/0MMYECKMX NpOLLEecca: remosin3 n Baso-
OKKANHO3KS.

- lemonus npueBoauT K aHeMUU U PYHKUMOHaNAbHOMY AedMUMTYy OKCMAAQ a30Ta, 4YTo B
CBOIO oO4yepegb MNPUBOAUT K MOBPEKAEHMIO 3SHAOTENMA COCYAOB, Pa3BUTUIO
nponndepaTMBHON 3HAOTEANONATUM U TaKUX OC/IOXKHEHMW KaK NeroyHas rmnepreH3uns,
NPMONU3M U UHCYNbT.

- Ba30-0KKAt03MA BbI3bIBAET OCTPYIO M XPOHUYECKYIO ULLIEMMUIO TKAHEM, YTO NpoAsBaaeTca
ocTpoi 6onbto (60neBOM KPKM3) U BbI3bIBAET NOBPEXKAEHNE OPraHOB.

KnuHuueckue npoasneHus:

KnnHuueckne npoasneHns CKB Becbma pasHoOOOpasHbl M BapbMPylOT MO CTENEHU
TAXecTu. B paHHem Bo3pacte CKB MoxeT npe3eHTUMpoBaTb BHE3aMHOW CMepTblo OT
NMHEBMOKOKKOBOIO  Cencuca BCneacTBMe  TUMNOOYHKUMKM  CeNe3eHKM UAM  OT  OCTPOro
CEKBECTPALMOHHbIM KPU3OM B cene3eHKe. Hayano KAMHWYECKUX NPOABNEHUUA — paHHWUN
OETCKMA Bo3pacT. B peakmx cnydasx nerkoro teyeHma CKB KAMHUYECKME NPOABAEHMA MOFYT
noABUTLCA No3xe. B Tabanue 1 npeactaBneHbl OCHOBHbIE KAUMHUYecKkue npoasneHna CKB.

Tabanua 1. OcHOBHble KAMHUYeCcKMe npossaeHna CKB y aeTei 1 NoApoCTKOB.

OcTpble npoAsaeHuA XpoHunyeckme npoAasaeHna

BakTepuanbHbIA cencUc AN MEHUHTUT* AHemusA

OcTpblii 6oneson Kpu3 (makTnauT, | entyxa

KOCTHOMbILWecHaa 6onb naun 60nb B KMBOTE) CnneHomeranusa

CeKBeCTPALUMOHHbIM KpU3 B ceneseHke* ®yHKUMOHANbHAA acneHunA

Annactuyeckuii Kpus* Kapavomeranusa n pyHKLMOHANbHbIE WYMbl

OcTpbliit rpyaHon cuHgpom™® fMnocteHypus n sHypes

NHcynbT* MpoTenHypus

Mpuannsm Xonenuntmas

FemaTypwus, BKAOYAs NanUANAPHbLIA HEKPO3 PecTpuKTUBHOE 3ab0s1eBaHMe nerkmx*
NleroyHas runepteHsuns™*
ABaCKyNAPHbLIA HEKPO3
MponndepatmBHaa peTMHoNaTmA
Tpoduryeckme A3Bbl HUKHUX KOHEYHOCTEMN
MocTtTpaHcdy3mMoHHan neperpyska kenesom*
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* MoTeHuManbHasA NPUYMHA CMEPTH

bonesble 3nu3oabl BCAEACTBME Ba30-OKKAO3UMM Hambonee udactble NPOABAEHUA
3aboneBaHns, Npu BbICOKOM MHTEHCMBHOCTM GONel — OCHOBHaA MpuUYMHa obpalleHua K
Bpayy. MHcynbT noparkaet 5-10% peten ¢ CKb, npu MPT mnccnenoBaHuM roNoBHOrO Mo3ra
BbiaBasetrca go 20% «Hemoro» MWHCynbTa Yy nauymeHtoB A0 20-neTHero Bo3pacta, 4To
NPUBOAMUT K KOFHUTMBHbIM PACCTPOMCTBAM M HapyweHUAM Mncuxuku. OCTpbiA rpyaHOM
CUHAPOM MOMKET MPOBOLMPOBATLCA MHEKuMen, MHPApKTOM NEerkoro UanM 3TUMKM ABYMA
NPUYNHAMM U ABNAETCA O4HOM M3 NPUYNH cmepTHOCTK Npu CKB.

TAXKeCTb KNMHUYECKMX MOABNEHNI CYLLECTBEHHO BApbUpPYEeT OT TAXKENO0M A0 OTCYTCTBUA
Kakux-nnbo npossneHnint CKb. MprymHbI 3TOro A0 KOHLA He M3ydeHbl. M3BECTHO, Y4TO TAXKECTb
KAMHUYECKMX NPOABAEHUIM 3aBUCUT OT HAZIMYMA UM OTCYTCTBMA OCODEHHOCTEN B CTPYKType
ApPYrMx reHoB, KOTOpble MOrYT y4yaCTBOBATb B peasin3aumu NaToNorMyecknx npoueccosb
CBA3aHHbIX C Ba30-0KKAto3unen. MNpoaykuma HbF nocToaHHA B TEYEHUM KM3HU U U3BECTHO, YTO
OHa ABNSETCA OCHOBHbIM NpeankTopom Taxectn CKb. CoHacneagoBaHue anbda-Tasnaccemmiy,
TaKXKe BAMAET Ha TAXKECTb KNNHUYecKnx npoasneHunit CKb, ogHaKo faHHble NPOTUBOPEYMBDI:
3¢¢deKT nosbiWeHUs remornobuHa C OfHOM CTOPOHbI, MOBbIWEHME BA3KOCTU C APYrOMW.
ABaCKyNAPHLIN HEKPO3 M NpoandepaTMBHaAnA peTMHONATUA Yale BCTPeyatTca y 6ONbHbIX C
COHacnefoBaHWEM anbda-TaflacCEMUKU, B TO Ke BPEMA MHCYAbTbl Y TakKUX 60/bHbIX
BCTPEYAOTCA KpalHe peako. B cpeaHem BAMAHMA HA NPOAO/MKUTENBHOCTb  KU3HM
CoHacnegoBaHue anbda-Tanaccemmm He OKasblBaeT.

B cnyyas komnayHA-retepo3mrotHocTn no HbS n gpyrum cTpyKTypHbIM remornobmHam
— KNIMHUYECKMe NpoABAeHUA aHanormyHbl HbSS, ogHaKko meHbLien cteneHn TAXKeCTH.

AnarHocTuka:
OunarHo3s CKBycTaHaBAMBaeTcA Ha OCHOBAHUWU KAWHUYECKUX MNPOABAEHUNA W AaHHbIX
nabopartopHoro obcneposaHus(A-B).

MeTogapl nabopaTtopHoi gmnarHoctmkm CKb:

1. 0b6wWwwnit aHann3 KPOBM C NOACHETOM PETUKYIOLUTOB U MOPPONOTMYECKON OLLEHKOM
3pUTPOLUTOB;

2. BMOXMMMYECKMI TECT Ha CEPNOBMUAHOCTb 31eKTpodopes remorobumHa,
N3031eKTPOPOKYCMPOBKA reMorobnHa, KanUANApPHbIA 3nekTpodopes remornobumHa,
B3XKX (meToabl pacnonoKeHbl NO BO3pacTaHUIO 3pEKTUBHOCTM BbiABNEHMUA
aHOMaNbHOro remornobumHa);

3. JOHK-nccneposaHue rnobunHosbix reHos (MLP ¢ nocneayowmm pecTpUKLMOHHbIM
aHA/IN30M, CEKBEHUPOBAHUE, annenb-cneundnyeckan amnampuKkaumna onsa BolaBNeHUA
AeneumoHHoM anbda-Tasaccemum).

3. BegeHune HeocnoXxHeHHbIx cnyyaes CKb

Bce netn, porKaeHHble OT PpoAUTENEN, UMEIOLMX BbICOKYIO BEPOATHOCTb HOCUTENbCTBA
HbS, gonHbl 6bITb 06CNegoOBaHbl B MepBble AHU WU3HU U, B cayyae BbiaBneHus CKB,
BHECEHbl B HAUMOHA/bHbIA PErncTp ANna HesameaINTE/IbHOro MPeemMCTBEHHOro OKas3aHuA
MeAMLUMHCKOM nomolm He nosgHee 1 mecsAua usHu (C), B 3 mecsaua [0NKHO 6bITb
npoesegeHo obcnenoBaHne pebeHKa B remMaToONOrMYeCcKoM LUeHTpe Aans Bepudukauum
ANarHo3a, OLeHKM reHoTuna u creneHn taxectn CKB, Hayana NPoPUNAKTUKM U/ UAnN neveHus
(C).
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CKB — no»kusHeHHoe 3aboneBaHMe, NO3TOMY BCE MALMEHTbI HYXKAAKTCA B NOCTOAHHOM
HabalAeHMM remaTonora U neauatpa/TepanesTa C NpuBAEYEHMEM MNPU HeobxoauMMocTU
apyrux cneunanmctos (C). B 60NbLUMHCTBE CBOEM NALMEHTbI HY»KAAlOTCA B amby/aTOpHOM
neveHun n/man npodpunakTUKe TAXKENbIX NPOABAEHMI 3a60/1eBaHUA WU €ro OCNOMKHEHUN,
KpaliHe peaKo TpebyeTcs nevyeHune B CcTalMOHape.

Mocne 3 Mec. *KM3HWU NPU CYLLECTBEHHOM CHUXXeHun HbF nossnseTcs puUcK pasBuTUS
rTMNOQYHKUMU CENIe3eHKM C MNOBbIWEHUEM BOCNPUMMYUMBOCTM K HEKOTOPbIM  KU3HMU
yrpoxKawuwmm b6akTepuanbHbiM UHPEKUMAM (cencucy, MeHUHruTy u ap.). WccneposaHus,
npoBegeHHble B CLUA, nokasbiBatoT, 4To npu HbSS pe3ko Bo3pacTaeT 4acTtoTa TAXKeNbIX
6aKTepUanbHbIX UHOEKLMI, BKAKOYAA MEHUHIUT M CEMNCUC B TeYEHWEe MepBOro Mosyroams
#m3Hn (B), npn HbSC n S-B*-Tanaccemun B TeueHme nepsbix 2-x neT xu3Hu (B).

HabniogeHune 3a 60/1bHbIM pebeHKom [OJIKHO OCYLLECTBNATLCS B
CNeumann3npoBaHHOM reMaTo/IoTMYEeCKOM LEHTpe. B TeyeHme nepBbiX 2-X JIET KU3HU
(neproa, WHTEHCMBHOM MMMYyHM3aUMK) pebeHOK [O0NXKEeH OCMATPMBATbCA FeMaTo/10rom
Karkgble 2-3 mecAua, Aanee Kaxable 6 mecaues, Nnpu HeobxogmumocTu Yaue (C).

Mpu ocmoTpe (NepBMYHOM WAM NpPU AMHAMUYECKOM HabawaeHun) HeobxoaMmo
OOKYMEHTUPOoBaTb
1. aHaMHecTU4YeCcKne AaHHble:

- KAWHKU4YecKne npoasneHna CKB Ha MOMEHT OCMOTPa, KaKMe M KaKoM CTeneHu TAXKecTu
anu3oapl (bonesble Kpu3bl, HEAOMOraHMA U T.n.) OblAM 3a Npolweglwiee ¢ MOMEHTA
nocneaHero oCMoTpa Bpems;

- Hanmume/oTCyTCTBME rONI0BHbIX Bonen, npuanmama, 6onen B XMBOTE, HOYHOIO 3HYpPe3a,
KaKUX-TMBO HEBPOSIOTMYECKUX NPOSABNAEHWUIM, KOTOpPble MOran Bbl CBUAETENLCTBOBATL O
BO3MOXHOM WHCY/bTE;

- BbIMOJIHAIOTCA IN PEKOMEHAALNMU MO NEHULUNNUHONPOPUNAKTUKE;

- cobnogalTca AU pekoMeHZauMM No  BaKUMHOMNPOOMIAKTUKE, KaK NepeHOCUIUCH
BaKUWHaLWW;

- KaK KynupyoT 60/b U NMXOPaaKy A0Ma;

- KaK 4acTo nponyckaeT pebeHoK LWKOJY 1 NO KaKoW NPUYNHE;

- TeCTbl A5l OLLEHKM KOTHETUBHbIX PYHKLMN, yCNEBAEMOCTb B LLUKOJIE;

- Kakue ¢du3MYecKkMe ynparKHeHUsA BbINONHAKTCA pebeHKom M/Mau nocelleHne KaKkux
CMOPTUBHbIX CEKLINIA;

- NAaHUpYOTCA 1M noe3aku (ecan aa, To Kyaa).

2. paHHble $PM3MKANbHOIO OCMOTPA:

- pOCT, macca Tena, pM3nyeckoe pa3BuTue;

- CTeneHb BbIPA*KEHHOCTN 61eAHOCTU, KEeNTYXKU, Ppa3Mepbl MEeYEHU N CeNe3eHKN, Hanuuue
lyMma B cepaue;

- apTepuanbHoe AasJfieHue.

MpoBeaeHne NabopaTopHOro U MHCTPYMEHTAIbHOe o6cneaoBaHuUA (He pexke yem 1 pas B 12
mecsues):
1. 06wWunit aHanM3 KPoBM C NOACYETOM PETUKYIOLUMUTOB (Ha NepBOM roay *KmsHu 1 pas B
MmecAl, Ha 2-m 1 3-m roay *u3Hu — 1 pas B 2 mecAua, ganee 1 pas B 6-12 mecaues);
2. anektpodopes (BIXHKX) remornobuHa (oo 3 net - 1 pas B 6 mecaues, ctape 3 net—1
pa3 B roa, npu papmakonornyeckom ctumynaumm cuHtesa HbF B ntobom Bo3spacte
€)KeKBapTa/ibHO);
3. rpynna KpoBu, pe3syc-$paKkTop, pacwmpeHHoe ¢$eHOTUNMPOBaAHME 3PUTPOLMTOB NO
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peaKkuM rpynnam A1A BO3MOXHOCTUM MHAMBMAYaNbHOro nogbopa AOHOpa B Cayyae
HeobXoAMMOCTU TPaHCPY3UMN IPUTPOLUTAPHON MacChl (MPM NEPBUYHOM MNOCTAHOBKE
Ha y4yeT B reMaTo/IOTMYEeCKU LLEeHTP, Aanee nepes TpaHChy3nAMM 3pUTPOLUTAPHOMN
Macchbl);

4. o6wmnit aHanms moumn (1 pas B 12 mecsues);

5. BMOXMMWYECKUI aHaNn3 KpoBW (06WMin BUANMPYOUH, Henpamoln 6unupybuH, ACT,
ANT, N4r, W®, moyeBnHa, KpeaTUHMH, MoYeBas Kucnota) (1 pas B 12 mecaues);

6. Y3W opraHos bptowHoOM nonoctu n noyek (1 pas B 12 mecsues);

7. TKW KpoBOTOKa MO COCyZaM ro/ioBbl (HauMHan C 2-X IETHEro BO3pacTa eXKeroaHo);

8. IXO-KT (npu oTCyTCTBMM LWIYMa ayCKY/NbTaTUBHO €XEeroAHo BCeM HauuHaa c 15 ner;
NpPwW BbICNYLIMBAHMM LWYMa B 1106OM BO3pacTe U Aanee no NoKasaHuam);

9. MPT ronoBHOro MoO3ra C KOHTPACTHbIM YyCUAEHMEeM, npu HeobxogumocTn B
aHTMopEeXMMe NPU CKOPOCTM KPOBOTOKA MO cpeaHel mMo3rosoi aptepumn 6onee 200
cm/cek.

MNpodunnakTnka HGEKLMA:

1. MeHMunnNMHONpPOPUNAKTMKA — [AOeTU paHHero BO3pacTa, HayMHaa ¢ 2
MEeCAYHOro BO3pacTa, A0/IKHbI NOAyYaTb NEHNUUMANMH V (4030BbIN pexum:<l
roga - 62,5 mr asa pasa B cyTku; 1-5 net - 125 mr gBa pasa B CyTku; >5 ner -
250 mr gBa pasa B cyTKM (A); NEHUUMNANH NPONOHIMPOBAHHOIO AENCTBUSA
(no30BbIM pexum: 1,2 maH. ME BHYTPUMBbILWLEYHO Kaxable 3 Hepenun) unu
3PUTPOMMUUMH (,030BbIN pexxknum: 20 mr/Kr/cyT B ABa Npuema);

2. BakuyuHonpodunaktmka (Tabn.2). BakuuHauMa nNpPOTUB MNHEBMOKOKKOBOM
MHEKLUMN — Ha NepBOM oAy *KM3HW — KOHbIOTMPOBAHHAA NMHEBMOKOKKOBas
BaKUWHa, HauMHasa ¢ 2 net (24-27 mec.) n panee Kaxable 5 nert BBegeHue
nosncaxapuaHonm NHEeBMOKOKKOBOM BakuuHbl (B). BakuuHauma npoTtus
renatmta B B COOTBETCTBMM C HaUMOHaNbHbIM KaneHpapem npusuBok (C).
ExxerogHana BakumHauma npotms rpunna (C)

Tabnnua 2. PekomeHayembil rpaduK BakunHonpodunaktnkm aeten ¢ CKb (B,C)

BakuuHa BospacT BBeaeHus

BakuuHa npotns AudTepuu, CcTONBHAKA, KOKAOWaA, NOAMOMMENnnuTa, | 3 Mmec.
remopuabHOM TUN B MHPEKUUN + KOHbIOTMPOBaHHAA BaKuUMHa npoTtus 13
CepoTMNOB NMHEBMOKOKKA

BakumHa npotus paudTepun, CTONOHAKA, KOKAKOWA, MOAMOMMENUT], | 4 mec.
remoomabHon TMN B MHbEKUMM + BaKUMHA MPOTUB MEHWHIOKOKKOBOWM
nHderummn Tmn C

BakumHa npotus paudTepun, CcToNOHAKA, KOKAKOWA, MOAMOMMENUT], | 5 mec.
remoouabHon TMN B nHeKuMn + KOHbIOrMPOBaHHAA BaKuUMHa npotms 13
CEPOTUMOB MHEBMOKOKKA + BaKUMHA MPOTUMB  MEHMHIOKOKKOBOM
nHderummn Tmn C

BakuuHa npoTtus renatuta B* + BakuuHa npotus remodunbHon Tmn B | 12 mec.
MHOEKLMN + BaKLMHA NPOTUB MEHWUHTOKOKKOBOM MHbeKuumn Tmn C

BaKuMHa NPOTMB KOPU, KPAaCHYXM M NapoTuTa + BaKLMHA NpoTMB renatuTa | 13 mec.
B* + KOHblOrMpoBaHHaA BaKLMHa NPOTUB 13 cEpOTUNOB MHEBMOKOKKA

BakuuHa npotns paudTepun, CTONOHAKA, KOKAOWA, noanomuennta, | 18 mec.
remoounbHon TMn B nndekuum + BakuuHa npotus renatuta B*
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BakumHa npotue nonnomuenuta + 23 BaneHTHAA noaucaxapumaHasa | 2 roga
NHEBMOKOKKOBAA BaKLMHaA

BakuMHa npoTnB nosiommenuTa, audprepmun, CTonbHsKa 6 net
23 BasieHTHaA NoaAncaxapuaHaa NHEBMOKOKKOBAA BaKLMHA 7 net
BakuuHa npotus gnudTtepun, cTonbHAKa 11 net
23 Ba/sIeHTHAA NOAMCaXapnaHAA NHEBMOKOKKOBAA BaKLMHA 12 net

BakuuHa npotmus  audtepun, ctonbHaka** + 23 BaneHTHaAa | 17 net
nosncaxapuaHaa NHEBMOKOKKOBAs BaKUMHa***

BakuuHa npoTtus rpmnna ExxerogHo,
HayMHasA c 6 mec.

* @CNv BaKUMHAUMA He NPOBeAeHa Ha NEePBOM oAy KU3HU;
** nanee Kaxable 10 neT »KU3HK;
*¥X* panee Kaxgble 5 et XKU3HU.

3. CaHauma oyaroB uHdeKuun (3ybHas nosiocTb, MWHAANIUHLI, ageHouAbl,
npuaaToyHble nasyxu Hoca, MoYeBbiBOAALLAA cuctema). Oyarn XpoHUYECKOM
MHOEKLMN KaK NPaBUIO NPOBOLMPYIOT Pa3BUTUE TAXKEbIX Ba30-OKKAHO3UBHbIX
KpM30B, MOTYT ObITb NPUUYMHON cencuca.

PaHee BbifiBNeHME MHCybTa (A-B):

1. y naumeHTOB A4ETCKOro BO3pacTa C yBe/IMYEHMEM CKOPOCTM KPOBOTOKA NO cpeaHel
MO3roBoi aptepumn 6onee 200 cm/ceK. pUCK Pas3BUTUA MHCYNbTa B BanKanwme 3
roga sospactaet Ha 40%, NO3TOMY HauuHaA C 2-X JieTHero BO3pacTa eXerogHo
HeobxoaMMO npoBefeHWe TPAHCKPAHWANBbHOrO AynAeKCHOro (4onniepoBCKOro)
nccneposaHua (TKM) KpoBOTOKa Mo cocyzam rofoBbl; MPU CKOPOCTM KPOBOTOKA MO
cpeaHen mo3rosoli apTepumn meHee 170 cm/cek nccnenoBaHWe NOBTOPSAETCA Yepes
1 roa, npu cKoOpocTM KpoBoToKa 170-199 cm/cek HeobxoguMmo MNOBTOPUTL
uccneposaHue yepes 1-4 mecAuab npu coxpaHeHUW pesynbTaTa U Npu Bo3pacte
naumeHTa ctapwe 10 net Heobxoanumo nposeaeHe MPT (A);

2. Npu OTCYTCTBUM BO3MOXKHOCTM NpoBegeHma TKU n npu BbIABAEHUM OTKAOHEHUN OT
HOPMa/IbHbIX 3HAYEHUM CKOPOCTU KPOBOTOKA MO MArmcTpasibHbIM COCYyAaM ro/10Bbl
— nposegeHne MPT ronoBHOro mo3sra € KOHTPACTHbIM YCUAEHUEM WU B pexume
aHrnorpadum (B).

Punsmyeckoe pasButme

Y peteir ¢ CKb 4acto HabnogatoTcs HapylweHue pocTa, TMMNOHYTPUTUBHBLIN CTaTyC U
3afleprKKa CKeNIeTHOro M MoJIOBOrO CO3peBaHMA. 3a4eprKka PpU3NYECKOrO Pa3BUTMA HauMHaeT
NPOABAATLCA C 6 MecC. BO3pacTa, BO3MOXHO 33 CYET CHUMKEHHOW abcopbumm HYTPUEHTOB 1/mnu
NOBbIWEHNA AKTUBHOCTM OOMeEHa BELLeCTB, 4YacTO AHOPEKCUMA COMPOBOMKAAET MOBbiWEHME
TemnepaTtypbl n 60neBble aNN304bl.

MpW HANMYUKU XPOHMYECKOTO FreMo/In3a NaLMEHTbI AO/KHbI NONyYaTb GOAMEBYO KUCAOTY
B A03e 1 Mr/cyTKu exkeaHeBHO (Man 5 mr/cyT no 10 AHel exxemecayHo) Ana NpeaoTBPaLLeHNA
pa3BuTuAa ee aedpuunTta (C).

WccnepoBaHuA noKasanu, 4to y Aeten B npenybepTaHblii Nepuoj HeaoCTaTOYHO
COLEPKUTCA KUPOBOM M MblLLEYHON TKaHW. JobaBneHMe B paLMOH NMTaHMA NauueHTam o 18-
NeTHero Bo3pacTa LMHKa cynbdaTta (£0308bii pexkum: 10 mr/cyT B TeueHne 1 mecaua 2 pasa B
rog) nNpuWBOAWUT K YAYYWEHUIO POCTOBECOBbLIX MNOKA3aTesiel, CHUKEHUID KOJNYecTBa
MHPpeKUMOHHbIX ann3oaos (B).

Heobxoanmo  KOHTpoAupoBaTb  $OCOPpPHO-KanbLmeBblit  0bmeH, obecneumBaTb
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[0CTaTo4YHOe npebbiBaHWe pebeHKa Ha CoMHUe, AoTauuto BuTamuHa [ (400 ME exkeaHeBHO Ha
nepBom roay *KusHu, aanee no 200 ME go 50 neTHero Bo3pacTta), afleKBaTHOE coAepiKaHue
Kanbuma B paunoHe nutaHms (C).

Y naumentoB ¢ HbSS oTmeuaeTtca 3agep)kKa nybeprtata Ha 2-3 roga, y HbSC — Ha ~6
MecsLeB. 3afepiKKa CO3peBaHMA CKeseTa B nepuwog nybeprtata npoaasetr nepuog pocTa
ONIVHHBIX KOCTEW, YTO MO3BO/IAET AOCTUYb NPUEM/IUMbIA KOHEYHbIN POCT NYCTb U C 3a4EPKKOM
BO BpemeHMu. MNpun oTcyTCTBUM NpU3HaKoB nybepTaTta y AeBoYeK B Bo3pacTe 14 feT, y MasbuyMKoB
B Bo3pacte 14,5 netr HeobxoAMMO 3HAOKPUHOMOTMYECKoe obcnegoBaHMe, ANA PeLleHUs
BOMpoOCca O HeobxoAMMOCTM ropmMoHo3amecTuTenbHol Tepanun (C). Ecan naumeHT nosyyaer
perynapHble TPaHCPYy3UU 3PUTPOLMTAPHOM Macchbl, HapylueHue OyHKUMM runodpusa mn/mnm
roHaZ, MOKeT ObITb BCNEACTBME Neperpysku xenesom (B).

MaumeHTam ¢ CKb nosnesHo 3aHMMaTbes GU3KyAbTYypol 1 cnopTom (C), 04HAKO Npu 3TOM
Heob6Xxo04MMO NOMHUTL O HEOBXOAMMOCTUN COXPaHeHUA Tensa (Nocne MHTEHCUBHbIX GU3NYECKMX
3aHATUMI  pebeHKa HeobxoAMMO YKpbITb/OAeTb B Tennoe Ans nNpeaoTBpalleHus
nepeoxNakaeHns; He peKoMeHAyeTca nnaBaTb B NPOX/AagHOW/XonoAHOW Bode) W
KOHTPO/IMpOBaTb  MNpuem  pebeHKoOM  AOCTAaTOYHOrO  KO/MYeCTBa  XMAKOCTUM  ANs
npenoTBpalleHma aerngpataymm, 4yto byaeT cnocobCTBOoBaTb MNPeAOTBPALLEHUIO PA3BUTMA
Ba30-OKK/1HO3MBHOIO KpuM3a.

MNepenaya BO B3POCAYH CETb MEAULMHCKUX YYPEKAEHUIM A0MKHA ObITb NOCTENEHHON.
MnaHMpoBaHWe M NoAroTOBKA Nepeaayun naumeHTa nog HabageHue AONXKHO 6biTb HayaTo
no p[ocTMKeHnn pebeHkom Bo3pacta 13-14 ner (C); AeTanbHasa BbINMCKA W3 BCeM
MeAMLUMHCKOM AOKYMEeHTauMn naumeHTa AonXHa ObiTb noarotosneHa K 15-16 rogam (C);
rematonior M3 B3POCAOro/noApPOCTKOBOrO LEHTPA [AO/KEH MNpPUMHMMATb YyyacTue B
obcyXaeHnn NauneHTa, HaumHaa ¢ 13-14 neT, 4TOo NO3BOAAET 06ECNEeYNTb NPEEMCTBEHHOCTb
B OKa3aHWUM MeAMUMHCKOM NMOMOLWM MU 3HAKOMCTBO pebeHKa ¢ npasuaamm paboTbl LEHTPA,
KOTopbIn ByaeT B AanbHelwem ero Habatoaats (C).

4. NeueHue CKb

Papmakonornyeckan ctumynsaumnsa cuHtesa HbF (A)

Ona dapmakonormyeckon ctumynsauum cmutesa HbF ncnosnb3yetrca mMHOro npenapaTos,
Hanbonee m3yyeH rmgpokcnkapbamma. Ero noCToAHHbIM ANUTeNbHbIM Npuem obecneynBaeT y
90% 60nbHbIX CyLLEeCTBEHHOE NOBbIWEeHMe coaepKaHua HbF, gocTtaTouHoe ana cywecTBeHHOro
yayyweHua tedeHna CKB. PekomeHayemblit 1030Bbii pexkum — 15 — 35 mr/kr/cyT (oKpyrnasa B
60NbLUYIO CTOPOHY A0 LLeN0M Kancy/bl) eXkeAHEeBHO NOCTOSHHO; Tepanusa MOXKeT ObITb HayaTa y
OeTel cTaplie 2-x eT NPU HaNNYMK TAXKeNbIX BonesbiX KPM30B, TPebyoLwmnx rocnuTanmnsaumnm 3
n 6onee pas B roa, 2 uan b6onee anusona ocTporo rpyaHoro cuHapoma (A). Heobxogmmo
KOHTPO/AIMpPOBaTb OOWMA aHaNn3 KPOoBKM C noacyeTom petukynouutos (Hb, MCV, WBC, PLT,
petukynouutbl), %HbF, buoxmmunuecknit aHanms kKposu (06WMIA BUNMPYOUH, KpPeaTUHUH,
moueBuHa, JIAI) Kaxable 3-6 mecALeB.

TpaHcn/aHTaUMA reMono3TUYECKUX CTBO/IOBbIX KNeToK (B)

MokasaHo, 4to nocne poactBeHHoW HLA-coemectumon TICK BbixkMBaemocTb 6e3
Bo3BpaTa CKb cocrasndaet 80-92%, cmepTHOCTb, B 0oCHOBHOM OT PTIX, coctaBnAaet 5-10%. TICK
uenecoobpasHo NpoBecTM B C/Ay4ae Hanuuma popacTBeHHoro HLA-coBmecTMmoro p[oHopa,
BO3pacT Ao 18 neT; HaAnume o4HOro U3 OC/NIOKHEHUMN - UHCYALT (MM MPT npu3HaKM UHCYNbTa
6€e3 KAMHUYECKUX NPOosiBAEHMM), uepebpanbHaa BACKY/IOMNATUA CO CHUMKEHMEM KOTHUTUBHOM
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bYHKUMU, TAXKENbIN UAN NOBTOPHbLIA OCTPbIN FPYAHON CUHAPOM, XPOHWYECKAA AbixaTenbHas
HeAOCTaTOMHOCTb % CcT., 3 u 6onee 6oneBbix (Ba30-OK/O3MBHbLIX) Kpu3a, TpeboBaBLUMX
rocnutanusauymn. TICK  He  pekomeHayeTca  ecin, [AOHOp  ABadetcA  60/bHbIM
remornobuHonatuen, wuHpekc KapHoBckoro <70%, nopTanbHbil ¢$ubpo3 cpeaHen uam
BbIPAa’KEHHON CTeneHu, HapyweHue KNybo4yKoBOM OYHKLMW MNOYEK cpegHer U Taxenown
CTENeHU TAXKECTW, BbIPAKEHHOE HapyWeHWe WHTENEKTa, MHOMKECTBEHHbIM 3NUPU3APHDLIN
aBACKY/NAPHbIA  HEKPO3,  XPOHMYEeCKas  AblxaTeNbHAA  HeJoCTaTodHocTb  3-4  cT.,
KapgmommonaTtus, BUY nHdekuyma.

TpaHcdy3noHHasa Tepanua
TpaHcdy3nm sputpounTapHoM Mmaccbl — 3PPEKTUBHbIN MEeToh, /NeyvyeHuA OCTpblIX,
NOTEHUMANbHO JIeTaNbHbIX C/y4aeB aHEMUU U TAMKENbIX BA30-OKAIO3UBHbLIX KPU30B. Pexxnm
TpaHchy3sniA  3aBUCUT OT Jie4ebBHOro nnaHa W OC/IOKHEHUN, MNPUBEALWNX K Hayany
TpaHchy3NMOHHOM Tepanuu.
1. Npoctasa manoobbemHan TpaHCPy3UA 3PUTPOLUTAPHON Macchl (<7 MA 3p.mMaccbi/Kr,
uenesor Hb 100-110 r/n) nokasaHa npw (A):
- OCTPbIA FPYAHOM CUHAPOM;
- HapyuweHue GyHKUMM ntoboro opraHa;
- CMKBeCTpaLuA B CeNe3eHKe UK NeYeHu;
- Cencuc nan manspus;
- pedpakTepHbIt 60/1€BOIN Ba30-OK/IO3UBHbIN KPU3;
- OCTpas aHeMMSA C KAMHUYECKMMW MPOABAEHUAMMN aHEMUYECKOTO CUHAPOMA;
- npegonepauMoHHaa NoAroToBKa.

2. ObmeHHas TpaHcdysmsa (A) (KoHueHTpauua HbS B KpoBM NauMeHTa He [O0/KHa
npesbiwaTtb 30%, uenesoi Hb 120-130 r/n) nokasaHa npu:
- WHCYNbT;
- HeaaBHAA NOMHaA NOTepA CAyXa;
- Tpomb03 UeHTPaNAbHON apTeEPMM CETHATKMU;
- MOAroTOBKa K OBLIMPHbIM XMPYPrMYEeCKMM BMeLLaTeNbCTBaM (rpyAHasa KNeTKa, cepaue,
rnasau T.n.);
- OCTpbI pedpaKTepPHbIA NPUONU3M.

3. XpoHuyeckune perynspHble TpaHcdy3sum (A) (KoHueHTpauma HbS B KpoBM nauueHTa He
[oMKHa npesbiwatb 30%, uenesoit Hb 120-130 r/n) nokasaHa npw:
- uepebpanbHas BacKy/onaTmsa;
- NOBTOPHbIA TAMKENbIA OCTPbIA TPYAHOW CUHAPOM W/MAK TaxKenbih 6oneson (Baso-
OK/IO3UBHbIN) KpU3;
- XPOHWYEeCKad OpraHHas HeAOCTAaTOYHOCTb: NMOYKM, CEPALE, IETKUE, NEYEHb;
- JleroYyHas runepTeHsus;
- TAXKenana 3afepiKKa pocTa;
- 3-i TpumecTp BepemeHHOCTY;
- NCcUxos;
- TAXenan XPoHWYeCKad aHeMMA He OTBeYatoLan Ha Tepanuio rMaApoKCMKapbamuaom.

B 18% cnyuyaeB TpaHcohy3sum y 6onbHbix CKB 0OCNOMKHAKTCA anfoMmMmmyHU3auuen, ans
CHUXEHMA pPUCKA pa3BuTMA HeobxogmMmo TpaHcdysnpoBaTb IPUTPOLUTAPHYKD  Maccy
COBMECTMMYIO NO rpynne Kposu, pesyc-paktopy wu Kell-aHtureHy. Yacrtota passutuAa
OTCPOYEHHbIX FEMOIMTUYECKUX MOCTTPAHCHY3MOHHBIX pPeakumin (CMHAPOM runepremonusa) y
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naumeHToB ¢ CKB coctaBnset 4-22%, 4TO CyLW,EeCTBEHHO Bbille, YeM MpuU Apyrux 3aboneBaHuUsAX.
Mpwn pa3BUTUN CUHAPOMA TMNEPreMo/IM3a B HEKOTOPbIX CAYYasiX aINOAHTUTEN OOHAPYXUTb He
yAaaetca. B neyeHnn cuHgpoma runepremonmsa pekomeHayeTca MCNob30BaTb NyAbC-Tepanuio
meTunnpeaHmsonoHom (5-10 mr/kr/cyT B TeyeHune 3-5 aHelt) B coveTaHumn ¢ BBUI B KypcoBol
nose 0,4-1,0 r/kr/cyT. (C).

XenatopHaa Tepanus

TpaHcdy3nMoHHaAA Tepanusa IPUTPOLMTAPHOM  MACCOM  [OMKHA  COMPOBOXKAATLCA
afeKBaTHON XeNnaTOpHOM Tepanuen AnAa nogaeprkaHua GeppuTMHaA CbIBOPOTKMU B AManasoHe
800-1000 mkKr/n (A). Hauano xenatopHoi Tepanuu nocne 10-15 tpaHchy3unii spuTpoumUTapHoOi
maccbl npu peppuTnHe cbiBOpOTKe He meHee 1000 MKr/n, oTmeHa XxenaTOpHOW Tepanuu npu
AocTukeHun dpeppuTnHa cbiBopoTke 600 MKr/n. Xenatopsbl: gedpepasnpokc (HayanbHaa aosa 30
Mr/Kr/cyT per 0s eeAHEBHO, Aanee C Warom 5 mr/Kr/cyT noBblWAeTca WUAWM MOHUMXKaeTCcA B
3aBUCMMOCTN OT deppuTMHa CbiBOPOTKM), aAedepoKkcamuH (HavanbHaa posa 40 mr/kr/cyt
NOAKOHO 5 AHEN B Heaento B BUAE AAnTeNbHON MHOY3UK (8-12 yacos), Npu HeobxoAMMOCTH
WMHTEHCMBHOM xenaumm — 100 mr/Kr/cyT HenpepbIBHO BHYTPUMBEHHO KanenbHO B TeyeHue 7-10
aHen (A-B). Ons  WHTEHcUPUKauMmM XxenaTopHOM Tepanuu WCNoAb3yeTca KOoMbMHauuma
nedepasmpokca (30 mr/kr/cyT per os exeAHEBHO) B coyeTaHun c aedepokcammHom (40-50
Mr/Kr/cyT NOAKOMKHO exkeaHeBHO B TeyeHue 8-12 yacos) (C).

5. AlnarHocTuKka mn neueHue ocnoxHeHuin CKb

5.1. bonesble KpU3bl

bonb npn CKB MOXXHO noapasgenntb Ha OCTpyd W XpoHuyeckyto. CocTtoAaHuA,
accouMmMpoBaHHble ¢ 6oieBbIMM KpuM3amm npeactasnaeHbl B Tabauue 3. Hanbonee yacto npwm
CKb BcTpeyaetca ocTtpad 6onb, ee Havano 6e3  Kakux-nmMbo  npenBecTHUKOB,
NPOAONMKUTENBHOCTb €€ OrpaHMYyeHa: OT HECKO/IbKMX YacoB [0 HECKO/NbKUX [OHEN,
WHTEHCMBHOCTb 60U CyWEeCcTBEHHO BapbUPYET OT YMEPEHHOM A0 HEBbIHOCMMOM, 60/1b MOXKeET
BO3BPALLATbCA, JIOKanu3aums 60N MOXKeT BapbMpoBaTb. XpoHuyeckas 6onb — 60nb,
npogosixKamowanaca 3-6 mecaues u  bonee, TpyaHo aguddepeHumpyemasa oOT 4yacTo
noBTOpSAIOLLLENCA OCcTpon 6onn (Hanpumep, 60/1b NpU NOpPaXKEHUM KOCTEN), MOXKeT ObiTb
U3HYPUTENbHOM, KaK GU3MNYECKM, TaK N NCUXONOTMYECKU. YUacThe OLLyLLEeHUIA, SIMOUUNI, NaMATH
M BOCMPUATMA CO34aI0T AONONHUTENbHbIE NPobiembl B ee KynupoBaHuK. Yacto ocTpaa 6onb
MOXKET HaK/MaAblBaTbCsA Ha XPOHUYECKYIO, @ YacCTble MPUCTYMNbl OCTPOM 60N MOryT HAaNOMWHATL
XpOHWYecKyto 6onb. Helponatmuyeckaa 60nb HeQOCTAaTOMHO oxapaKTepusosaHa npu CKB, oHa
BO3HWKAET B pe3ynbTaTe MHGAPKTOB HEPBHbIX CTPYKTYP, CAABAEHMA, OENCTBMA SHOOTOKCUHOB
/NN NeperpysKku }Kenesom.

Tabnumua 3. OcTpas n XxpoHuyeckas 60sb 1 ocnoxHeHns CKB.

CuHapom ocTpoit 6osum

CUMHAPOM XpOHUYECcKon 6onu

OcTpbliit rpyaHon cuHgpom (OrC)
Xoneuuctur

CuHapom pyK-HOr

bonesble Kpusbl

Mprnanusm

CnHapom NpaBoro BepxHero KBagpaHTa
CukBecTpauma B ceneseHke

ApTput

ApTponaTtua

AcenTnyeckuit (aBacKynapHbIN) HEKPO3
Tpoduryeckme A3Bbl HUKHUX KOHEYHOCTEMN
KomnpeccMoHHbIN nepenom No3BoHKa
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B oLeHKe MHTEeHCMBHOCTN 6011 HEOBXOAMMO YYMTbLIBATb BO3PACT NaLMEHTA, YPOBEHb €ro
pa3BuUTMA, GYHKLUMOHANbHbBIN CTATYC, KOTHUTUBHYIO YHKLIMIO, SMOLIMOHAIbHOE cocTosHMe. Bee
3TN PaKTOpPbl AOMKHbBI TaKKe y4YnUTbIBAaTbCA NpU Bblbope Tepanuu. KynuposaHue 60amn AONKHO
6bITb ObICTPLIM U MAaKCMMANbHO 3GPEKTUBHbIM.

Bonb — cybbekTMBHA, NO3TOMy HeobxogMMO WCNO/Ab30BaTb Ba/NAHbIE MeTOoAbl ee
OLLeHKWN, COOTHOCUTb €€ C KNNMHUYECKMMN 1 NabopaToOPHbIMU AAHHBIMW.

B KynupoBaHuu 60nm Gonbluyto ponb urpatoT obpaszoBaHne poguTener U naumeHTa B
obnactn natonorum CKb n npuumH passutna 60an. O4eHb BaXKHO ANA KYMUPOBAHUA TAMKENbIX
annM30808 60/M Hanuume OHEBHbIX CTALMOHAPOB B 30HE A0CArAaemMoCTU gnA 60/bHbIX, YTO
CHUXKAeT KONNYECTBO U NPOAO/IKUTENBHOCTb FOCMUTANN3ALLMIA B KPYTTOCYTOYHbIM CTaLMOHap.

Heobxogmmo wu3beraTb ¢akTopoB, NPOBOLMPYHOWMX O00/eBble KPWU3bl, TakKUX Kak:
BO34ENCTBME HU3KOW TemnepaTtypbl (oxna)kaeHwe), BO3AENCTBME BbICOKOW TemnepaTypoi
(neperpeB), AnuTenbHas WHTEHCMBHAA ¢U3NYECKas Harpyska, geruapaTtaums, nogbem Ha
BblcOTy 60nee 1500 m Hag ypoBHEM Mops, TabakKoKypeHue, ynoTpebsieHuMe anKorosibHbIX
HanuTkos (C).

Mcnonb3oBaHMe HeMeaMKaMeHTO3HbIX CNocoboB KynupoBaHWsA 60au (corpesaroLimia
Mmaccax, Tenabli/ropaunii ayw WM BaHHa, pednekcoTepanus, OTBAEKaloWMe MeponpuATus
(vrpbl, B T.4. KOMmnbloTepHbIe, BUAeo; TV) (C).

Ha puc. 1 npeacrtaBneH anroputm OLLEHKM WMHTEHCMBHOCTM M XapakTepa 6oam vy
nauymeHTos ¢ CKb.
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Puc.1. ANropntm OLLEHKM MHTEHCUBHOCTU N XapaKTepa 60au y naumeHTa ¢ CKB.

OCTpaAd

Onpeaenexune Tuna 6oan

(Hayano, NPOAOAKUTENBHOCTD,

yacToTa)

- YacroTa 60/1eBbIX 3NN30408 33 NPOLIEALINIA
rog;

- Konnyectso obpalleHnii B cTaumoHap 3a
npoweawuii rog;

- YacToTa 1 NPOA0NKUTENIBHOCTb

¥

OcTpas unan xpoHuyeckan?

rocnuTasn3aLym 3a NpoLweaLInii roa;
- Apyrue Tunbl 6onu;

- Uctopmn Tepanuu 6ou;

- Obesbonusatowwme npenapatbl B
HacTosLeeBpems.

XPOHUYeCKanA

v

KpaTKoBpemeHHas
nam
nepcucTMpyviolLas?

nepcucTMpyoLLas

v

v

v

YacTo BcTpeyaertca
Ha/I0XKEeHMe OCTPOi
60211 Ha XPOHMYECKYIO

¥

MpoBeaeHMe KOMMAEKCHOM
OLEHKM

Onpepenntb Onpepenvtb
XapaKTepucTuky 6onu, XapaKTepucTuKy 6onu, ee
ee /I0KaAn3aLmio n Nokanusaumio,

WHTEHCUBHOCTD,

OCHOBbIBasACb Ha B/IMAIHME Ha aKTUBHOCTb M KU3HK
- camoobcn XUBaHUe;
LIKasax CaMOOLLEHKM HacTpoeHue, - WKona; !
OCHOBbIBAACH Ha LWKanax - pabora;
CaMOOLEHKM - COLMaNbHaA aKTUBHOCTb;

WHTEHCUBHOCTb U

BnusHue 60nm Ha 0bpa3

- BO3pacT,;

-non;

- YPOBEHb pPa3BUTUA;
- cemeiiHble $aKTopbl;

[Lemorpaduyeckme n
ncuxocoumanbHble GakTopsbl

/

BbiaBieHMe CBA3AHHbIX
cmmnTomos

v

dusnueckme dakTopbl

-AL; - MecTa NoKanusaunm
6onu;
- AbIXaHue; - 4YBCTBUTENLHOCT;

- catypauua 02;

- OCMOTp rPY/AHOM KNETKU
1 XUBOTa;

- NOABUKHOCTb CYCTaBOB;

- OTEYHOCTb;
- TemnepaTtypa KOXu;

- AaHHble N1abopaTOPHOIA U ly4EBOM ANATHOCTUKM;

- convTeTRVININME 2aRnneraHUa/acnOXHAHUS

Y

OnpeaennTb BEPOATHYIO
NPUYMHY(bI) 1
nposoumpviowme GakTopbl

- B3aUMOOTHOLLEHMS;
- yXo4 3a AeTbMU (415 B3POC/bIX)

- Ky/IbTYypHOE pa3BuTHe;
- apanTaumsa K CKB;

- Konupyemble CTUAU;

- KOTHUTUBHbIE CNOCOBHOCTH;
- HaCcTpoeHue;

- cTeneHb oaccwoﬁmia

AHanus u onpeaeneHune
NPUOPUTETHOCTU

Bbibop meponpuaTunit

Het

CsasaHa c CKB?

w3y

NeyebHbI aHamHes

!

JleyeHune, ocHOBbIBAACH
Ha XapaKTepuUcTtuke
anNn3oaa

601

MpoBeaeHne NOAHOTO
) obcnenoBaHus ans
BbIACHEHMWA 3TUONOMUK
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[na OUuEeHKM MHTEHCUMBHOCTM 602K Y AeTel LenecoobpasHo MCMNOIb30BaTh LWKany «J/nyo
60nm» (puc.2) 1 BU3yaNbHYIO aHANOroBYHO WKany (puc.3-4) nnm apyrue myabTUMEpPHbIE LWKasbl
ANA OCTPON UAN XpOoHMYecKon 6onun. BegeHne AHEBHMKA NaUMEHTa TaKXKe NOMOraeT B OLLEHKe
6o0n goma.

llkana 6osnu no BoHry-BEsaikepy

(\’\ Lanlite N o™~ o~
Q0 \( @0 \{ 6 \{ B \[ @5 \{ >
\::;/ b [ ] e — ' g
N’ S = £\ M\
Q 1 2 3 4 5

He EnBa UyTb-— YMepeHHO OueHb HeBrIHOCHMMO
O0JILHO Uy Th BOJILHO B0JIBLHO BOOJILHO

0-10 UmcynorBasi mKajla MHTEHCUMBHOCTHM 60Ju

0 1 2 3 4 5 6 7 8 l9 10

I | S S R R S |

He 6ombHO Cnabas YMepeHHas CunbHasa MakcUMaJbHO
BOBMOXHAL

PucyHok 2. LWKana Ana camOOLEHKM MHTEHCUBHOCTM 6oam ana peten (M3 Wong DL,
Hockenberry-Eaton M, Wilson D, Winkelstein ML, Ahmann E, DiVito-Thomas PA: Whaley and
Wong’s Nursing Care of Infants and Children, ed. 6, St. Louis, 1999, Mosby, p. 1153).

Ana kynupoBaHuAa 6onu nerkon n cpegHein MHTEHCMBHOCTU HEOBXOAMMO MCMO/Ib30BaTb
napauetamon unm noynpodeH, npn 6onee MHTEHCUBHOM 60K UCNONBL3YIOT KOMBOUHMPOBAHHbIE
npenaparbl cogep:Kalme Takke kogemHa ¢ocoat (B). Heobxoaumo NOMHUTb, 4TO oKono 20%
nogen He mmetoT pepmeHTa, HEOOXOAMMOro ANA KOHBEpPTauuM KOoAeuH B MOPOUH, B 3TOM
cnyyae Ans KynupoBaHMA MHTEHCMBHOM 601M Heobxoguma rocnutanusauma B CcTaunoHap. B
HeKoTopbIX cayyanx (okono 10% cnyyaes) B3pOC/AbIM NauMeHTam TPebytoTcs HapKOTMYecKue
obesbonueatowme npenapatbl (onnMounabl), YTo TpebyeT CTPOro KOHTPOASA A03bl U KPATHOCTU
npuema (B).

Mpwn Taxenon 601N NaUMEHT AO0/MKEH 06PATUTLCA 33 HEOT/IOKHOM MOMOLLbIO (AHEBHOWM
CTAUMOHap, OTAEe/NIeHWEe HEOT/NIOKHOM MNOMOLWM MOAUKAMHUKKM), UYTO NO3BONSET ObICTPO U
WHTEHCMBHO KynnuposaTb 60/1eBOI 3NN30A4.

MeponpuaTna No KynnMpoBaHuio 6011 B AHEBHOM CTauMOHape (OTAENEHUN HEOT/IOXKHOM
NOMOLLM U T.M.):

- WHOY3MOHHas Tepanua; obwmin 06 bem HKUAKOCTU He AoKeH npesbiwaTtb 1,5 o6bemos
dusnonornyeckon norTpebHoOCcTM (BKAOYAaa ob6bembl Ana MHOY3MM npenapaTos),
HauMHaTb WMHOY3UIO Heobxogumo c 5% pacTBopa AEKCTPo3bl + (GU3MONOTMYECKU

16



[BBReguTe TekCT]

pactBop + 20 mr-a3kB KCl/n (paccunTbiBaeTcsa No Nokasatensm 6MOXMMUYECKoro aHanmsa
KpoBMu);

- BbIACHEHME NPUYMHbBI 60NN U €€ OC/IOXKHEHUN;

- BbIcTpan oUeHKa MHTEHCMBHOCTM 60N C UCNONb30BaHMeE LWKa.

JKCTpeHHasa NOMOLLb NPu ocTpoun 6oau

MauueHT, obpatmBwMiica c OCTPOM 6O/bl0 B OTAENEHME HEOTNO0XHOW MOMOLWM WU
npuiwen Ha npuvem Bpayva, OObIMHO McYepnan BCe BAPWMAHTbl €e KYNUMPOBAHWA Ha LOMY.
HeaddektneHocTb  gomawHer uam  ambynaTopHOM  Tepanuu  CBUAETENbCTBYET O
HeoHX0AMMOCTU MapeHTepaNbHbIX NPEenapaToB, B TOM YMCAE CUAbHbIX OMMOWNAOB, HAaNpuUmep,
MmopduHa (B). EcnvM naumeHT p[AUTENbHO MNOAYYaeT OMUMOUAHYH Tepanuilo B  AOMaLUHWUX
YCNIOBUAX, TO Y HEro MOXEeT pPasBUTbCA TONEPAHTHOCTb, M HOBbIA 3Nu304 60N MOXKHO
KYNMpOBaTb C MOMOLLbIO APYrMX ONUOMAHbBIX NPenapaToB Uan 6osee BbICOKOM A030M TOrO e
npenapara, ec/iv 3To eAMHCTBEHHbI NpenapaT, NepeHoCcUMbIi naumeHTom (B).

B uenom, nekapcTBeHHble MpenapaTbl U HArpy3ouHble A03bl AO0KHbI 6bITb BblGPaHbI
MocC/e OLEHKM TEKYLLEro COCTOAHMA NaLuMeHTa U PaCCMOTPEHMA UCTOPUM HONE3HU NAUMEHT], B
TOM yuncne:

B 06bIYHbIX NPENaAPATOB, 4O3UPOBKM U NOBOYHbIX 3PPEKTOB BO Bpems ocTpoit 6ou;

B 50 deKTUBHbIE METOADI IeYEHMA B AOMALUHUX YCNOBUAX;

B MeaMLMHCKME NpenapaTbl, NPUHMMaeMble C Ha4yaNaHbIHeLWHero annsoaa 6onau.

Ona nauyeHTtos ¢ CKb ¢ peumameupytowein 60nbto, Nydwaa HavasabHaaA 4033 ONMOUAOB
npu Taxkenon 6onun Ta, 4To obecneymna agekBatHoe obes3bonmBaHue B npeaplaywmin pas. B
HEKOTOPbIX CAYy4Yaax MOXKHO NpeanoyecTb Harpy3oUuHyto 403y NapeHTepasibHOro MopduHa, Kak
npaBuio, OHa 3KBMBaneHTHa 5-10 mr (0,1-0,15 mr/kr ana pgetei), B 3aBMCMMOCTU OT
WHTEHCMBHOCTM 6014, BECOPOCTOBbLIX MOKasaTesen nauMeHTa, npeablaywmx Mnpuemos
onnomnaos. MunHumanbHaa gosa 2,5-5 mr (0,05-0,1 mr/kr gna aetei) moxet bbiTb gobaBneHa
nose.

N3beraTb BHYTPMMbILIEYHOTO BBEAEHMA MpenapaTosB, T.K. CKOPOCTb BCACbIBaHMA
npenapata Henpeackasyema M co3gaeT AONONAHUTEeNbHYD 60nb M anctpecc, ocobeHHO pns
aeten.

Ona TAaxkenon 601M AONKEH MCMNONb30BATLCA TONbKO BHYTPUBEHHbIA NyTb BBEAEHMUA, B
C/lyyae OTCYTCTBMA (3aTpyAHEHHOro) BEHO3HOrO A0CTyna MHOTME ONUMoMAbl MOXKHO BBOAWTb
NOAKOXKHO 60M0CHO, BBMAE MeANeHHOW WHPY3MM WMAKM C MCNOAb30BAaHMEM CMeELMasbHbIX
NOPTATMBHbIX MHPY30MATOB 414 NALNEHTOB.

MauuneHTbl, KOTOPbIE NO/IYYAT ArOHMUCTbl ONMOUAHDBIX PELLENTOPOB, HE AO/MKHbI NOAYy4YaTb
KOMOMHALMN aroHUCTOB-aHTAroHMCTOB (Hanpumep, NeHTa3ouH, HanbyduH, bytopdaHon), Tak
KaK 3TO MOXEeT CNPOBOLMPOBATb CUHAPOM OTMEHbI.

[MOCTOAHHOE MOHUTOPUPOBAHWUE NHTEHCUBHOCTM 60N1EBOr0 CMHAPOMA

OueHKa 6onuM nepes GapMaKONOTMYECKMM BMeELIATENbCTBOM, Ha nuke 3ddeKTa
npenapata, W 4Yepe3 onpeaeneHHble TMPOMEXYTKM BpemeHu, TMOKa aLeKBAaTHOCTb W
NPOAO/XKUTENbHOCTb 3ddeKTaaHanreamn He byaetr AOCTUrHYTO. Heobxoaumo onpeaenntb
LWKanbl, KOTopble ByAyT MCNONb30BATLCA NPU ONpeaeneHnMm oTBeTa Ha Tepanuio. Hanpumep, no
wKane oT 0 oo 4 (0 = HeT, 1 = cnabbif, 2 = ymepeHHbIA, 3 = xopowuid, u 4 = NONHON),
obesbonmeaHme moKeT ObITb onpeaeneHo Kak 2 6anna uam H6onble, a MHTEHCUBHOCTL oM
COKpaLLeHMA No meHbwen mepe, 50-60% OT BepXHEro OLLEHKM WKanbl 60n1. OueHKa oTBeTa Ha
Tepanuio 4epe3 15-30 MUHYT NOcCAe KaxAaoh [03bl MYTEM OLEHKM MHTEHCUBHOCTU 60w,
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adpdeKkTMBHOCTMOOE360MBAHNA, HACTPOEHMA U YPOBHA cedaummn naumeHTa. YactoTa OuUEHKM
BbIPA*KEHHOCTU U MHTEHCUMBHOCTMOOIM 3aBUCUT OT NYTWU BBEAEHUA Npenapata. B meanumHckon
OOKYMEHTaLUMn HeobxoaMMO OTParXKaTb OLLEHKY M MEPEeOoLLEHKY 60K, a TaKKe APYrue KU3HEHHO
Ba*KHble NMOKa3aTe/IM MauMeHTa, YTO NO3BOINT OLEHMBATL IPPEKTUBHOCTL ieyeHMA B N06OM
OTPE30K BPEMEHMN.

I{EIPTEI ONeHKH fon A1 MOAPOCTKOE H E3POCIBIX

4 [Mlkana HacTpoeHHA 2 Oomucanue 601H
YMepeHHAR EgEa zaMeTHIR
I |
I | Ciuenan BOJTE OTCYTCTEVET
YmacHoe OTmirasDe He ocTpan
HarTpOEHHE HACTPOEHHE )
MyHHTETEHAR OcTpar
Crnagar
OTMeETETE HA WKANE Bame HAaCTPOEHHE I:IﬁEE.EI,H'TE CN0ED, OMHCEIEAKIIIEE BEI.L'IJ:',." foab
1 Mkana bosan 3 llIkana o6nerdeHHA G0JIH
I I I |
I | I |
MuEHMATEERE MEKCHMATEEIT iyame He Coece™ He BOTHT
BOTE —_— CTAND
OTMeTeTE HA LI ANE, OTHMeTeTE HA LK AAE,
HACKOJEKD CHAEHD BaM Go/IEHD HACKOJAEED Bam cTano ayIme
FazpewyTe CTPAHHLY 00 THHHH TAKHM 0EP3I0M, TTOERL
NOHEATE EATE MAOHEHRTY EA¥AVEY FAPTHHEY 0TI TEHD E
VEIZAHHOM NOTAIHE

PucyHoK 3. KapTa ougeHKM 60aM Ans NOAPOCTKOB M B3POC/bIX (3aMmcTBoBaHO M3 Fishman B,
Pasternak S, Wallenstein SL, et al. The Memorial Pain Assessment Card. A valid instrument for
the evaluation of cancer pain. Cancer 1987;60:1151-1158)
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1. OTmMeTbTe YMC/I0, KOTOPOE XapaKTepusyeT Bawy 6onab ceityac

0 1 2 3 4 5 6 7 8 9 10
HeT 6oan HecTepnumasn 60/b

2. OTmeTbTe YNC0, KOTOPOE XapakTepusyeT Bawe ob6esbonmBaHme

0 1 2 3 4 5 6 7 8 9 10

HeT nonHoe obesbonmBaHue
obesbonnBaHus

3. OTmMeTbTe YNCNO, KOTOPOE Nyulle XapaKkTepumsyeT Bale HacTpoeHue

0 1 2 3 4 5 6 7 8 9 10
KolmapHoe oT/IN4HOe

4. OTMeTbTe YMC/I0, KOTOPOE XapaKkTepmayeT Bawly coHANBOCTb

0 1 2 3 4 5 6 7 8 9 10
HeT COHHbIN

I-I: -‘F g ‘}II JTumo

I1;r? Cnuna

6. OTMeTbTe Ha PUCYHKe «X» MeCTo, rae camas MHTeHcMBHaA 60b

PucyHok 4. KapTa MHOrOCTOPOHHEN OLLEHKU OCTPOI 6on

NHAMBUAYaNbHbIM NoAbop A03bl aHaAreTuka (tutposaHue obesboamsaHua) (B-C)
MOBTOPAOLWMNCA, NOXMMIHEHHbIA XapakTep 60onuM npu CKB A0MKEH y4uTbIBaTbCA NpU
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KYNMPOBAHUM OCTPbIX NPUCTYNoB 601K, 4TO NO3BOAUT 60/b caenatb TepnMMon n noboyHble
3¢ deKTbl CBECTU K MUHUMYMY.

JleKapcTBeHHble NpenapaTtbl MOTyT KOMBUMHMPOBATLCA ANA NOBbIWeHUA 3GGEKTUBHOCTU U
6e3onacHocTn. [lpoTMBOBOCMANUTE/IbHbIE NpenapaTtbl, aueTaMUMHOGMEH, aAHTUTUCTAMWUHHbIE
npenapaTtbl U Apyrve aAbloBaHTHble Mpenapatbl MOryT ObiTb MCNONbL30BaHbI C OMMOUZAMM.
HeobxoaMmo KOHTpoiMpoBaTb NoboyHble 3¢pdeKTbl TaKMe, KaK YyrHEeTEHUE AbIXaHWUSA, U B Cy4vae
WX NPOABAEHUA HaYaTb UX JIeYeHMe.

Echv y naumeHTa ectb 60nb MeXay [03aMU, HYXHO YMEHbLIMUTbUHTEPBANbI WK
yBeANYUTb [03y. [NnA naumeHToB, nojyyawowmx Honbwue p[o03bl onvomaos, HeobxogmMmo
MCNONb30BaTb a/ZIbTEPHATUBHbIA MOAXOA, KOTOPbIMA 3aKAlO4aeTcA B 3amMeHe npenapaTta Ha
Apyro onuoua ¢ OgHOBPEMEHHbIM CHUMKEHMEM A0 MOJI0BMHbI 3KBMAHANTETUYECKONA03bl U
NOBTOPUTb TUTPOBAHMA 40 NOAHOro o6es3bonnBaHUA.

MN3meHeHMe nNyTM BBEAEHUA WAW peXuma BBeAeHWs npenapata, ecanm 60nb naoxo
KOHTpoAupyeTca 60MOCHBIMU UHBEKUMAMMU, UAN TPebyOTCA YacTble BBEAEHMA ANA KOHTPOAA
6onu.

PeweHne 06 MCNONb30BaHMWN CNUHANBHOW UM 3NWAYPANbHOMN aHaAresnn NpuUHMMaeTca
COBMECTHO C aHecTe3noN0roM WHAMBMAYANbHO AnsA Kaxpgoro 6onbHoro. bblna nokasaHa
30 PEKTMBHOCTb aNMAYypPanbHOM aHecTe3nm Uan ee KOMbMHauma ¢ GeHTaHUAOM B KynMpPOBaHUK
oCTpbIX pedpaTtepHbix 6onesbix Kpn3os npu CKB (C).

Bonb cpeaHelt 1 BbICOKOM MHTEHCUMBHOCTU KynupyeTca onvonaamu (B) c/6e3 couetaHnem
¢ HMBMN unu agbtoBaHTHbIMM NpenapaTamu. [030BbiA pexum npeacrasneH B Tabnauuax 4-5.
KoaenH-sKBMBaNeHTHblE ONMOMAbl TaKMe, KaK OKCMKOAOH, MMMAPOKOAOH, MCMONb3YHTCA MNpU
cpegHelt MHTEHCMBHOCTM 60nu. Ecan onuouapl Ha3HavaloTcA Bnepsble Npu cuabHOW 6oaum
HeobxogMmo uchnonb3oBaTb MopduHa cyabdaT uan  rugpomopdoH. Lpyrve MopdUH-
3KBMBANEHTHbIE ONUONAbI — OKCUMOPDOH, NeBopdaHO, MeTEPUANH, PEHTAHUA N METAA0H.

Bbibop onnomgHbIX NpenapaToB 3aBUCUT OT TMNa 6oaun, obesbonmBaroLWEro aHamHesa,
WHTEHCMBHOCTM 601U, NYyTU BBEAEHMA, CTOMMOCTU, HAIMYNA B JaHHOM Sie4ebHOM yupexaeHnn
(anTeke), KOMOOPTHbLIX YCNOBWI aHaAresMm W npeanoyvTeHnit naumeHTta. [lpegnoyteHua
NauueHToB He c/iedyeT UrHOPMPOBATb, MOCKO/IbKY BMOJIHE BEPOATHO, YTO WUHAMBUAYA/bHbIE
pa3nnMuna B meTabonmame neKapcTB OOBACHAIOT pasnanumMa B MNobOYHbIX dpdeKkTax uam B
aHanbreTM4yeckom gose. Peumansunpytowmii xapaktep 6o0am npu CKB 4acto no3sonseT naymeHTy
MCNbITaTb HECKO/NIbKO BAPMAHTOB JIeYEHMA, W Yy3HATb, KaKOW pexum obecneymBaeT
npeackasyemoe obneryeHme 6onu.

MNpenapaTtbl U peKomeHAayeMmble A03bl (CM. TakKe Taba. 5)

MopduHa rmapoxnopua HasHa4valoT BHYTPb, BBOAAT NOAKOXKHO M NepuayanbHo. [o3bl
noabupatoT MHANBMAYANbHO B 3aBUCMMOCTM OT BO3pacTa U cocToAHMA 6onbHoro. ObblYHble
[03bl AnAa B3pocabix BHYTpb - 0,01-0,02 r Ha npuem, nod Koxy - no 1 mn 1 % pacreopa.
MNepunayansHo BBoastT no 0,2 - 0,5 mn 1% pactBopa mopdpuHa ruapoxnopmaa B 10 mn
M30TOHWYECKOro pacTBopa HaTpua xnopuaa. Obesbonmsaroliee AenNcTBUE pa3BMBaETCA Yepes
10-15 muMHYT, AocTUraeT Makcumyma 4yepes 1-2 yaca U coxpaHsieTcs B TedeHue 8-12 n bonee
Yyacos. Bbicwime go3bl AnA B3POCAbIX BHYTPb M oA KOXY: pa3osan 0.02 r, cytouHaa 0.05r.

JeTtam ¢ MmomeHTa poXKaeHuA [0 2-x neT MOpPOPUH TMAPOXN0PUL HA3HAYAKT BHYTPb U
napeHTepanbHO B A03ax oT 50 A0 200 mKr/Kr maccbl Tena Ha npuem (0,05-0,2 mr/Kr). MoaKoKHO
100-200 mKr/kr maccbl (0,1-0,2 mr/kr) npu HeobxoQMMOCTU Kaxkable 4-6 yacos, TaK, 4TO6bI
CyMMapHas A03a He npesbllana 15 mr. BHyTpuBeHHO BBOAAT oYeHb MeasieHHO 50-100 mKr/Kr
maccbl Tena (0,05-0,1 mr/Kr) npu NOCTOAHHOW BHYTPUBEHHOW WHPY3UM mopduHa 10-15
MKr/Kr/4ac (0,01-0,015 m r/kr/uac). O6Lwaa cymmapHas 403a He A0/1XKHa npesbiwaTth 15 mr. Ans
aNnAypPanbHOro BBeAEHUA UCMONb3YIOTCA A03bl MOpdUHa ruapoxnopuaa 0,05-0,1 mr/Kr maccbl
Tena, pactsopsAemble B 2-4 M/ M30TOHMYECKOro pacTBopa xnopuaa HatpuAa. ObesbonunsaHue
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pa3suBaeTca yepe3 15-20 MUHYT M A0CTMraeT Mmakcumyma yepes 1 yac, NPOAO/IKUTENbHOCTb
obesbonmnsaHua coctasngaeT 12 n 6onee yacos.

Tabnvua 4. [1030BbI peXMM HEONMNOUAHbIX AHA/ITETUKOB.

Mpenapat [03a anAa B3pocCnbix u [o3a ana geten c KommeHTapuii
aetemn ¢ maccoit tena >50 maccoi Tena <50 Kr
Kr
AuetamunHodeH 650-1000 mr kaxgpble 4 10-15 mr/kr/Kaxkable | JlocTaTouHOE NUTbeE,
(napauetamon) yaca 4 yaca - BHYTpb C OCTOPOXHOCTbIO
15-20 mr/Kr Kaxkaple | npu 3abonesaHMAxX
4 yaca — peKTasbHO | NeyeHwu
HMBM C OCTOPOKHOCTbIO
NPy NOYEYHOM U
cepaevHom
HEeAO0CTaTOYHOCTH
AcnupuH 650-1000 mr kaxgpble 4 10-15 mr/kr/Kaxkaple | HebesonacHo y
yaca 4 yaca - BHYTpb LEeTen C NMXopagKoi,
15-20 mr/Kr Kaxkaple | nHrMbupyer
4 yaca — peKTasNbHO | arperaumio
TpombounToB
NéynpodeH 400-600 mr Kaxable 6-8 10 mr/Kr Kasxapble 6-
yacos 8 yacos
HanpokceH 500 mr Ha4a/ibHO, 3aTem 10-20 mr/kr/cyT B 2-
250 mr Kaxkable 6-8 yacos 3 npuema
Hatpua HanpokceH | 550 mr HaYanbHO, 3aTem 10-20 mr/kr/cyT B 2-
275 mr Kaxkable 6-8 yacos 3 npuema
XonnH marHma 1000-1500 mr kaxgple 12 He ncnonbayetca MuHUManbHoO
Tpucanmumnat yacos MHrMbupyeT
arperaumio
TpombouunutoB
OunknodeHak 50 mr kKaxable 8 yacos MakcumanbHo 200
Kanuma MT B NEpPBbIN AEHb,
nanee 150 mr/cyt
OndyHunszan 1000 mr Ha4anbHO, 3aTem
500 mr kaxkaple 12 yacos
3T10A0NakK 200-400 mr Kaxkaple 6-8 MakcumanbHo 300
yacos mr/cyTt
®dnypbunpodeH 50-100 mr Kaxable 8-12
yacos
deHonpodeH 200 mr Kaxkable 4-6 yacos
KeTtonpodeH 25-50 mr Kaxkable 6-8 MaKcumanbHo 75
yacos mr/cyT
KeTonopak 10 mr BHYTpPb Kaxkable 6-8 He ponble 5 cyToK
TpoOMeTaMUuH yacos
MarHua cancanat 650 mr kaxkaple 4 yaca
MeknodeHamat 50 mr Kaxgble 4-6 yacos MakcmmanbHo 400
HaTpwuA mr/cyT
MedeHamunHoBaa | 250 mr KaxKapble 6 4yacos MaKcumanbHo 7
KMcnoTa CYTOK

21




[BBReguTe TekCT]

MUpoKcukam 20 mr Kaxgpble 24 yaca

Cancanar 500 mr kaxkaple 6 yacos

CynnHpak 200 mr Kaxkable 12 yacos

KeToponak 30-60 mr HayanbHO, 3aTem | 0,5 mr/Kr 8/m unu MakcmmanbHas
TpomeTamunH 15-30 mr kaxgble 6-8 B/B KaxAble 6 4yacoB | cyTouyHasa ao3sa 120

(napeHTepanbHbIN) | YacoB

[0 72 vacos; 1,0
mr/kr 8/m unv /8
Karkable 6 yacos 24-
48 yacos

MF, He gonble 5
CYTOK
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Ta61w|u,a 5. [lo3oBble 3KBMBANEHTbI U HaYasibHble A03bl 414 aHAAre3nm onMongamm Y NaUMEHTOB, paHee He noy4aBlwnx onnoabl (ﬂe‘-IeHMe npoBoanTbCA TOJZIbKO B

YCNOBUAX CTaLMOHaPa).

OnuonaHbIn [OelicTeytowmm PekomeHayemas HauvanbHaa gosa gnA PekomeHayemas HauvanbHaa gosa gnA KommeHTapui
aroHuUcT areHT naumneHToB ¢ maccon Tena >50 Kr nauuMeHToB (B3pOC/bIX U AeTelt) ¢ maccon Tena
<50 Kkr
BHyTpb MNapeHTepanbHO BHyTpb MapeHTepanbHO
MopduH M6l n M3r 90 mr Kaxkable 12 10 mr 0,3 mr/Kr Kaxkaple | 0,3 mr/Kr Kaxaple 3-4 4 ECTb B peKTanbHbIX
y 23 Kaxkable 4 yaca 34y KpaitHe oCcTopoXKHO Yy cBeyax
aeteln oo 2-x ner.
UHTepBan mexay
BBeageHmamu - 12 yacos.
YMeHblUeHMe UHTepBana
— TONbKO A/1A KpanHe
TAXKeNbIX 6ONbHbIX.
KoaeuH MopduH 60 mr Kaxkable 44 | 60 mr Kaxkable 2 4 0,5 mr/Kr He ncnonbsyertca
nnmn 0,5 mr/Kr Karkable 4-6 u.
Kaxkgble 4-6 u.
M'MapoKo4oH frapomopduH 5-10 mr Kaxkgble He ncnonb3syetca 0,2 mr/Kr Kaxkaple | He ncnonbsyerca Y petveii ¢
6 yacos 34y OCTOPOXKHOCTbIO
OKcuKoaoH OKkcnmopduH 5-10 mr Kaxgple He ucnonb3yetca 0,2 mr/Kr Kaxaple | He ncnonbsyetca Y peten ¢
4-6y4 3-4y4 OCTOPOXKHOCTbIO
MenepunanH HopmenepuauH He 100 mr Kaxable 3 4 He 0,75 Mr/Kr Kaxable 2-3 4 Y neteii c
pekomeHayeTca pekomeHayeTca OCTOPOXKHOCTbIO
fmapomopdoH ToT XKe 1 mr Kaxkaple 3-4 4 | 1,5 mr Kaxkable 3-4 u, 0,06 mr/Kr 0,015 mr/Kr Kaxable 3-4 4 | ECTb B peKTanbHbIX

He bonee 4 mr
Kaxkapble 4-6 yacos

Karkable 3-4 4, HO
He 6onee 500 mKr
Karkable 3—4 4
ana petein 6—12
nerT;

1 mr Kaxkaple 3—

cBevax.
Bo3moxHO
MCNONb30BaHME TONbKO
y AeTel cTapue 6 net
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44 nns peten >
12 netun
B3POC/IbIX
MeTagoH ToT xe 20 mr kaxkable 6-8 | 10 mr kaxgble 6-8 0,2 mr/Kr Kaxable | 0,1 mr/Kr Kaxable 6-8 u MoxeT HaKanAMBaTbCA
y 6-8 4 Npw NOBTOPHbIX
BBEAEHMUSAX,
MCnosib3oBaHue y aeten
TONbKO B KpPalHUX
cny4vanax
NeBopdaHon ToT e 4 mr Kaxkaple 6-8 4 | 2 mr Kaxable 6-8 4 0,04 mr/Kr 0,02 mr/Kr Kaxable 6-8 4 Henb3a ncnonb3osatb y
Kaxapble 6-8 4 aerem
OkcmopdodoH ToT xe Het 1 mr Kaxkgble 3-4 4 Het He pekomeHayetca ECTb B peKTanbHbIX
CBeyvax; Henb3sA
MCMo/1b30BaTb y AeTen
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Jetam cTapwe 2-x neT MopPUHA rMapPOXN0pua, HazHAYaKOT BHYTPb M NAPEHTEpPasibHO B
Ao3ax 50-200 mkr/kr (0,05-0,2 mr/Kr), cymmapHas CyToyHas [03a He [A0/1KHa npesbiwaTtb 1,5
Mr/Kr maccbel Tena. MNoakoxkHo 100-200 mKr/kr maccel (0,1-0,2 mr/Kr) npu HeobxoaMmocTu
Kaxgble 4-6 4acoB, TakK, 4TObbl CymMapHas f03a He npesblwana 1,5 mr/kr maccbl Tena.
BHyTpMBEHHO BBOAAT O4YeHb meaneHHo 50-200 mKr/kr maccbl Tena (0,05-0,2 mr/Kr) npwu
NOCTOAHHOM BHYTPUBEHHOM UHOY3UU Mopdznga 20-50 mKr/kr/uac (0,02-0,05 mr/kr/4ac). Obuan
CYMMapHaAa f03a He A0/KHaA npesbiwaTtb 50 mr. Jna annaypanbHOro BBeAeHUA MCNONb3YHOTCA
[o3bl mopduHa rmugpoxnopmaa 0,05-0,1 mr/kr maccel Tena, pactsopsembie B 4-10 mn
M30TOHMYECKOro pactesopa xnopuaa Hatpua. ObesbonnsaHne passusaetcs yepes 15-20 mMuUHyT
M OOCTUraeT MakcMmyma yepes 1 yac, npoaoKkuTenbHocTb 06e36onmBaHuA coctaBnseT 12 u
6onee yacos.

Y 601bHbIX MOXWAOTO BO3PACTA, NPU OOLLEM UCTOLLEHUM, NPK 3aD0NEBAHUAX NEYEHU U
noyeK, HeAOCTAaTOMHOCTM KOPKOBOrO C/I0A  HAAMNOYEYHUMKOB MOPOUH NPUMEHAT ¢
OCTOPOXKHOCTblO. [og TwatenbHbiM HabAgeHMEM W B YMEHbLIEHHbIX f03ax cnegyet
npMmeHATb MOpOUH Ha (OHEe A[EeNCcTBUA CPeacTB ANA HapKo3a, CHOTBOPHbLIX MPENapaTtos,
aHKCMONUTUKOB, aHTUAENPECCAHTOB M HEMPONENTUKOB BO M3beXKaHMe YPEe3IMEPHOro YyrHeTeH A
LEeHTPaNbHON HEPBHOM CUCTEMBI M NOLABAEHNA aKTUBHOCTU AbIXaTe/IbHOrO LEHTPA.

MopduHa rugpoxnopug He  cnegyet  KOMOMHMPOBATb € HAPKOTUYECKMMU
aHanbreTMKkamm K3  rpynnbl  NapuvanbHblX aroHUctos (6ynpeHopdWH) M aroHUCTOB-
aHTaroHUcToB (HanbyduH, 6yTopdaHon, Tpamanon) oNMOUAHbLIX PELLENTOPOB M3-33 ONACHOCTH
ocnabneHma aHanbresmm M BO3MOXHOCTM NPOBOUMPOBAHMA CMHAPOMA OTMEHbl Y 60AbHbIX C
3aBMCMMOCTbIO K onuompgam. Ob6esbonuBatollee n[eincTBMe W HexenatenbHble 3¢deKTb
OnuMoOMAHbIX aroHucToB (npomenona, ¢eHTaHWAa) B TepaneBTUYECKOM Auanasone Ao03
cymmumpyetca ¢ apdektammn MopduHa.

TpumenepugmHa rmgpoxnopug  (Mpomenon)HasHayaloT  BHYTPb, NOAKOXHO,
BHYTPUMBILLEYHO W, B SKCTPEHHbIX CAyYaAX, BHYTPMBEHHO. B3pocabim Ha npuem - 0,025-0,05 r,
nog4, KOXy M BHyTpMMbIweyHo - oT 0,01 go 0,04 r (o1 1 ma 1% pactBopa 4o 2 ma 2% pacTeopa).
Mpu 60nax, ob6ycNOBAEHHbIX CNAa3MOM [1aAKOW MYCKynaTypbl (nNeyeHo4yHas, MoyeyHas,
KuMweyHana Koauku) [Mpomenon cnepyer KOMOGMHMPOBaATb C  aTPOMMHONOAOOHbIMKM U
CNa3MONUTUYECKUMU CPEACTBAMM NPU TLWATE/IbHOM KOHTPOAE 33 COCTOAHMEM O60NbHOrO.
Ob6e3bonmBaHne poaoOB MNPOBOAUTCA MOAKOMKHBIM WMAN  BHYTPUMbILWIEYHbIM BBEAEHUEM
npenapata B go3ax 0,02-0,04 r npn packpbiTun 3eBa Ha 3-4 cM U NpU yA0BNETBOPUTE/IBHOM
COCTOSAAHUM noga. AHaANbreTMK OKa3blBaeT CMa3MOJIMTUUYEKOE AOeNCTBME Ha LWEWKY MATKW,
ycKopAa ee pacKpoitne. [llocnegHoo p[o3y npenapata BBoAAT 32 30-60 MUHYT [0
poaopaspelleHna BO M3berkaHMe HAPKOTUYECKOM paenpeccum naoga U HOBOPOXKAEHHOrO.
Bbicline fo3bl Ana B3poCabix BHYTpb: pa3zosan 0,05 r, cytouHana 0,2 r; napeHTepaabHO: pa3oBan
0,04 r, cytouHana 0,16 .

Jetam ¢ MOMeHTa poXAeHuA BBOAAT MOAKOMKHO, BHYTPUMbIWEYHO U BHYTPUBEHHO B
pose 0,05-0,25 mr/kr. [letam craplue 2 et BBOAAT NOAKOMKHO, BHYTPUMbILLIEYHO U BHYTPUBEHHO
8 gose 0,1-0,5 mr/kr. Ona obesbonnsaHua noBTOopHOE BBeAeHMe pomeaona pekomeHayeTcs
ncnonb3oBaTb Yepes 4-6 yacos. [ NOCTOAHHOM BHYTPUBEHHOM UHPY3MM NMpomenon BBOAAT B
no3se 10-50 mkr/kr/uac (0,01-0,05 mr/kr/yac). [ina anuaypanbHoro sseaeHuna Npomenon (0,01-
0,015 mr/kr maccbl Tena) passBogAT B 2-4 M M30TOHMYECKOro pacTBOpa HaTpuaA Xxaopuaa.
Ob6e3bonmBaHue passmeaetca yepes 15-20 MUHYT U JOCTUraeT MakcMmyma yepes 40 MUHYT,
NPOAO/IKUTENBHOCTL 06e3601MBaHNA cocTaBnAeT 8 n 6onee Yacos.

Mpomenon cnepyetT NPUMEHATb C OCTOPOXHOCTbIO Ha QoHe [eincTBMA cpeacTs AnAa
HapKo3a, CHOTBOPHbIX NPEenapaToB U HEMPONENTUKOB BO U3beKaHWe Ype3mMepHOro yrHeTeHus
LEeHTPaNbHOW HEPBHOM CUCTEMbI U NOAABNEHMA aKTUBHOCTM AbIXaTeNbHOrO LeHTpa. He cneayet
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KoMbuHUpoBaTb pomeaon ¢ HAPKOTUYECKMMM aHaNbreTMKaMu W3 TFpynnbl NapuyanbHbiX
aroHucTos (bynpeHopduH) M aroHUCTOB-aHTaroHUcToB (HanbydwuH, byTopdaHon, Tpamanon)
ONMOMAHbIX pPeLenTopoB M3-3a OMACHOCTM ocnabneHma aHanreaMm U BO3MOXKHOCTU
NPOBOUMPOBAHMA CUHAPOMA OTMEHbl Yy 3aBUCUMbIX K MopdMHONO[0bHbIM cpeacTBam
60nbHbIX. Obe3bonmBatowee aencTBue M HexenaTtesbHble 3GGEKTbl ONMOUAHbBIX arOHUCTOB
(mopduHa, ¢eHTaHMna) u TepaneBTUYECKOM [AMana3oHe [A03 CYMMUPYKTCA € 3pdeKTom
Mpomegona.

Tpamagona rmapoxnopug NpoTMBOMNOKa3aH B AETCKOM Bo3pacte o 1 roga. fdetam B
Bo3pacte oT 1 Ao 14 net Ao3y ycTaHaBAMBalOT M3 pacyeta 1-2 mr/kr. Tpamagon B Buae
NIeKapCTBEHHbIX GOPM MNPONOHTMPOBAHHOTO AENCTBMA He cnegyeT NPUMEHATb Yy AeTen B
Bo3pacTte 4o 14 net. Bapocnbim 1 getam ctapuwe 14 net pasoBad Ao3a npu npmeme BHyTpb - 50
MT, peKTanbHO - 100 mr, BHYTPMBEHHO MeA/IeHHO UAKN BHYTpMMbIweYHOo - 50-100 mr. Ecav npwm
napeHTepasbHOM BBeAeHUU 3PEKTUBHOCTb HeaocCTaTouyHa, To Yyepe3 20-30 MUH BO3MOMKEH
npuem BHyTpb B Ao3e 50 mr. [anTenbHoCTb fNeyeHus onpepenserca MHAMBUAYANbHO.
MakcrMmanbHan [03a: B3pOC/AbIM U AeTAM cTaplwe 14 neT He3aBMCMMO OT cnocoba BBeaeHuUA -
400 mr/cyrT.

®eHTaHMN MmoxKeT ObITb MCNONb30BaH NapeHTepanbHo. Kpome Toro, ¢peHTaHun mmeet
TPaHCAEPMaNbHYO NIeKapCTBEHHYIO GOpMy, KOTOpasa obecneymBaeTnpoAOKUTENbHDbIN (48-72
yac) HenpepbIBHbIN 06e3bonmBatowmin addekT. o3y peHTaHnna nogbupaoT MHAUBUAYANBHO.
MaumeHTam, paHee He NPUHMMABLIMM OMMaTbl, — HayanbHaa f[o3a 2-7,5 MKr/kr/4; npwu
Mcnonb3oBaHUKM A03bl 6onee 300 MKr/4 HEOBXOAUMbI AONONHUTENbHbIE MU a/IbTEPHATUBHbDIE
cnocobbl BBeaeHuA. MNpU MCNONb30BAHUN PEHTAHMNA, TaKKe KaK U APYrnX HapKOTUYECKUX
aHANreTUKOB, MOXKET OTMEYATbCA TMNOBEHTUNALNA U YTHETEHME AbIXaHUA.

OnvtenbHaa Tepanua onuvougamu. [na naumMeHTOB C NPOAOKUTENbHON (B TeyeHue
HECKO/NIbKUX AHel) 60Nblo WMAM  HYXAAWUXCA B  XPOHWYECKOW OMNMOMAHOM Tepanuu
MCNONB3YIOTCA ONUOMAbl C 3amMea/IeHHbIM BbICBOOOXKAEHMEM WAM [AUTENBbHOTo nepuoaa
nosaysbiBeAeHUA, KoTopble obecneumsatoT bonee nocroaHHoe obesbonumBaHue. KopoTkoro
OENCcTBMA  onNuoMAabl  UCNONbL3YIOTCAB Hayane JieyeHMAa [ANA  CO34aHWA  Harpy304HOM
(«cnacutenbHOM») A03bl NPUM OYEHb CWUAbHOW 6OAM, MAW NOKa npenapaT 3amea/IeEHHOro
BbICBOOOXKAEHMA  He  [OoCTUrHeT  yctomumsoro  apdekta. B Takux  cuTyaumsax
HeobxoAMMOHa3HaYeHMeaablOBAHTHOrONpenapaTta A4AA  ynpaBiAeHusa  NpeacKkasyembiMu
noboyHbiMmn 3dpdeKTamn:yd, TOWHOTA, CeAatuMBHbIM 3pdeKT u 3anop. Mpu anutTenbHomn
TepanuMm MOKeT Pas3BUTbLCA YCTOMYMBOCTb MU PpU3MYECKaA 3aBMCMMOCTb, YTO He cieayeT nyTaTb
C ONMMOWMAHOMN NCUXOIOTMYECKOM 3aBUCMMOCTbIO (HapKoMaHuei). MNpu oTmeHe onMonaoBs [03a
O0/MKHA MeaNIeHHO CHUXKATBLCA B CBA3M C PUCKOM Pa3BUTMA CUHAPOMA OTMEHbI.

MoboyHble 3ddekTbl onnounaos. Cepgauma 06bIMHO NpepliecTByeT OAHOMY M3 CaMbiX
CTPALWHbIX NO6OYHBbIX 3PPEKTOB ONMOMAOB YrHETEHUIO AbIXxaHMA. K c4acTblo, TONIEPAHTHOCTb K
sTomy noboyHomy 3ddekTy passBuBaeTca bbicTpee, Yem K obesbonmBatowemy AeACTBUIO, TEM
He MeHee, MeACcecTpbl AO/IKHbI CNeAnTb 33 YPOBHEM cefauunu Korga nauyeHTbl HaxoaAaTca B
rpynne pucka. Ecam cepgauma coxpaHaeTca u nocae BbICTPOro BMeLLaTeNbCcTea, To HeoHxoaMMO
MOHUTOPUPOBATb NY/IbCOKCMMETPUIO, aMHOI U rasbl KPOBM.

TowHoOTa M pBOTa MOryT ObiTb KynMpoBaHbl HAa3HAYEHWEM MNPOTUBOPBOTHbLIX CPEACTB,
TAaKMX KaK KOMNAa3nH, MEeTOX/I0pNponamua, Uan rmapoKCcusnH. 3y MOXKHO Ne4nUTb C MOMOLLbIO
TMAPOKCU3NHA AN ANDEHTMAPaMMHA; UCNOb30BaHME MEHbLUMX 403, HO Bonee 4acTo, MOXKeT
6biTb 6onee apPeKkTMBHBIM M C MeHee BblparkeHHbIM yrHeTeHnem LHC, yem 6onbwumx nos,
BBOAMMbIX peaKo. 3yA Henb3A PaccMaTpuBaTb Kak annepruio K onvoupam. Ecam onvowgpbl
Ha3Ha4YalTCA ANA A/IUTENIbHOrO UCNO/b30BaHMA AO0Ma, NALMEHTbl TaKXKe A0/KHbl NPUHUMATb
cnabutenbHble exxegHeBHO, YTOObI NPeAOTBPATMTL 3anop.

26



[BBReguTe TekCT]

AgbtoBaHTHaa Tepanua (C). AAbloBaHTHble NpenapaTtbl UCNOAb3YKTCA ANA YCUNEHUA
aHanbresmpyowero 3ddekta OonMouaoB, CHUMMNKEHMA UX NoboyHbix 3ddeKkToB wuam AanAa
KYMMPOBAHUA acCOLMMPOBAHHbIX CMMMNTOMOB, Hanpumep, 6ecnokomctso. KOHTponMpyembix
nccneaoBaHMM agbloBaHTHbIX npenapaToB npu CKB He npoBoaunoch, pekomeHAauMm no mx
MCNONb30BaHUIO B3ATbl M3 PEKOMEHZAUMMA MO KYyNMPOBaHUIO 60K, BbI3BAHHOM ApyrMmu
NPUYNHAMMN.

CepatvBHble npenapatbl M aHKCUMOJUTUKM MOTYT ObiTb Ha3HayeHbl ANA YMEHbLUEHUN
6ecnokolictea, cBAzaHHoro ¢ CKb npu ycnosuu, 4yto 60/1b HaxoAuTCs Nod KoHTposiem. Mpu
CaMOCTOATE/IbHOM MX UCMOJIb30BAHMM MOXKET MaCKMPOBATbCA NOBeAeHYECKanA peakLuma Ha 60b
6e3 obesbonuBatowero obneryeHnsa. Ecnm oHM  coYeTalOTCA C  CU/IbHOAENCTBYHOLMMM
onvouaamn, HeobxogmMmo cobaAaTb OCTOPOXKHOCTb, 4TOObI M3b6eaTb UYpe3MepHOoro
cegaTuBHoro 3ddekta. MHoro crTpagaHuin u  bOecrnokolcTBa Yy NaUMEHTOB CBA3AHO C
HenpeacKasyembiMW NepepbiBaMM  HOPManbHOro obpasa XKM3HM U HeonpeaeneHHOWM
NPOAO/IKUTENBHOCTBID 60/, HEKoTopble CMMMATOMbI  MOTyT OblTb  YMeHbLleHbl Mpwu
nocnefoBaTe/IbHOM NAAHE NeYeHUs.

AHTUOENnpeccaHTbl, AHTUKOHBY/NbCAHTbl WU KNOHUAMHMOIYT ObiTb WCNONb30BaHbl ANA
HelponatMyeckon 60aM, a aHTUIUCTaMMHHbIE MpenapaTbl MOryT NPOTUBOAENCTBOBATb
BbICBODOOXKAEHUIO TMCTaMMHA TYYHbIMU KIETKaMK BCAeACTBUE ONMONAOB.

TpaHcdy3snoHHaa Tepanua (C). HesHaumTenbHoe Konmyectso naumeHToB ¢ CKE mmetot
HeoObIYHO YacTble M KpaliHe TAXesble 60neBble KPM3bl. ITU NAUMEHTbI MMEKOT OYEHb HU3KOE
KayecTBO M3HU. ECTb 3amnupuyeckoe [O0Ka3aTeNbCTBO, YTO XpPOHWUYecKue (perynspHble)
TpaHCchY3UM 3PUTPOLMUTAPHOM MACChbl MOTYT NPEKPATUTb U3HYPALOLLYI0 60Nb.

Cepbe3HbIM NpenAaTcTBMEM Ha NyTh addeKTMBHOro ynpasneHuns 6onbto npu CKb asnaetca
OTCYTCTBME NOHUMAHUA ONUOUAHOM TONEPAHTHOCTU, GU3NYECKON 3aBUCUMOCTU U HAPKOMAHUU.
TonepaHTHOCTb N PpU3MYECKaA 3aBUCMMOCTb — OXKUAAEMble papMaKoNorMyeckme nocaencTsma
A0NrOCPOYHOro ynoTpebieHns onnMonaos 1 He cnegyeTt UX NyTaTh C HAPKOMAHUEN.

e To/NepaHTHOCTb ABAAETCA PU3MONOIMYECKMM OTBETOM HA 3K30reHHOE BBeAEHME
OnNMouaoB, 1 NEPBbIN ee NPU3HAK - YMEHbLUEHME MNPOAOMKUTENBHOCTU AENCTBUA
npenapata. Korga TonepaHTHOCTb pa3BuBaeTcs, bosbwune [o3bl uanm bonee
KOPOTKME WHTEPBaNbl MeXAy A03aMW HeobXxoaAuMbl ANA OOCTUMEHMA TOFo Ke
obesbonusatowero apdekra.

o ®dusmyeckas 3aBUCUMOCTb TaKKe ABnAeTcA (PU3MOIOTMYECKMM OTBETOM Ha
3K30reHHoe BBegeHWe onnomaoB. OHa He TpebyeT nedeHMs OO Tex Mop MoKa
CMMMTOMbI OTMEHbDI, TaKMe Kak Anchopus, 3a10KEHHOCTb HOCa, AMapes, TOWHOTA,
pBOTa, NOTAMBOCTb M CyAOPOrn, HE MNOABUAUCBL. PUCK MX pa3BUTUA BapbupyeT
cpean nauMeHToB, HO KOrga onMounabl Aat0Tcs B TedeHne 6onblue Yem 5 - 7 aHen,
OTMEHa A0/IKHA ObiTb 06A3aTeNbHO C MOCTEMNEHHbIM CHUMKEHWEM A03bl, YTOObI
n3bexkaTb GM3NONOrMYECKUX CUMITOMOB OTMEHDI.

e HapkomaHusa ABnseTca He  (M3NMYECKOM  3aBUCMMOCTbIO, a, CKOpee,
NMCUXONOTMYECKON 3aBMCMMOCTbIO. HapKomaHua npeactaBnsetr coboi cnoxkHoe
ABNIEHME C TEeHEeTUYECKMMMU, MCUXOIOTUYECKUMU U  COLMANBHBIMU  KOPHAMM.
Ncnonb3oBaHne onnouaos npu octpoirr 60aM He HAapKOMaHMWA, HE3aBUCMMO OT
[03bl U NPOJOMKNTENBHOCTU Npuema onmonaos. MNauneHtol ¢ CKB, sBugnmomy,
He Yalle, 4Yyem JApyrve, pa3BMBAOTHAPKOTUYECKYIO 3aBUCUMMOCTb. OTpuuaHue
onnonaos naumeHtam ¢ CKB m3-3a cTpaxa HapKOMaHuUW  ABAAETCA
HeOHOCHOBAHHbIM M MOXET NPUBECTU K HEAAEKBATHOMY IEYEHMUIO.
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o [lceBAOHAapPKOMAHUA MOXKET OblTb OTHECEHa K nauneHTam, KoTopble HE MOoNAYy4aloT
aAeKBaTHOﬁ A403bl onnonaos UM 4bA 003a He 6blna nocteneHHo CHWXEHa,
NO3TOMY OHM pPa3BUIN NPOABAEHNA NOXOKNE HA ONNOUAHYHO HAPKOMAHMUIO.

HeKkoTopble naumeHTbl, Yba 601b NA0X0 yNpaBasema, cTapatoTca y6eantb MeanuUHCKUIA
nepcoHan, 4tobbl UM ganu 6onblue obe3bonmBatoWmx, UX HabAOAANM MO Yacam, AU NPOCAT
onpeaeneHHble NekapcTBa wAM  [03bl. [lepcoHan 4acTo paccmaTpuBaloT 3TO  KakK
MaHuNynaTMBHoe uan TpebosaTenbHoe noseaeHue. MaumeHTbl ¢ CKB vacTo pocratoyHo
OCBEAOM/IEHbI O /NIeKapCTBax, KOTOpble OHW MPUMHMMAIOT, U [03aX, KoTopble pabotanu B
npownom. 3anpocbl Ha 3TWU KOHKpPeTHble npenapatbl W [03bl HE [AONXKHbI  6biTb
MHTEPMNPETUPOBaHbI Kak MPU3HAKKN NoBeAeHMA HAPKOMaHOB. Kpome Toro, NaumneHTbl, y KOTOPbIX
6b1nM YacTbie 60N1e3HEeHHbIe 3Nn30abl, YacTo BeayT ceba Takum o06pa3om, U3 CBOEro MPOLL/IOro
onbiTa. MayMeHT, HanpuUMep, KOTOPbIN CYMTAET, YTO NpenapaTt He ByaeT AaH, eCN OH UM OHa
He byaeT HaxoAUTCA B CUbHOM OGO/IN XOTA MOMKET CMOKOMHO /ieXaTb B MOKOE, HO HauuHaet
KOPYUTbCA M CTOHATb, KOrda MeAcecTpa WM Bpad BXOAMUT B nanaty. [lceBAOHAPKOMAHUA NN
TpeboBaHMe NoYacoBoro HabaeHUa 0bbl4HO paspeluaeTca nytem 3¢HEKTUBHOIO 0bOLLEHMA C
naumeHToMm, YTo obecneymBaeT TOYHYIO OLEHKY U aleKBaTHOCTb [103bl ONUOMAOB.

5.2. UHdeKuusa

BarkHoe mecTo 3aHMMmaeT npodunaktuka MHeKuuih (neHnumnamHonpodunaktTuka u
BaKUMHALMA), MO3TOMYy HeobXOAMMO KOHTPO/MPOBATb YETKOCTb WM CBOEBPEMEHHOCTb ee
npoBeAeHNA BHE 3aBUCMMOCTM OT BO3pacTa NaLMeHTa.

JNlnxopagKka HeycTaHOBNEHHOro reHe3a. PebpunbHble naumeHTol ¢ CKB  40/XKHbI
paccmaTpuBaTbCA B cBeTe (YHKLMOHANbHOM acnaeHuu npu obcnesoBaHUM M nevyeHuu. ITo
noApasyMeBaeT B KpaTyanliMe CPOKU TakMM 60/bHbIM HEOOXOAMMO NPOBECTU GU3NKANbHDIN
OCMOTp, caenaTb obwmin aHanm3 Kposu, baknocesbl, peHTreHorpaduyeckoe nccnesoBaHue u
HayaTb 3MMMPUYECKYIO aHTUbaKTepuanbHyto Tepanuto. Y peten ¢ CKb uvacto 6biBaet
He3HauuTenbHbl GUbpMANTET, a pPUCK NEeTanbHOro wucxoga OT HeAMarHOCTUPOBAHHOIO
Streptococcus pneumonia cencuca KONOCaneH, No3TOMy B C/ly4ae MXOPagKM Heobxoammo
6bICTPOE pearnpoBaHne U arpeccuBHoe neveHue (B):

- poauTenn u MeauMuUMHCKMA NepcoHan AO/IKEH 3HATb, YTO TemMMepaTypa Bbile 38,5°C -
HEOTNOXHOEe COCTOAHUE, pebeHOK A0MKeH BbITb FOCMUTANIN3NPOBAH;

- Heobxogmmo caenaTb 6a3oBoe obcnegoBaHMe: 0OWMI aHaNM3 KpoBuM, 0OWMN aHanu3
MOUM, peHTreHorpaduio opraHoB rpyaHomn knetkm n/mnm KLC, 6aknoces KpoBU, MOUM U
0oTAENAEeMOro u3 3eBa;

- OeTn C CMMNTOMaMM MHTOKCMKAUMW U AeTU C TemMnepaTypoin OKono 40°C AO/IKHbI
Hemea/leHHO (mo rOTOBHOCTM pe3ynbTaTtos obcnenoBaHuA) noNy4uTb
aHTMbaTepumanbHble NpenapaTbl NAPEHTEPaANbHO;

- [eTAM C CUMNTOMAMM MHTOKCUKALMUKN U C MEHUHTeaNbHbIMW CMMNTOMaMK Heobxoanumo
nposeaeHne NtoMbanbHOM NYHKLMM C NOCEBOM JIMKBOPA;

- petAm C Temnepatypoit go 40°C 6e3 CUMNTOMOB MHTOKCMKALMM MOKasaHa
rocnMtanMsauma B CTaLMOHApP W Ha3HayYeHuMe aHTMOAKTepuanbHOW  Tepanuu
napeHTepanbHO B CNyyae ecnu:

- n3meHeHne sO2 man UHOUNLTPATUBHbIE U3MEHEHMA Ha PpeHTreHorpamme
OPraHoB rpyaHOMKNETKY;

- yucao nerkounToB bosee 3Ox109/n UIn meHee 5x109/n;

- Yynucio TPoMboUMTOB MeHee 100x109/n;

- remornobuH mexee 50 r/n;
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- cencuc B aHamHese.

- AeTM MOryT nony4yaTb SieyeHne B AHEBHOM CTALMOHApPeE, €C/IN Y HUX HET UHTOKCUKaLMK
npu TemnepaTtype meHee 40°C, HMKOraa He Obl1o cencuca, peHTreHorpadusa opraHos
rpyaHon knetkm wmam KUWC 6e3 nmatosormm, norpaHMYHOE KOJIMYECTBO NENKOLUTOB,
TPpOMOOUUTOB WM remornobuH; oHM MoryT ObITb OTnyweHbl nog ambynaTtopHoe
HabnogeHMe nocne HasHa4YeHWss NapeHTepasibHOM aHTMOaKTepuasnbHOM Tepanuu
aKTUBHOW npoTusStreptococcus pneumonia w Hemophilus influenzae(Hanpumep,
uedTpMakcoH 75 mMr/Kr) npu ycnoBuK, YTo AETM OCTAOTCA KAUHUYECKU CTabUAbHbIMK B
TeyeHune 3 4yacoB Nocsie BBeAEHMA AaHTUONOTMKA, IHAEMUYHDBIN B permoHe Streptococcus
pneumonia 4yBCTBMUTENEH K Ha3HaYeHHOMY QaHTMOWMOTMKY, poautTenn obyyeHbl
HabnogeHuto 3a 601bHbIM CKB, YETKO BbINONHAIOT peKOMeHAALMN BpaYya, HazHAaYeHHoe
B [OHEBHOM CTauMoOHape nedvyeHuve OyaeT NPOAOSIKEHO MO MECTY XUTeNbCTBa B
ambynaTopHOM pexmme.

- [lokymeHTMpoBaHHasa baKkTepnemma [0MKHA OblTb NponevyeHa napeHTepanbHO B
TeyeHue 7 AHen, AeTU C MEHUHTUTOM A0/IKHbI NONYYNTb HEe MeHee 14 aHen Tepanuu.

5.3. TpaH3uTOpPHAA KPacHOKNAETOYHaaA annasusa

TpaH3MTOpHaA  KpacHOKneTouyHaa  annasma  (TKA)  passBuBaeTca  BC/AeAcTBME
nHoMUMpoBaHMA napsoBupycom B19 (napsosBupyc B19 TakkKe Bbi3biBaeT pasButue erythema
infectiosum w3BeCTHylO KaK «nATaa 6GonesHb»). Annasua ABAsfeTcA pe3ybTaToM MNPAMOro
LMTOTOKCUMYECKOro AEeNCTBMA MapBOBMPYCA Ha 3pUTPOUAHbIE NpeaLecTBEHHUKNU, B KAKOMW-TO
CTENeHMn MOTyT MOBPEXAATbCA M MNPeaLeCcTBEHHUKN APYruX KNETOYHbIX NIMHWUIA. MMauneHTbl
MOTYT MMETb BO3PacCTatoLLLytO roIoBHYto 60b, cnabocTtb, AMCNHO3, 6onee TAXKeNyo Yem 06bI4HO
aHEMUIO U TIYOOKOE CHUMKEHME YMCNa PeTUMKyaountoB (0bbluHO meHee 1% wam 10x109/n).
Take MOXeT ObiTb IMXOopaaKa, NPU3HAKM MHOEKUMM BEPXHUX AbIXaTeNbHbIX NyTen u/wnu
raCTPOMHTECTUHANbHblE CUMNTOMBbI. KOXHble  BbICbIMAHMA He UMelT cneumduyecknx
XapaKTepuUCTUK. PeTukynouuToneHMa nNoABAAETCA MNPUMEPHO Ha 5 p[geHb 3apaxkeHua wu
npoaonxaetca B TeyeHue 5-10 gHel. YTaKeneHne aHeMUM NPOUCXOAUT BCKOpPe Mocne
peTukynoumToneHnn, Hb cHuskaetca Ao 39 r/n. Mepeblii NPU3HaK Hayana BbI3AOPOBAEHUA OT
MHOEKUMN — BbBICOKMA PETUKYNIOUUTO3, YTO NpM CcoxpaHeHun rnybokor aHemuum uHOoraa
OWNBOYHO TPAKTyeTcA KaK CUMHAPOM runepremonusa. Bbi3gopoBneHre Kak MpaBuao
CONPOBOXKAAETCA MoABMeHMEM B nepudepuyeckon Kposu 60abLIOFO YMcna HopmobnacTos
(6onee 100 Ha 100 neikoumTos). AnarHos TKA noatsep:KaaeTca NOBbILEHHbIM COAEpHKaHUEM
IgM K napsoBupycy B19 B KpoBu. [pu BbI3AOPOBAEHUM OT NapBOBMPYCHOM B19 MHPeKumm
NoABNAETCA 3aWMTHbIM TUTP 1gG, 4TO npenATcTByeT NOBTOPHOMY 3aboneBaHuio 3ToM
nHbEeKUnen B TeueHme BCeN XKU3HU NaLMEHTOB.

XoTA 60/bWMHCTBO B3pOC/bIX Npuobpenn MMMyHUTET K napsosupycy B19, paboTHuKK
60/1bHULbI, KOTOPble BOCMPUUMYMBBI U UMEIOT KOHTAKT ¢ 6HonbHbimM TKA nopgepratoTcs
BbICOKOMY PUCKY BHYTPUOONBbHUYHOIO 3apa*KeHUs WHOPEKLMOHHOM 3putemon (erythema
infectiosum). MNepeHeceHHaa BO BTOPOM TpMMecTpe bepeMeHHOCTU MHPEKLNA MOXKET NPUBECTHU
K BOAAHKE MNA04a W MEepPTBOPONKAEHUIO, MOSTOMY HeobXoAuMbl M3ONALUOHHBIE Mepbl
NpPefOCTOPOXKHOCTU AN1A NepcoHana B cnydyae 6epemeHHOCTH.

JleyeHnue (C). KoHTponmpyemblx nccaenoBaHuii no tepannm TKA He npoBoamnnoch. Yactb
NauueHToOB BbI3AOPAB/MBAOT CaMOCTOATENbHO. B cnyyae raybokol aHemum TpebytoTca
TpPaHCcy3nM 3pUTPOLUTAPHOM Maccbl. Hanbonee yacto TpaHchy3mm Tpebytotca y 60AbHbIX
HbSS, HaumeHee uyacto — HbSC. OnwucaH cny4an KOMBWMHMPOBAHHOTO neyeHna 6Ges
MCNO/Nb30BaHMA 3PUTPOLIMTAPHOM Macchl y pebeHka ¢ HbSD: oaHoKpaTHoe BBeaeHne BBUT B
Ao3e 1 r/Kr B COYETaHUN C eKeAHEBHbIMU UHBEKUMAMU PEKOMOUHAHTHOIO 3PMTPONO3TUHA B
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fose 100 Ea/kr. Ha 4-ii peHb Tepanuu 6bin OTMEYEH CyLLeCTBEHHbIM MPUMPOCT YmMcna
peTuKynoumToB. B HacToswee Bpema BBUI paccmaTtpuBaeTca Kak Tepanua Boibopa npu TKA.

5.4. NopaxkeHue LHC

MHcynbT — 0A4HO M3 OCHOBHbIX ocnoxHeHnit CKB. KoonepaTuBHble uccnegosaHma CKb
NoKasanu NpeMmyLLecTBEHHOEe Pa3BUTUE MHCY/IbTa Y NaumeHToB ¢ HbSS (B 4 pa3a Bbllle, Yem y
naumeHtos ¢ HbSC n ap.

Oetn ¢ CKB moryT umeTb pas/inyHblie aHaToMmo-dusnonormyeckme Hapywenua LLHC, aaxke
€C/IN OHU KaXKYTCA HEeBPONOrMyYeckn "HopmasbHbIMK". HapyweHus MoryT ObiTb CBA3aHbl C
yXyAlWEeHNeM NO3HaBaTe/IbHOW QYHKUMKW, BO3A4ENCTBYS Ha obydyeHMe U MNoBeAeHMe, MOryT
YBEJINYUTb PUCK AN1A KIMHUYECKUX U CYOKNMHUYECKUX NOBPEXAEHUI B ByayLiem.

Tepanua nopaxeHuit LLHC 3aBucuT oT cneumdpuyeckmux npoas/ieHU, NoKanmMsaummn m

BO3pacTa NaumeHTa.

5.4.1. NopaxeHue LUIHC y peTen

TpaH3MTOpPHaA MWeMMUYECKaA aTaka M MHPAPKT MO3ra.

Mosroeaa gMchyHKLMA OTMEYAeTCA Koraa AOCTaBKa KMCNOpoda B MO3r NagaeT HUXKe
KPUTUYECKOro YPOBHA. CMMNTOMbl MWEMMM MO3ra BK/IKOYAIOT remunapes; Bu3yasbHble WU
A3bIKOBblE HaApyleHuAa; cyaoporn (B OCHOBHOM ¢GOKanbHbie MPUCTYMNbl) U U3MEHeHue
OlLYLLEeHNA, npouecca MblneHna n 6gutenbHocTn. CyllecTByeT A0Ka3aTeNbCTBO TOro, YTO
NnoTpebHOCTb MO3ra B KUCIOPOAE BbiIlE Yy AETEN, YEM Y B3POC/bIX, B Pe3y/ibTaTe Yero pebeHokK ¢
CKB, nmeroLwmin BbipaKeHHY0 aHEMMUIO, HAXOAUTCA B IPynne BbICOKOIO PUCKa.

MpX noOAO3PEHUM Ha MWEeMU0 Mo3ra HeobxoauMmo CcKopeunwee W TuUlaTeNbHoe
obcnepoBaHne M yTOYHEHWE TAaKTUKWM nedveHus. Nocne NepBMYHON OULEHKU M cTabuamsauum
CoCTOAHMA BcemM 60nbHbIM Heobxogumo nposegeHne KT (MPT) ronosHoro mosra 6e3
KOHTPACTHOIrO YCUNEHMA ANA WUCKAYEHUA KPOBOTEYEHMA WAN APYTUX NOBPEXAEHWUIA He
HeMWEMUYECKOM 3TUONOTMU. HeobxoaMMo TaKKe WCKAYUTD HENPOUHOEKUMUIO, TPaBMbl
(Hanpumep, cybaypanbHytO rematomy) WAM MHTOKCUMKALMIO, OCOBEHHO eCcnuM HeT 04aroBbixX
HEBPONOrMYECKUX CUMNTOMOB.

B ocTpo# cTagmmn Mwemmyeckoro MHcynbTa ana obwero (He umetowero CKB) B3pocnoro
HacesieHns, eIMHCTBEHHOM 0A00peHHON Tepanueln ABNAETCA BBeAEHUE PEKOMOWHAHTHOrO
TKAHEBOro aKTMBATOpa NnasmuHoreHa (t-PA), ecnv oH BBOAUTLCA B Te4YeHMeE NepBbix 3 4acos, HO
HEeT HMKAKUX AaHHbIX, MO ero ucnonb3osaHuio y aeteit ¢ CKB, rae natodpunsmonorna nopaxkeHus
NOMIHOCTbIO OT/IMYaeTcA. Takum obpasom, ucnosb3oBaHume t-PA He pekomeHayeTcs.

PekomeHayemoe nedyeHwe Ana nNeguMaTpuUYeckUx MaLMEHTOB B OCTPOM Mepuose
MIWWEMMYECKOTO MHCY/NbTa — ruapatauma ¢ obmeHHbim nepennBaHMem(C). OB6MeHHble
nepenvBaHUA ABAAKOTCA NPeAnoYTUTENbHbIMM, MOCKOAbKY NO3BOAAKT M36eKaTb BO3MOMKHbIN
PUCK MOBbIWEHUA BA3KOCTM KPOBM, KOTOPbIM COMPOBOXKAAET ObicTpoe MoBbllEeHMEe
remaTokpuTa, HO HeobxogMmo cobnoaaTb OCTOPONKHOCTb, YTOObI M36eXaTb TMMNOTOHMIO,
KOTOpaa MOXKETYCUIUTb LepebpanbHyto mwemnio. MOCKONbKY AnMxopagKa ycKopseT obmeH
BELLEeCTB B MO3re, toban cTeneHb rmnepTepMmnmn AoaKHa bbiTb HOpManunsosaHa. M'mnotepmusa
ONA NeYeHUs WHCyNbTa ABNAETCA NnepcnekTuBHbIM metogom (C). JleueHne B OTAENE€HUMU
WHTEHCMBHOWM TepanuMn Uan B OTAENEHUM MHCYNbbTa cnocobcTByeT 60s1ee onepaTMBHOM OLLEHKe
COCTOAAHMA 60NbHOrO WM onNTUMM3AUMKM NedeHna. Cyaoporn [OJ/KHbl  KynNMpoBaTbCHA, HO
npodunakTuyeckan Tepanus WAM BBEAEHUE T[NHOKOKOPTUKOCTEPOUAOB HE PeKomeHayeTcs.
FMNoKcemMmnsa U rMNOTOHMA NOANEKUT KOPPEKLUUM, 3 HOPMOTFTMKEMMA AOKHA NOAAEPHKMBATLCS.
MoKa HeT HenponpoOTEKTOPHOW Tepanuum ANs YMeHblleHMA obbema noBpexKAeHMA WK
YCKOPEHUA BOCCTAaHOBNEHMUS.

B Hayane nwemmn (meHee 3 yacoB OT Hayana passuTuA) KT roNoBHOro Mo3ra MOXKeT
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HUYero He BblABUTb. MarHMTHO-pe3oHaHcHaa Tomorpadua (MPT) obecneumBaeT 6onee YeTKyto
BM3yanmsaumio obnacte wuwemuu, NOKA3blBaeT TUMNEPUHTEHCUMBHblIE o06nacTn  uwemumn
rO/I0BHOTO MO3ra Yyepes HECKOJIbKMX MUHYT NOC/ae Havyana Taxenom mwemumn. PekomeHayeTtca
OL,eHKa COCTOAHMA rOI0OBHOIO MO3ra B TeYEHME NEPBbIX YACOB 40 HECKOIbKUX AHEN C MOMOLLbLO
MPT, 4TO NO3BONSET BbIABUTbL Aa)ke 6eCCMMNTOMHble oyaru noparkeHus (B). Busyanusauwma
apTepuii  MeToAOM MarHUTHO-pe3OoHaHCHOW aHruvorpadua (MPA) nos3sonser nokasaTtb
obantepupytoulee 3abosieBaHMe cocyaoB UK aHeBpu3Mbl. I3[ peKomeHAyeTcsi, TONIbKO ec/u
€CTb KAMHUYEeCKoe NoA03peHUEe Ha Cya0oporu.

B nopoctpoit ¢ase obcnepoBaHWe AONMKHO MPOBOAUTLCS A1  OKOHYATE/IbHOro
BbIACHEHMA MNpPUYUHBLI. BO MHOrMX cnyyaax oOueHKa BHYTpPUYEpEnHbIX COCYAO0B MNOKaxKeT
OKK/IIO3MOHHOW XapakTep Backysnonatum npu CKb. [Jarke ecnn BHyTpuyepenHana apTepuasibHan
BacCKy/sionatma ABfAeTcA Haubosiee BepoOATHOM MNPUYMHOM WHCY/bTa, BCE PaBHO creayet
PacCMOTPETb U BO3MOXHOCTb Pa3BUTUA MHCYNbTA APYroi 3STMONOTUKN Y INL, MOJIOA0MO BO3PACTa.
Ecnan ecTb B aHaMHe3e TpaBMbl FON0BblI UK WEN U NOJO3PEHUA HA HapyLUeHMe LeNOCTHOCTU
CTEHKWU apTepun, HeobxoaMMO 3apaHee yBeAOMWUTb pagMosiora ANA ONTMMANbHOro Bblbopa
npoTtokona MPT nccnegoBaHUA ro10BHOrO MO3ra.

CnepyeT paccmaTtpuBaTth M ApPYyrMe NPUYMHbBI MHCYNbTA Y AETEN, TaKMe KaK MHeKUMN,
ambonunAa M HapylweHWe CBepTbiBAHMA KPOBM, BKAKOYAA HaAMYME aHTUTEN K KapaMOAUMUHY.
Femmnnapes 06bI4HO ynydliaeTca Ha poHe Tepannm, @ KOTHUTUBHbIE HAPYLUEHWA YAaCcTO OCTAlOTCA
3HAUUTENIbHBIMM U B TeYEeHWEe AAUTENIbHOFO BPEMEHW; ANA pPa3paboTKM nporpammbl
peabuantaumm n obydeHna AONKHO NPOBOAUTLCA GOPMasbHOE TeCTUPOBAHME.

TpaH3uTOpHble UWemmnyeckne atakum (TUA; npexogdawee HapyweHWe MO3roBoro
KpoBOObOpalleHMA)— uwemMuyeckne cobbiTMA, B KOTOPbIX WCYE3HOBEHME CUMMMTOMOB
nponcxoanT B TedeHe meHee 24 yacos. TUA pacLeHMBalOTCAKAK ABHble NPeaANKTOPbl MHCYNbTA
npu CKB (B) n Apyrux coCcToaHMAX, NO3TOMYeCTb 0bLiMe pekomeHaaumsa, YTo Bce NauMeHTbl C
TUA pomKkHbl noAy4vaTb Tepanuioo ans nNpodUNakTUKM MHcynbTa. AmarHos TUA TpyaHo
YCTaHOBUTb Y AeTen, 0cobeHHO paHHEro BO3pacTa, Tak Kak bosneBble KpM3bl MOFYT MMUTUPOBATb
remmnapes uam napanapes.

B cnyyae ecnm y pebeHka BbiABneHO unau nogo3pesaerca TUApekomeHayetca (C)
NPoOBEeCTM  TpPaHCKpaHManbHOe  Ayn/ieKkcHoe  (4AonnaepoBCKOe)  uccnepoBaHuve  (Maum
aNbTepHATMBHbIE UCCNEA0BaHMA TaKMe, KaK NO3UTPOHHO-IMUCCMOHHAA Tomorpadusa (M3T) nan
MP-CNeKTPOCKONNM) WM HayaTb pPerynapHble TpaHCPy3MM 3SPUTPOUUTAPHOM Maccbl AnA
NpeaoTBPALLEHMA TAXKENOro NOPAXKEHNA MO3ra.

Je3arperaHTtbl, Kak npaBuno, pekomeHayetca ana TUA B cnydaax 6e3 CKB, Ho
CYyLLECTBYET OYeHb Mano AaHHbIX 06 adpdekTnBHOCTM NpuUCKB. AcnuvpuH, Knonuaorpen wm
KOMOBMHaALMAAMNMPUAAMON + ACNMPUH MPUMEHAIOTCA Yy B3POCAbIX M B CAy4asx, Koraa He
NPOBOAATCA TPAHCPY3UN IPUTPOLUTAPHOM MACChI.

BHyTpryepenHoe KpoBOU3AUAHME

KnnHWyeckne nposaBneHUa BHYTPUYEPENHOro KPOBOU3MAHMA MOTYT BKAOYATb B cebA
CUNbHble TonoBHble 60K, PBOTY, CTYNOP MAM KOMY, MOXeT bbiTb remunapesocobeHHO npu
WMHTPANapeHXMMATO3HOM KpPOBOM3NUAHUK. PebeHOK ¢ Takumu npoasneHnamuTpebyet
6bICTPOro, HO TLATENbHbIN 06CNef0BaHNA ONA UCKAOYEHUA MEHUHIUTA, Cencuca, rmMnoKcuu,
HapKOTUYECKOTO OMbAHEHUA WU APYIMX HapylweHu obmeHa BewectB. KT ronoBHoro mosra
6€3 KOHTPACTHOrO YCUAEHMA AONKHO ObITb BbIMOJIHEHO KaK MOXHO CKopee.

O6blyHOM NpUYMHOM cybapaxHoupanbHoro kKposousnuaHua (CAK) aBnsetca paspbis
MeLwoT4yaTor aHeBpuaMbl.Manble cybapaxHOMOANbHblE KPOBOM3NUAHMA MOFYT HE WMETb
onpeaeneHHoOM NPUYMHbBI, HE CMOTPA Ha 3TO aHrMorpadma pekomeHayeTcA ANA BblABNEHUA
aHeBpU3Mbl UNU apTepuoBeHO3HoMManbpopmaunin (ABM) ana BO3IMOXKHOIO XMPYPruyeckoro
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BMewaTenbcTea (B). 3TO KAMHMYECKM 3HAYMMBbIM, MOTOMY YTO aHEBPM3MA MOMKET MOBTOPHO
BbI3BaTb KpoBOTEeUeHue, y naumeHToB ¢ CKbMoryT 6biTb MHOXECTBEHHbIE aHEBPU3MbI, KOTOpPble
TpebyloT neyeHnA. XMpypruyeckoe wucceyeHuwe, a TaKke yaaneHne ABM, 6biim ycnewHo
BbIMOJIHEHA Yy MHormx naumeHtoB ¢ CKBE (C). AHeBpuambl M ABM moryt 6bITb
naeHtTuoémumpoBaHbl ¢ nomouwpto MPT, Ho TpebyetrcA npoBeaeHwe aHruorpadmm anAa
noATBepXAeHUA.

MepBas AuHMA Tepanun cybapaxHOMAANbHOTO KPOBOM3AMAHMA — cTabunmsauma
HEBPO/IOrMYECKON CMMNTOMATUKN B OTAENEHUU WMHTEHCMBHOM Tepanuu WUan peaHMmauuu B
33aBMCMMOCTM OT MECTHOrO OMbiTa U BO3pacTa pebeHKa. [epBUYHAA KOMNEHCAUMA BKAOYAeT
BHYTpPMBEHHOE BBEeAeHue HOPMOTOHUYECKNX pacTBoOpOB, 4yTObbI nsbexxaTb
obe3BoxuMBaHMA.DPPEKT nepennBaHUA ISPUTPOLMTAPHOM MacCbl Ha Xod U UCXOA,
KPOBOU3/IMAHMA HE W3BECTHO, OAHaKO, CHWKeHue Hb S go meHee uyem 30% oT obuiero
remornobuHa pekomeHayeTcA ANA BOCCTaHOBAEHMA MUKpouupkynauuu (B). HumogunuH
(bnokaTop  KanbUMEBbLIX KaHA/NOB)NPEenATCTBYeT CMNasmy COCYAOB T[OJIOBHOMO  MO3ra,
HOPMa/In3yeT MO3roBOe KPOBOCHAbOXeHWe W yBeNnYMBaeT TONEePaHTHOCTb HEMpPOHOB K
nwemmmn, 4to yaydwaet ncxog nocne CAK y B3pocabix (B). Mcnonb3oBaHMe HUMOAMMMHA B 3TOM
CUTYauMKn y geTeill He AOKA3aHO, HO Pa3yMHO Ha OCHoBe amnupuyeckoro onbita (C). Jo3a
npenapata Ans B3pocabix - 60 mMr BHYTPb KarKgble 4 yaca B TedyeHune 21 aHen, ana geven
KOPPEKTUPYETCA B 3aBUCMMOCTM OT Maccbl Tena pebeHka.

KpoBousanaHue nHTpanapeHxmmanbHbole

NHTpanapeHXMManbHOE KpPOBOMU3MAHME MOXKET OblTb CBA3AHO C BACKy/ONaTUEN
6onblOro cocyaa, ocobeHHo ecnn dopmupoBaHue 6oi1e3Hn Moamosn. Y HEKOTOPbIX NaLMEHTOB
¢ CKb aHrvorpadua He BbIABASET NATONOTUMU. JIyyllylo OLLEHKY CTENEHM MOPaXKEHMA B 3TOM
cnydyae gaet MPT ronoBHoOro mosra, npu nogospeHnn Ha ABM HeobxoauMmo AOMOAHUTENBHO
NPOBECTU aHrMorpadutio.

HauanbHasn Tepanus 3aBUCUT ot WHTEHCMBHOCTU 7
NIOKanusaummkposomnsnnaHma.Heobxoanmo 6bIcTpO UCKIIOYNTb KoarynonaTuio:
nccnefoBaTbakKTUBMPOBAHHOE — YacTUYHOe  TpombonaacTUHoBOe Bpems (AYTB) "
npotpombuHosoe Bpems (MB), Npu BbIABAEHUN — NPOBeAEHME KOPPEKUUU. TaKKe Heobxoanmo
NPOBOAUTL KOHTPOJIb BHYTPUYEPENHOro AasneHuAa. B OTAENbHbIX CAyyaax BO3MOMKHO
Xupypruyeckoe yganeHue, ocobeHHo, ecnn ectb Honbwaa (> 3 cMm) rematoma MO3XKeukKa.
PeungmBbl KPOBOTEUYEHMA B STON CUTyaLMM B KPAaTKOCPOYHOM NEPCNEeKTUBE NPOUCXOAAT PesaKo.
BaxkHO NpoBOAUTb MHPY3NM HOPMOTOHUYECKUX XKMUAKOCTEN ANA NPeaoTBPaLLEeHMA TMNOTEH3UN.

BHYTpUMKENYA0YKOBOE KPOBOU3IUAHUNE

BHYTpuMKenynouykoBoe KpoBOM3NUAHME BbiBaeT KpaliHe penKo, TO/NbKOB Cay4vae, Koraa
NPOUCXOANT pPaspbiB CTEHKM XPYynKoro cocyaa npu 6onesHn Mosimoss BOAU3M  CTEHKM
XenyaouKa. B Takux ciyyanax nosBAsaeTca pUCK pa3BUTUS OCTPoN rmapouedanmm u netanbHoro
ncxona. PebeHKy HeobxoAMMO MPOBECTU HEWPOXUPYPTUYECKOE BMELLATENbCTBOC LE/bIO
APEHa)Ka KeNyao4yKoBoW cucTembl. Mocne crabunansaumm OCTPOro COCTOAHUSA Heobxoaumo
NPOBECTU aHrnorpadpuio CocyaoB rONIOBHOTO MO3ra A/ OLEHKM WX COCTOAHWUS COCYZAOB M
NOMNbITKWN BbIABUTb MEPBONPUUNHY KPOBOU3IUAHMA.

5.4.2. Npodunaktuka nopakeHnallHC

BropuyHas npoduaakIunka

XpoHuyeckme TpaHcdy3um 3pUTPOLUTAPHOM MACCbl CO CHUMNKeHMem cogepaHua HbS
meHee 30% oT obuiero Hb 3HaUMTENIbHO CHUXKAOT PUCK NOBTOPHOIO MHCyNbTa (B). XpoHuyeckue
TPAHCY3UM 3PUTPOLUTAPHOM MaCCbl [O/MKHbI MNPOJO/AXKATbCA A0 18-neTHero BoO3pacTa
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pebeHKa, HO He meHee 5 neT oT Hayasa TpaHcdy3un (B).

OpHako HekoTopble 6ONbHble, HECMOTPA HA aJeKBaTHoe CHuxeHnem HbS
TpaHchy3nUMAM 3PUTPOLIUTAPHON MACCOM, Pa3BMBAOT MOBTOPHbIE 3NM304bl nopaxkeHua LLHC. B
3TOM c/nydae HeobxoaMmo onpeaenntb cogepaHue HbS B KpoBu 6onbHoro (ybeamutbcs, yto
TpaHchy3MOHHAA nporpamma y 60/bHOro 6blna afeKBATHOM), BbIACHUTb NMPUYUHY PA3BUTUA
nwemnun. HeobxoamMmo MNOMHUTbL O Apyrux ¢akTopax pucka Kpome obycnoBneHHoit CKB
BACKy/N0NaTUM:  MOBbLIWEHME  COAEP)KaHWA  TOMOUMCTEMHA W JpyrMe  COCTOAHMA,
conpoBoXgawlmeca runepkoarynaumein.  NoBbilWeHWE  rOMOUUTEMHA  MOMXeT  ObITb
peayumMpoBaHo npuemom $GoMeBon KUCNOTbl. ECTb AaHHble, YTO HeKkoTopbie naymeHTbl ¢ CKb
MMEIOT NOBbIWEHHOE coaep’KaHne aHTUGochonnnmaHbIX aHTUTEN U feduunt npotenHa C n S
(C). B cnyyae BbIABNEHUS TUNEPKOAryaauMmM HeobxoAMMO NPOBOAMTL AHTUKOATYyASHTHYHO
Tepanuio BapdapuHom (C).

MauyeHTam, nepeHecwMM  UHPaAPKT/MWEMMIO  MO3ra, TOKa3aHO MpoBeAeHue
TPAHCN/IAHTaLMN TEMOMNO3TUYECKUX CTBOJIOBbIX KneToK (C) ana npenoTBpallLeHUs NOBTOPHbIX
aTak.

CpaBHUTENbHbIX UCCNeAOBaHUMA NO NPOPUNAKTUKE MNOPAKEHUs MO3ra XPOHUYECKUMU
TpPaHcdy3nAMM M Tepanuen ruapoKcukapbammaom y getei He NPOBOANNOC.

NccnepoBaHuii No nNpodUNaKTUKE WLILIEMUYECKUX WHCYNIbTOB aHTUMKOAry/laHTamMu u
aHTMarperaHTamum y naumneHtos ¢ CKb He npoBoanNOCh.

MNepBnyHan npodnaakIUKa

Bcem pgetam B BO3pacte 2-16 neT noKasaHo nposedeHMe  AYNAEKCHOro
(monnnepoBcKoro)uccnegoBaHMA  CKOPOCTM  KPOBOTOKA MO  MO3roBbiM  cocygam. Ecawm
BbIAB/IAETCA NOBbILLIEHME CKOPOCTM KPOBOTOKA MO cpeaHeit Mmo3rosoi aptepun ao 200 cm/cex,
HeobXxoAMMO HayaTb perynspHble (XpoHUYeckue) TpaHcdy3nun 3pUTPOLMUTAPHOM Maccbl Ans
npeaynpexXaeHna pa3BuUTUA ULEMUYECKOTO UHCYbTa (B).

BbiaBneHMe GaKTOPOB PUCKA Pa3BUTUA ULLIEMUYECKOTO MHCYIbTA
MoMMMO M3MEHEHMA CKOPOCTM KPOBOTOKA NO CpeAHen MO3roBoin apTepum K dakTopam
pucka oTHocATcA (B):
- TPaH3UTOPHbIE  WIIEMUYECKME aTakM (TPaH3UTOPHOE  HapylleHMe  MO3roBOro
KpoBOObpalleHus);
- HU3KWUI remornobuH;
- YacToTa M Bpemsa C MOMEHTa Pa3BMUTUA OCTPOro rpPyAHOro CUHAPOMS;
- MOBbILEHHOEe CUCTONMYECKOE AaB/IEHME.
Ons peten nepBbix ABYX NIET }KU3HU — AKTUAUT, TAXKENAA aHemuA, nelikoumTos (B).

K  ApyrMM  KAMHMYECKMM U N1abopaTopHbIM  MHAMKATOPAM PUCKa  pPas3BUTUSA
MIWIEMMYECKOrO  MHCYNbTa  OTHOCAT: MHCYAbT Yy poaHoro 6paTa/cectpbl, Mmenkue
HEBPO/IOMMYECKME OTKNOHEHWSA, TANKENYIO aHEMUIO, BbICOKMIt NEMKOLMUTO3, onpeaeneHHble B°-
raniaoTumnbl U OTCYTCTBME Aeneumnn a-rnobuHosbix reHos (C).

CybKnnMHMYeCcKOoe NopaxeHne mo3ra

MpumepHo 13% petent ¢ CKb MmeoT «HEemMoe» MnopaxkeHue Mo3ra, no gaHHbim MPT
oyarm JIOKaNM3yloTCA MNPEMMYLLECTBEHHO B /I0OGHOM WM TEeMEHHOMW [A0AAX B KOPKOBbIX,
NOAKOPKOBbLIX M MOTPAaHUYHOM 30HAX. ITU MOBPEXKAEHMA ACCOUMMPOBAHbI C HU3KOM OLEHKOM
npu HEMpPONCUXONOTMYECKOM TecTupoBaHMem. J[lOKa3aHO NOBbIWEHWEe PUCKa pPasBUTUA
WIWIEMUYECKOTO WHCY/NbTa Yy [AeTel, KOTOopble WMMEKT OTKJAOHEHMA no gaHHbim MPT (B).
MpucyTctBme 3TMx nopaxeHui npu MPT Tpebyetr nposeaeHue obcneposaHusa pebeHka gna
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BbIABNIEHNA NPO6aEM 0O6yYeHUA, KOTHUTUBHbIX HAPYLLUEHWI U OLLEHKWN COCYA0B rOJI0OBHOIO MO3ra
0N CBOEBPEMEHHONO Hayana nepBuMYHOM NPOPUNAKTUKU WHCYNbTA. BbiAaBneHHOe «Hemoe»
noparkeHue TrosoBHOrO Mmo3ra y pebeHka TpebyeT nepeoueHKM uctopum 6HonesHu ana
BbIABNEHUA paHee He 3ameyeHHbIX CUMMMNTOMOB, a TaKXe nepecmMoTp KAUHUYECKUX W
NlabopaTopHbIX PUCKOBPA3BUTUSA MHCYbTa.YacToTa UHCYAbTa Y AeTel ¢ u3meHeHHbIm MPT un ¢
TKW, a Takke PUCKM M NpenmyLLecTBa NPOPUNAKTUYECKM XPOHUYECKMMKU TpaHChy3namu
3PUTPOLIUTAPHOM MACCbIHE UCCeA0BaHbl. B HacTosAwee Bpema NpPoBOAATCA UCCAen0BaHNA NO
nsydyeHmto 3PPeKTUBHOCTU PeErynapHbIX TPAHCPY3UM 3PUTPOLMTAPHON MACChl MPU CKHEMbBIX»
WMHCYNbTax.

5.4.3. NopakeHune LLHC y B3pocabix

Y B3pocnbix 60nbHbIX CKB OTHOCUTENBHO YAaCcTO BCTPEYAETCA MHCY/bT, @ KPOBOU3NAHME
npeobnagaer Hag WHPapKTOM. CylwecTBEHHO MeHbwe WHGOPMALMM MO  /NIeYEHUID U
npeaoTBPaALLEHMIO  MHCYNbTA Yy  B3pocabix 6onbHbix ¢ CKB. B 6onbwuHcTBE CTpaH
pekomeHayeTcaA  WUCNONb30BaTb  NeAnaTpuyeckne  KAMHUYECKMe  pekomMeHAauum  Ana
NPOPUNAKTUKMN N NEYEHWUA ULLEMMUYECKOTO MHCY/IbTA Y B3POCabIX 60bHbIX CKB.

Y B3pocnbix 6onbHbix CKB nNpu  MWEMMYECKOM  UHCYy/NbTe  peKkoMeHayeTcA
ncnonb3osaHue t-PA (C) npu ycnosmu: Bo3pacT NnaumeHTa ctape 18 neT, Haanune KAMHUYECKH
3HAYMMOrO HEBPONOrNYecKoro aedumumnTa (oLeHKa no WwKane nHcynoTa NIH 4 1 6onee), Tepanua
HauyMHaeTCcs He nosgHee 3 4acoB OT Hayasa NPoABAEHUI, NO AaHHbIM KT/MPT HeT npu3HaKos
KpoBOTEYEeHMUS.

Tpombonntuyeckaa Tepanusa NPOTMBONOKA3aHA B C/AyYasax: AJUTENBHOCTb MHCYAbTa A0
MOMeHTa neyeHua 6onee 3 yacos, MHO 6onee 1,7, B 6onee 15 ceK., naumMeHT noayyan
renapuH B TeyeHWe nocnegHux 48 yacoB u MmeeT yananHeHHoe AYTB, ymcno TpombounuToB
MeHee 100x109/n, Ha/MYMEe MHCYNbTA MW TAXKENOMN TPaBMbl F0/10Bbl B TeYEeHMe npeablaywmx 3
Mec., B TeuyeHue npouweawux 14 aHeM npoBoAMNACL OMNepaTUBHOE BMELIATENbCTBO,
apTepuanbHoe pAasneHne Bblwe 185 mm pT cT (cuctonmyeckoe) M 110 mm pT CT
(amactonnuyeckoe), y naumeHTa oOTMevaeTcA ObiCTpadA MNONOXKUTENbHAA HEBPOJIOrMYeCcKan
OVHaMMKA WMAW  U30NMPOBaAHHAA aTaKcuA, MoTepAa YyBCTBUTENbHOCTW, AM3apTpua Wau
MWHMMaNbHasa cnabocTb, B aHaMHe3e ecTb BHYTPMYEPENHOE KPOBOM3MAHME, copepyKaHue
r/IIOKO3bl B CbIBOPOTKE KpoBU MeHee 50 mr/an unu 6onee 400 mr/gn; B TeueHne npeablayLimx
21 pHelt oTmevanocb KpoBoTeyeHMe M3 KKT uAM mouyeBbIBOAAWMX NyTen, B TeyeHue
npeablaywmx 24 4acos NauMeHT NoayyYan aHTUArpPeraHThI.

Mpu Tepanmm t-PA BO3MOXKHO pa3BUTUE KPOTOTEUYEHUIA/KPOBOU3NUAHWNIA, PUCK Pa3BUTUA
coctaBnsfetr 6,4%, NONOBMHA 3aKaHUMBaeTcA JeTanbHO. [lpU KPOBOM3AMAHUM B  MO3T
peKomeHAyeTCcA MPOBECTU TPaHCHY3UIO 3PUTPOLMUTAPHOM Maccbl Npu Heobxoammoctu (gna
3KCTPaKpaHMaNnbHbIX KPOBOTEYEHUI) N IKCTPEHHOE BBeAeHue 4-6 [03 Kpuonpeuunutata uam
CBEXXEe3aMOpPOXKEHHOW nnasmbl M 1 p[o3bl AOHOpPCKMX Tpombouwmtos (C). Xupypruyeckoe
APeHNpOBaHME KPOBOM3NUAHWMA Npu  HeobxogumocTu. EcTb  JaHHble O HEKOTOpOM
nonoxutenbHom adpdekte acnnpuHa B fose 325 mr/cyT (nprem oguH pas B CyTKM) Npu npueme
B TeyeHWe rnepsBbiXx 48 YacoB OT Hayasa WMHCYNbTa, YTO MO3BOAAET PEeKOMeHAOoBaTb ero npwu
HEeBO3MOXHOCTK BBeaeHusA t-PA (C).

Mpy Nop03peHNN Ha UHCYNbT HE0bX0AMMO 3KCcTpeHHOo nposect KT ronoBHOro mosra
6e3 KOHTpacTa A/1A UCKAOYEHMA KPOBOTEYEHUA/KPOBOM3NAUAHUA ANA NPUHATUA pPelleHua o
Tepanuu t-PA, panee B nnaHoBom nopaake Heobxoammo nposect MPT rosioBHOro mosra ans
YeTKOM BM3yannsaumm 30Hbl nwemmumn/mHoapKTa.

MpodunakTMka MHcynbTa y naumeHToB ¢ TUA nNpoBOAWTLCA aHTMArperaHTamu Uau
BapdapuHom (C).

MNaumeHtam ¢ TUA MAn MWEMUYECKMM UMHCYNIbTOM PEKOMEHAYETCA HUXEe cneaylollee

34



[BBReguTe TekCT]

obcnepnosaHue (C):
- 06bwMmi aHaNM3 KPOBM C NOACHETOM NENKOLMTAPHOM GOPMY/bl U Yncna TPoMbouUnTOB;
- JKI 1 9XO-KT;
- AYTB, NB, MHO;
- MPT, MP-aHrnorpauma ronoBHOro mosra;
- TpaHcKpaHManbHOe Ayn/ieKkcHoe (4OMnNAepoBCKOE) McCiefOBaHME KPOBOTOKA MO
COCyaMm rosioBbl U Wew;
- AKTMBHOCTb NpoTenHoB C 1 S;
- CopepKaHue roMOLMCTEMHA, TUTP aHTUKAPAMOUNMHOBBIX aHTUTE.

Ona BTOPUYHON NPOPUNAKTUKM MHCY/IbTA MCMO/Ib3yeTCA aHTMArperaHTHaa Tepanua u
BapdapuH, J,030BbIN peXUM NpeacTaBneH B Tabanye 6.

Tabnuua 6. MNpenapatbl 41A BTOPUYHON NPOOUNAKTUKM UHCYNbTA.

CobbiTne PekomeHOoBaHHaA Tepanua Bo3moxkHana Tepanua
TUA (aTepoTpomb03) AueTnncanmumnosaa Kucnota | Avnupugamon ¢ 3amegNeHHbIM
(acnupuH, ASA) 50-325 mr/cyT | BbicBoboxaeHnem (ER-DR) 200 mr
+ ASA 25 mr

Knonuaorpen 75 mr/cyt
ASA 50-1300 mr/cyT

TUA (atepoTpomb03) + | ER-DR 200 mr + ASA 25 mr gsa | BapdapuH (MHO 2,0-3,0)
HenepeHoCUMOCTb ASA ; pasa B CyTKH ASA 50-1300 mr/cyT

TUA BO3HMKLLUAA Ha
Tepanuun ASA

TUA (Kapanoambonus) BapdapuH (uenesoe MHO 2,5, | ASA 50-325 mr/cyT
AunanasoH 2,0-3,0) (ecnv BapdapurH NpoTMBOMNOKA3aH)

AnbTepHaTUBHaA Tepanus — XPOHUYECKNe (perynapHble) TpaHCchy3UM 3pUTPOLIUTAPHOM
MacCbl aHaNOrMYHO neamaTpuyeckon npaktukm (C). Xupypruyeckme BmellaTenbCcTBa ANA
KoppeKunun cuHapoma Moamos MoryT 6bITb MCMO/Ib30BaHbI B HEKOTOPbIX cyyasnx (D).

BHyTpryepenHoe KpOBOU3AUAHUE

Tepanua BHYTPUYEPEMHOrO KPOBOM3NUAHMA Yy B3POCAbIX 6onbHbix CKB aHanornyHa
TAKOBOW y AeTei, HUMOAUNUH UCNONb3YETCA Y B3POC/bIX 60AbHbIX MNpu cybapaxHoMaanbHOM
KPOBOM3NUAHUM 6€3 OrpaHUYeHuUs.

5.5. NopaxkeHusa rnas

KnnHuyeckne nposasneHna CKB crpynnupoBaHbl B COOTBETCTBMM C HaAUYMEM WU
OTCYTCTBMEM HEOBACKynApM3auum B r1asy. Pasnmuve KANHUMYECKM 3HAYMMO, NOTOMY 4TO
06pa3oBaHMe HOBbIX KPOBEHOCHbIX COCYZ0B B CeTYaTKe — KAo4veBoe buonornyeckoe cobbiTme,
co3galollee yCcnoBUA AA MPOrpeccupoBaHMA KPOBOU3NMAHUA B CTEKNOBUMOHOE Teno W
OTC/IOMKM CETYATKM.

He-HeoBacKynapHble (HenponudepaTusBHbie) rnasHble npossnaeHns CKB BKAloYatoT
OKKJ1H03UM COCYA0B KOHBHOHKTMBbI, KOTOPbIE TPAHCPOPMUPYIOT rnaaKme cocyabl BO GparmeHTbl
B dopme 3anATON, aTPOdUIO pasyKKU, KPOBOU3IUAHMA B CETYATKY, MUIMEHTHbIE U3MEHEHUA
CeT4yaTKM U ApyrMe aHOMAJIMM COCYAUCTOM CeTU CeTYaATKMU, MAKy/bl, COCYANCTOM 0BON0OYKM U
OWCKa 3pUTeNbHOro HepBa. 3TU  KAMHUYECKME MNPU3HAKM MNPOUCXOAAT WM3-32 MeCTHbIX
BA30OKK/IO3MBHbIX COObITUIA, HO PEeaKO MMEKT BUAMMbIE NMOCNEACTBUA, U IETKO BbIABASEMDI
npu paclwmMpeHHOn opTabMOCKONUN.
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Mporpeccna HeoBacKynapusaumMm mnm npoandepaTtMBHOro Ctaaua npegnonaraet poct
QHOMaNbHbIX COCYAMCTbIX BETBEW, 4YTO MNoABepraeT MNAUMEHTOB PUCKY KPOBOU3IAUAHWUA B
CTEKNIOBMAHOE TEN0 W OTCAOMKM CceTyaTKu. MHuuumpylowmm cobbiTuem B naToreHese
npoandepaTtMBHOro 3abonesaHMA rnasa, Kak NoNaratoT, ABAAETCA OKKNO3MA nepudepmnyeckmx
apTepuon cetyatku. [lpegnonaraerca, 4TO MeCTHAsA MWEeMUA OT MNOBTOPHbIX 3NM30408B
OKK/II03UM apTepmon, 3anyckaeT MexaHW3M aHrMoreHesa 4epes BblpPabOTKy 3HAOrEHHbIX
$aKTOPOB POCTa COCYAOB, TAKMX KAk (AKTOp poCTa 3HAOTENMNA COCYA0B M OCHOBHOW GaKToOp
pocta ¢ubpobnacros. lonabepr onpegenun nsTb CTaguii petuHonatum. B cragum |
NPUCYTCTBYIOT NnepudepunitHble OKKAO3UK apTepuon. Ha ctagum Il pemogennposaHme cocynos
BO3HWKaeT Ha rpaHuue mexay nepdysmMoHHOM U Henepdy3MOHHON nepudepum CeT4aTKu ¢
dopmMUpoBaHMEM apTEPUOBEHO3HbIX aHacTomo3oB. B Ill ctagun dakTMyeckm npoucxogut
npepeTMHanbHaa HeoBackynapusauua. Hosble cocyablobblyHO npuobpeTtatoTr  dopmy,
HaNOMMHAIOLLYIO MOPCKUX 6ecno3BoHOYHbIX Gorgonia flabellum, n3BecTHbIX Kak "MOpPCKoM
Beep." Ctaguu IV onpeaenserca HaMYMEM KPOBOU3/IUSAHUA B CTEK/IOBMAHOE Teno, n ctagua V
— HaAWYMem OTCNOMKM ceTyaTKu. [locnegHee OCNOXKHEHWE ABAAETCA  pPe3y/nbTaToOM
MEXaHMYECKOro HaTAMeHMA, BO3HMKLIEro B pe3y/nbTaTe XPOHUYECKM YBENUUYMBAKOLLMXCA
¢dnbpoBackynsApHbIX MEMBpPAH CeTYaTKK, C MK 6e3 06pa3oBaHMA KOTBEPCTUI» B CETUHATKE.

Mepudepuryeckan Ba3o-OKKAO3UA MOXKET ObiTb BbiABNEHA y»Ke B Bo3pacTe 20 mecaues
KU3HU, KNMHUYECKM 3HAYMMOE MOopaxKeHWe ceTyaTkM 0bbluHO OTmedvaeTca B Bo3pacTe 15-30
net. «CepnoBMAHOKAETOYHAA» peTUHONATUA Hanbosee YacTo M paHO pa3BMBaeTca y 60NbHbIX
HbSC, Ho 1 y 6onbHbIX HbSS 1 S/B-Tanaccemumeli 6bIBalOT TaKKe AOCTAaTOYHO YacTo. Ctaama IV u
V peTuHonatuu yvawe auarHoctupyetca y 6onbHbix HbSC, yem y 6onbHbix HbSS. MeHee
TAXenoe cuctemHoe nopaxeHne npu CKB y 6onbHbix ¢ HbSC u S/B-tanaccemueit
COMpOBOXKAAETCA NAapPOAOKCaNAbHO Bonee TAMeNbIM MoparkeHnem rnas, yem npum HbSS. Puck
pa3BUTMA NpPoandepaTMBHON PETUHONATUN YBENNYNBAETCA C BO3PACTOM.

[OnarHocTMka npoandepatMBHOM PETUHOMATUM — OCMOTP C PACLIMPEHHBIM 3PAYKOM C
MCMONb30BaHMEM LUMPOKO-MONOCHOIO HENPAMOro odpTasibMoCcKona (Wenesas nNamna), oueHKa
KpOBOTOKa B ceTyaTKe meToaom G0opecLEHTHON aHrnorpaduu.

Mpw BbiABNEHMM NPOANDEPATUBHON PETUHONATMM MALMEHT A0NKEH ObiTb HanpaBaeH B
Cneunann3npoBaHHbIi 0PpTaIbMONOTMUYECKUIA LIEHTP.

TepaneBTMYECKOE BMELIATENbCTBO OObIMHO HEOOXOAMMO B C/Ay4asax ABYXCTOPOHHEM
NPoandepaTUBHOM PETUHOMATUMN, CMOHTAHHbLIX KPOBOTEU3NUAHMAX, DONbLIMX PaCLUMPEHHbIX
BETBEM HOBbIX COCY[0B, CTPEMMUTENIbHOM HEOBACKYNApMU3aLUMKM, U KOrga OAMH [Na3 yxe
cepbe3Ho NocTpagan ot nponndepaTMBHON peTMHonaTuu. Llenb — paHee neveHne nHayumpyet
perpeccuio HeOBACKYyNAPU3aALMN TKAaHU OO0 PA3BUTUA KPOBOTEYEHMA U OTC/IOMKM CeTYaTKM.
Mcnonb3ytoTca meToapbl AMaTepMun, KpuoTepanun, nazepHoin koarynaumm (C).

Mpw oTCNOMKe ceTYaTKM UAM OBLIMPHOM KPOBOU3IUAHUKN B CTEKNOBUAHOE TeNno 06bIYHO
TpebyeTca xupypruyeckoe BMeLaTeNnbCTBO. XMPYypruyeckme MeToapbl BKAKOYAOT BUTPIKTOMMUIO.
XoTA coBpemMeHHas BUTPEOpPeTUHANIbHAA MUKPOXMPYPIMA MOKeT YAyylWuTb 3peHue AnAa
MHOTMMX NauneHToB € NO34HUMMU cTaauammn petuHonatmn npu CKb, cnegyeT nogyepKHYTb, UTO
onepauuA HeceT B cebe CyLWEeCTBEHHbIN PUCK WMHTPAOMEPALMOHHbIX U NOCAEO0NepPaLNOHHbIX
OCNOXHEHUW, B TOM 4UC/e TAXKENOM WWEeMWUM [N1a3a, MOBTOPHbLIX KPOBOU3AUAHUN W
noBblWeEHWEe BHYTPUINA3HOro pasneHua. [na  ymeHblweHna nopobHoOro pucka nepep,
OMepaTUBHbIM BMELLATE/IbCTBOM pPeKOMeHAyeTcA npoBeAeHWe YacTUYHOro 3aMeHHOro
nepenveaHuns Kposu (HbA gonxkeH coctaBuTb B KpOBOTOKe 60/1bHOro 50-60% muHumym) (C).

OKKNI03MA LLEHTPANbHOM apTepuMmn CeTdyaTKM — cobbiTue, KOTopoe 0OblMHO NPUMBOAUT K
HeobpaTUMol noTepe 3peHUs, NOITOMY OHAa TpebyeT 3IKCTPEHHOro 0¢dTa/sIbMONOIMYECKOro
BMeLWaTenbCTBa (He no3gHee 1 yaca C MOMEHTa BO3HMKHOBEHMA). JleyeHue BKAOYaEeT
TMNEPOKCUIeHaUMl0 B KOMOWMHAUMKM C ObICTPbIM CHUXXEHMEM BHYTPUINA3HOINO [AaB/EHUA
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(xmpypruyeckn un Ttepanestuyeckun) (C). MoTepa 3peHMA BCNeACTBME KPOBOM3BAUAHUA WAW
OTC/IOMKM CETYATKM TaK}Ke TpebyeT 3KCTPEHHOro BmellaTenbCTBa, B TeyeHue 24-48 yacoB C
MOMeHTa cobbiTus (C).

MNpodunnakTnka

Bce 60nbHble ¢ CKB HauMHasa € paHHeEro Bo3pacTa AOJIKHbl €XXerogHo ocMaTpuBaTbCA
0($TaNbMOIOrOM C NpoBegeHMEM PaCLUMPEHHOrO 0pTaNbMONOrMYECKOro obcnenoBaHums.

BonbHoM ¢ CKB npu TpaBme rnasa wan nepuopbuTanbHon obnactn ponxkeH 6ObiTb
Hemea/IeHHO OCMOTPeH OPTaNbMOJIOrOM, T.K. OHU MMEIOT BbICOKUIN PUCK MOTEPU 3peHUs oT
NOBbILEHMA BHYTPUINA3HOMO AAaBNEHUA C KPOBOU3NIUAHMEM B NepeaHtoto Kamepy (rndema) (C).

5.6. CepaeuHo-cocyauncTble OCNOXKHEHUA

Mpw Kapanonornyeckom ocmoTtpe 60/bHbIX CKB 04eHb YacTo OTMeYatoTCcA pasnyHble
OTK/NOHEHMA  OT  HOPMbI, He  3aBMCMMO  OT  BO3pacTa Kapguomeranuma n
rMNepaKkTUBHbINNPEKAPAMANLHOW OTAEN, CUCTONMYECKME LWYMbl BCTpeYaroTca y 6onbIMHCTBA
NaumMeHToB, a MNpeXXAeBpeMeHHble COKPALLEeHWA 4acTO NPUCYTCTBYHOT Yy B3POC/AbIX 6ONbHbIX.
®ur3myeckana paboTocnocobHOCTb CHUMKAETCA NMPUMEPHO A0 NONOBUHbI Y B3POCAbIX 6O/bHbIX C
CKB 1 ot 60 a0 70 NpOLEHTOB Y AETEN, YTO CBA3AHO C TAXKECTbIO aHemuu. Kapauomeranma u
WYMbl B CEpALE YacTo NOAHMMAIOT BONPOC OHANNYMM 3aCTOMHAA cepAeyHasn Heg0CTaTOYHOCTY.
COKpaTMMOCTb MMOKapAa HOpMasbHasA M ABHAA 3aCTOMHasA cepAevHas HeAoCTaTOYHOCTb
bbiBaeT peako, ocobeHHo y aeTtel. Koraa cepaedyHas HeAoCTaTOYHOCTb MPUCYTCTBYET, OHa
4acTo CBA3aHa C BTOPUYHbIMM NMPUUYMHAMMU, TAaKUMMK KaK Neperpyska XKuakoctbto. CepaeyHblit
BbIOPOC yBENMUMBAETCA B NOKOE U B AafibHeMWwem BO3pacTaeT ¢ ¢pu3mMyeckomHarpyskom. IKI
4acTo MMeLOT HecneundpUuyeckme HapyLeHUA, HanpUMep, NPU3HAKK YBE/IMYEHUE KeNYA04YKOB.
B cocTosHMM noOKosA cepaeyvHbii MHAeKca B 1,5 pasa Bble HOPMAJbHOrO 3Ha4YeHus,
nysennumeaeTca bonblue BO Bpema GU3NYECKOMHArpy3KM, Y4TO He MOSHOCTbIO 0ObBACHAEeTCA
cogepaHnem Hb wmam Kucnopopa, ykasbiBas TeM CaMbiM Ha MNoOBblWeHWe noTpebneHua
KMCNOpOAa MUOKapLAOM.

MauneHTbl cTapwero AeTCKOro BO3pacTa YacTo MMEIT yBe/inYeHue pasmepa nosaoctm
NIeBOr0 M MNpPaBOro  eNyAo4KoB WM NeBOro  npeacepamsa,  yBeAMYeHWe  TONLWMHbI
MENKKEeNYA0YKOBOM NeperopoaKkm U HOPMabHYO COKPAaTMMOCTb MMOKApAA. ITU U3MEHEHUS,
33 UCKNOYEHMEM NPABOro Kenyao4uka, bbiim 06paTHO NponopumoHanbHbl Hb 1 yKasbiBatoT Ha
OMNATauMIO NeBbiX OTAENOB Cepaua, YTO TaKKe 3aBUMCMT OT Bo3pacta. [lpu Hannumm
rOMO3UIOTHOM Q-TaslacCeEMUKN-2, PA3MepPbl IEBOTO Kenyao4vka bbianm 6onee HopmanbHble, HO
TO/ILMHA CTEHOK Oblna yBenudveHa. ITO pasnnume 6blno ABAseTca pesyabTatom bonee
BblcOkOroHb Bcneactene a-tanaccemun. Tem He MeHee, YIyYlWEHUA TONEPAHTHOCTU K
dn3nYeCcKol Harpyske He OblN0 OTMEYEHO, BO3MOXHO, WM3-33a aHOMAaJIbHbIX CBOWCTB
cepnoBugHbIx 3putpoumntos (C). BbinoT B nepukapae npucytcteoBan y 10% naumeHToB, 4TO
TaK»Ke HaxoauTcs B obpaTHoM 3aBucumocTm oT Hb (C).

ApTepuanbHoe gaBneHue y nauneHTos ¢ CKBb Bbile, Yem OXKMAQEeTCA NpU nMmeroLenca y
HUX CTEMEeHU TAXKECTU aHeMMM6 4YTO npeanonaraeT HaaMydne OTHOCUTENIbHOM apTepuanbHOWM
runepteHsum (C). Hebonbloe nccnegoBaHMe Nokasano B3aMMOCBA3b Mexay nosbileHnem A/l
W PasBUTMEM MHCY/IbTA. BbIXKMBAEMOCTb CHWXKAETCA, PUCK PaA3BUTUA WHCY/IbTA pacTeT npwu
nosbiweHnn Al. YT0o NO3BOAMAO  NPeanonOXMTb  MATOrEeHEeTUYECKYld  BaXKHOCTb
«OTHOCUTENbHOM» apPTEPUANIBHOMN TUMNEPTEH3UU. YBENNYEHME NPOAO/IKUTENBHOCTU MKU3HMU,
60nee BbICOKOM pPACNPOCTPAHEHHOCTU CEPMNOBUAHOKNETOUYHOW Hedponatum, noTpebneHune
BbICOKOKA/IOPUIAHOM, BbICOKO-CO/IEBOW AMETHI, BCE 3TO, BEPOATHO, CNOCOBCTBYET YBENYEHUIO
BCTpeyaemocTn abcontoTHoM rmnepTeH3nm y 60abHbIx ¢ CKB. Ecnmn 310 npnbaBuTb K 04eBUAHbBIM
PUCKaM fJa)ke OTHOCUTENbHOM apTepuanbHOM runepTeHsum u  GaKTy, 4YTO CHUXKeHue
apTepanbHOro gasneHua y nogen 6e3 CKA moxeT npefoTBpaTtMTb NOCNEACTBUE TUMEPTOHUM,
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npeacTaBAAeTca pa3yMHbIM PAacCMOTPETb aHTUTMNEePTEH3MBHYIO Tepanuto y naumeHTos ¢ CKB ¢
NOrpPaHNYHOM rMNepTeEH3NEN.

MHpapkT MuoKapaa Yy 6onbHbix CKB  BcTpeyaeTca  AOCTAaTOYHO — pefko,
OKK/HO3MAKOPOHAPHbIX apTePUIN TaK:Ke KpalHe peaka (C), YTo NO3BONSET NPEANONOXKUTb, YTO
BACKYy/10MaTMA MENKMX COCYA0B NPUBOAUT K NOPAXKeHUo cepaua. Y 6onbHbix ¢ CKB moxeT 6biTb
MwemMmna MMokapapa, NosaToMmy npu xKanobax Ha 6onb B rpyau Heobxoammo ee HeobxoaMMmO
nckntoyatsb (D).

Y B3pocnbix 60sbHbIX ¢ CKB 4acto OblBaeT BHe3anHasa CMepTb, YTO CBA3AHO C
ancoyHKumMel nposogdllel cuctemsl cepaua (C).

3acToliHaa cepaedyHas HedocTaTodHocTb Yy 6onbHbix CKB AomKHa nedyntbes Mo
COOTBETCTBYIOWMM CcTaHgapTam. [NyboKkaa aHemms B COYeTaHUM C 3aCTOMHOMW CepaedYHOM
HeAOCTaTOYHOCTbIO MM CTEHOKApAMEN HYXKOAETCA B KOMMEHcauuu (perynsapHbie TpaHcdysum
3PUTPOLUTAPHON MACChbl UKW TEPANUS TMAPOKCUKapbomuaom).

AHTUIMNEpPTEH3UBHAA Tepanua y 60abHbIX ¢ CKB goirkHa bbiTh HavaTa (C):

- Npwu nosbiweHnn cuctonmyeckoro Al Ha 20 mm pT €T Man amacronmndeckoro A/l Ha 10

MM pPT CT.

- npu A sbiwe 130/85 mMm PT CT, €CAK BbIABJEHO MOPaXKeHMe cepaua, HedpponaTna Unm

BacKkynonatma nepmdepmnyeckmx cocyaos;

- npu Af 120/75 mm pT CT B ciyyae npoTenHypun (bonee 1 r/cy).

NHrmbutopbl aHrMoTeH3MH npeBpawakowero ¢epmeHTa WANM  AHTArOHUCTbI  KanbLmA
ocobeHHO 3¢pdekTMBHbI (C). ANypeTuKM cnefsyeT MCNONb30BaTb KPaHE OCTOPOXKHO, T.K. OHU
MOTYT CNPOBOLMPOBaTb Pa3BUTUE BA30OKK/IOMBHbLIN Kpu3a (C). BO3MOXKHO ncnonb3oBaHue B-
aapeHobnokatopos (D). TarkenoenosblleHWEe apTePUANbHOTO AABAEHUA TpebyeT UCKAOYEHUA
BTOPUYHOWN rMNepTEH3UMN.

5.7. Nero4yHble OCNOXHEHUA

Jlerkme — OCHOBHOWM OpraH-mMULIEHb ANA OCTPbIX WU XPOHMYECKMX OcCnoxKHeHuit CKB.
OcTpbiit rpyaHon cnHapom (OFC) - yactaa NpuMYMHA CMEPTU KaK y AeTel, Ta U y B3POC/bIX
6onbHbIx CKB. Y B3pocnbix 6onbHbix CKB 4Yacto BCTpeyaeTca XpPOHMYECKasa JieroyHas
rMNepTeH3una, KOTopask MMeeT M/0XOM MPOrHOo3 HecCMOTPsi HAa He CTO/Nb BbICOKOE AaB/eHue
JIEFOYHOM apTepPMM NO CPABHEHMUIO C MEPBUYHOMN IEFOYHON TMNEPEH3NEN.

5.7.1. OcTpbiii rpygHOI cMHAPOM

OFC — ocTpo BO3HMKLIee 3aboneBaHWe, XapaKTepu3yloLLeeca JNMXOpPaaKolh (Bblwe
38,5°C) v pecnMpaTopbIHMMK CUMATOMaMM (YKOPOUEHME AbIXaHWA, TAXUMHO3, LYMHOE AbIXaHue,
Xpunbl, ocnabneHve AblXaHWA), COMPOBOXMAANWMMUCA CBEXUMU  UHOUNBTPATUBHLIMMU
U3MEHEHMAMM B NErkKMX Npu peHTreHorpadummn. OCKOAbKY MNOABNEHWE pPagNOOTUYECKUX
U3MEHEHMIN MOXeT OTCTaBaTb, AMArHO3 yCTaHaBAMBaeTcA He cpas3y. OCHOBHOM ¢paKTOp pUCKa
pa3sutna OI'C — reHotun CKB: Haubonee yacto BcTpevaetca npu HbSS, Hanbonee peako npwu
S/B*-tanaccemun. OT'C — Hanbonee yactaa NPUUMHA XMPYPTUYECKMX BMELLATENbCTB U aHeCTe3nn
y 6onbHbix CKB. [etn nmetoT 6onee BbICOKYtO 4YacToTy passutua OFC, HO npu 3Tom Honee
HMU3KYI0 CMepTHOCTb (<2%), yem B3pocnble (4-9%). Y 6onbHbix HbSS cnyyam passutma OrC
accoummpoBaHbl € HU3KMM HDbF, BbICOKMM remaTOKpUTOM, NIeMKOLUMTO30M W OTCYTCTBMEM
coHacnegoBaHMA a-Tanaccemmun. Y aeter OoTMEYaeTCA Ce30HHOCTb B YactoTe passutma OFC:
HUXKe NeToM, Yalle 3MMOWN, KOrAa BbICOKasA BEPOATHOCTb OCTPbIX PecCnMpaTOpPHbIX 3aboneBaHuU.
Y B3pocnbix 60nbHbIX CKb ce30HHOCTb pa3suTua ON'C noutn otcytcTeyeT. OI'C MoXKeT NpoTeKaTb
c wunn 6e3 nporpeccupylowert ApiXxaTe/lbHOM HeAOCTaTOYHOCTM, XapaKTepusyollelica
HEeKapANO/IOTUYECKMM OTEKOM JIETKMX M TAXENOM rMnokcemmei. Takme KpalHe TaAxKesble
60/bHblE HYXKOAOTCA M B PECcnMpaTOpPHOM NOAAEP)KKE, W B IKCTPEHHbIX TpaHchy3muax
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3PUTPOLUTAPHON MACCh.

B 60/1blIOM KAMHUYECKOM MccnenoBaHun (B) cpeam npuumH, Bbi3BaBwKx passutune OFC,
O6blIM OTMeYeHbl KMpoBas 3mbonus nerkux (16,2% cnyvaes passutna OFC; y NOXKUAbIX
60/1IbHbIX C HU3KOM caTypaumen Kucnopoaa — 44-77% cnyyaes passutusa OrC), nHpekummn (54%
cnyyaeB pas3sutmsa OFC). CnekTp MHOEKUMOHHbIX areHToB — xnamuamm (13%), mmukonnasma
(12%), pasnunuHble Bupycol (12%), 6akTepun, BKAtoYas St. aureus, Str. pneumonia, Hemophilia
influenza (8,2%).

Jleyenne OI'C(B-C)

HeobxoamMmo uccnenoBaTb rasbl KPOBUM U PacCYUTLIBATb a/ibBEOASPHO-apTepPUabHbIX
rpagueHT Knucnopoaa v otHoweHune Pa0,/FiO,. Kucnopoa AonKeH 6biTb Ha3HauYeH naumMeHTam ¢
ymepeHHou runokcemuein (Pa0,=70-80 mm pT cT, s0,=92-95%) MHTpaHa3a/IbHO CO CKOPOCTbIO 2
N/MUH. MaumeHTbl ¢ XPOoHUYecKon runokcemmeit (PaO; He HUXKE HOPMbI A0 Pa3BUTUA 3NM304a
OIC) Tak»Ke BbIMTpaloT OT HA3HAYeHMA KMUC/I0POoAa, T.K. OHU HEe CMOTYT NepeHecTu ycyrybneHune
runokcemumn npu passutun ONC. KoHTponb 60au B rpyay U CTUMYIALMOHHAA CNIMPOMETPUS
MOTyT NPeaoTBPaTUTb Pa3BUTUE TUMNOBEHTUAAUMM Yy  BONbWIMHCTBA 6O0/MbHbIX. B AMHamuKe
HeobXo4MMO KOHTPO/IMPOBATb ra3bl KPOBW, T.K. OHW SABAAIOTCA MNPEAUKTOPOM TAMKECTU
KNMHUYECKOM KapTUHbI. [pKn yxyalweHUN anbBEONAPHO-aPTEPMANIBHOIO FPagMeHTa KMCA0POoaa
HeobxogMm nepesod NauMeHTa B OTAENEHME WMHTEHCMBHOW Tepanum M peaHMmauum ans
obecneyeHUs ageKBaTHOM KapaMOpPeCcnMpPaTOPHON NoAAEPHKKMN.

Mpu passutun OINC HeobxogMmo npoBecTM TPaHCOHY3UIO IPUTPOLMTAPHON MacCChl
(npoctyto MnmM obmeHHyto). OCHOBHOE MOKas3aHue gna TpaHcdpysnun B 3TOM C/lyvyae — HU3KaA
AbixatenbHana ¢yHKUMA; uenb — npefoTBpaTuTb nporpeccuto OFC B OCTPYlO AbIXaTeNbHYIO
HeA0CTaToOMHOCTb. TpaHChY3NMOHHAA Tepanma HaYMHAETCA NPU NEPBbIX NPU3HAKAX TMNOKCEMUU
((PaO; HUKe 70 MM PT CT NPU AbIXaHUM KOMHATHbIM BO34yXOM), A4 NALMUEHTOB C XPOHUYECKOM
rmnokcemumen cHuxkeHme Pa0O; Ha 10% mn 6onee oT 6a30BOro s3HayYeHUA.

TpaHcdy3MOHHAA TepanuMa He MOKasaHa B C/Ay4vae, eCcnM OTMe4YeHa NOoJ0XUTe/bHaA
OMHaMMKa  a/fbBEONAPHO-apPTEPUMANIBHOIO  rpaguMeHTa  Kucnopoga nMNpu  ageKBaTHOM
06e3601MBaHNUM U CTUMYNALMOHHOMN CNUPOMETPUN. TpPaHCHY3NOHHYIO TEpanuio He caeadyeT
33leP*KNBaTb OCOBEHHO NPU YXYALIEHNM NauneHTa. M3MmeHeHHbI NPOoLLecC MbILLNEHUA Y TaKUX
60/IbHbIX 4aCTO OWWBOYHO MPUNUCLIBAETCA M3OLITKY OMMOUAOB, YTO MPUBOAUT K OTCPOYKeE
Tepanuu nporpeccupytowero Orc.

BHyTpMBEHHOE Ha3HayeHMe aHTUDOaAKTepua/ibHbIX MPENapaToB LIMPOKOro CMeKTpa
OEeNcTBuA 006A3aTeNbHO NPU HAIMYUU INXOPALKU UM TAXKENOoW cTteneHun Taxkectn OFC, T.k.
OOCTAaTOYHO C/MIOXKHO UCKNHOUYNTL HaKTepuanbHYy0 MHEBMOHUIO UK CynepuHPeKUM0 MHDAPKTa
nerkoro. PekomeHpgyeTca MCMNOb30BaTb 3PUTPOMULMH M uUedanocnopumH. B KombuHaumm
aHTMbaKTepmnanbHOM Tepanuu Bceraga A0MKEH NPUCYTCTBOBATb NpenapaTt rpynnbl MakponaoB
N GTOPXMHOJIOHA, T.K. aTUMNYHbIE MUKPOOPraHM3Mbl BECbMa YacTO NPUCYTCTBYHOT.

Opyrvne neyebHble meponpuatua (C-D). TMnepakTMBHOCTb BPOHXOB BO3HMKAET Y OAHOM
yeTBepTn b60sbHbIX ¢ OFC M TpebyeT HasHavyeHusa bpoHxoamnsTaTtopoB (C). Heobxoammo
nsberatb U36bITKA XUAKOCTU, A4 3TOTO UCMONb3YIOT 5% pacTBOP AEKCTPO3bl B BOAE UM B 1/2-
nnn  1/4-d1M3nMoNormyeckoro pacteopa WM YMEHbLUUTb CKOPOCTb MHOY3MM B 1,5 meHblie
Heobxoammoro (C). EcTb onncaHMa Ncnosb3oBaHMA AeKcaMeTa3oHa, MHIaNALMIA OKcuaa a3oTa B
nevyenun OrC (D).

MNpeaynpexkaeHme n NporHos

KpatkoBpemeHHbIi nporHo3 OFC c orpaHWMYeHHbIM BOB/AEYEHWEM JIETKUX U NIETKOM
rmnokcemmen xopowmnn. EcTb coobuieHmMa o cBA3KM 4YacTbix 3anm3ogoB OFC ¢ passBuTMem
XpoHUYeckoro 3abonesaHua nerkux (D), He MeHbllee KoAnYecTBo Nyb6aMKauuii coobuiaet ob
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OTCYTCTBMM Y MNALMEHTOB C 4YacTo nosTtoparwmmmnca OFC B byayuiem NOBPEXKAEHUA NEFKUX
(D).Tepanusa ruapokcnkapbammagom cHUKaeT yactoTty pa3sutua OFC Ha 50% (B). PerynspHas
TpaHChY3MOHHAA TEPANUSA TaKKe MOMKET CHU3UTb YacToTy pa3sutma OIC (B).

5.7.2. CUHAPOM CUCTEMHOI4 }KMpPOBOI aIMmboaun

NHbapKT M HEKPO3 KOCTHOro Mo3ra — M3BecTHble ocnoxHeHuAa CKB. Koraa wmHoapkT
MaCCMBHbIN, HEKPOTU3MPOBAHHbIN KOCTHbIA MO3F U XUP 3IMOONN3NPYIOT NIerOYHble cocyapbl.
KanenbKu Kmnpa MoryT nonactb B CUCTEMHbIN KPOBOTOK, YTO NMPUBOAMUT K PA3BUTUIO CMHAPOMA
CUCTEMHOM Xuposon ambonnm (CCHK3I). Takum obpasom, B AOMNONHEHUN K PETUMMUPATOPHOM
HECOCTOATENbHOCTU Y MALMEHTOB PA3BMBAETCA NOAMOPraHHaA HeA0CTAaTOMHOCTb OT aIMb0/108 B
opraHax, Hanpumep, no4dykax M mosre. CCHD moxKeT nopaxKatb OO/bHbIX AaXKe C Nerknum
TedyeHnem CKB. ®daktopbl pucka passutma CCHI (D) — reHotun HbSC, 6epemeHHOCTb,
npejlwecrsylollee nedyeHue TAIOKOKOPTUKOCTepouaamu. KanHUYecKne nNpoABAEHUA CUAbHO
BapbUPYIOT M 3aBUCAT OT TOTO, KaKOM OpraH M B Kakol cTeneHun BossieyeH. B Hayane — 6osesoii
KpM3 C ObICTPbIM NOABAEHMEM NNXOPALKM, TMNOKCEMUKM, A30TEMUK, MOPAXKEHME MEYEHMU,
U3MEHeHMe CO3HAHUA WUAU KOMbl. [emaTonornyeckne 4yepTtbl — NPOrpeccupytowlaa aHemms,
Hopmobnacto3 B nepudepuyeckonn Kposu, TpomboumutoneHnms, [OBC. CCHKI uyacto
noao3peBaeTca, HO A0CTAaTOYHO TAXENO0 ero noatrsepauTb. Henpamble gokasaTtenbctsa CCHKI —
HannMume MakpodaroB 3arpy’KeHHbIX KUPOBbIMU BKAOYEHUAMW B OPOHX0ANbBEONAPHOM
NlaBake, XUPOBbIE BK/OYEHUA B KNETKAX NIErOYHbIX MWKPOCOCYAOB WAN HANUUUE HKUPOBbIX
BK/IIOYEHUIM B JIeMIKOMacce BEHO3HOM KPOBW MW MHOXKECTBEHHbIE O4arM HeKpo3a KOCTHOro
MO3ra npu CKaHuMpoBaHuU. [MopaxeHue nerkux (OFPC, KupoBaa amboNMA Nerkux) 4vacro
npegulecrsyet nan conposoxkaaet CCHKI, Takmm obpa3om HayaTaa TpaHCHy3MOHHAA Tepanua
rmnokcemumn y naumentos ¢ OI'C octaHasanBaeT uam npegoTspawaeT passutme CCHK3I.

NeyeHne CCHKD go0nKHO ObiTb KOMMNAEKCHbIM M MPOBOAUTHCA B YC/IOBMAX OTAENEHUS
WHTEHCMBHOM Tepanun U peaHnmauuun. TpaHcdysnoHHaa Tepanua (NpocTble MaM O0bMeHHble
TPaHCcdY3nM 3pUTPOLIUTAPHOM MacChbl) NpeaoTBpalLaeT netanbHbii ucxog CCHI npu CKB (B).
TpaHchy3nmM s3pUTpOLMTAapHOM Macc), CHUXKaA KoHueHTpaumto HbS 6onbHoro, npensaTtcTaytoT
nonanmepumsaummn HbS, ynyyaroT MUKPOLMPKYNALMIO NETKUX N APYTMX OPraHOB.

5.7.3. NopaxkeHune 6poHxoB

fMneppeakTMBHOCTb BPOHXOB (acTma) He ABAAETCA KNACCUMUYECKUM OC/IOKHEHUEM MpPWU
CKB. B xoae aByx 60/1blUMX KAMHUYECKUX MCCNenoBaHUI BblN0 BbiABNEHO CHUXKeHMe obbema
dopcMpoBaHHOIO BblAOXa, NOCAE Ha3zHAYeHMA BPOHXOAMNATATOPOB OTMEYANCA 3HAUYUTENbHbIN
npupoct OB, JleyeHne 3TOro ocC/NOKHeHMA y 6bonbHbix ¢ CKB npoBoauTbcs no
COOTBETCTBYIOLLEMY CTAHAAPTY, HO C TWATE/bHbIM  MOHUTOPUPOBAHMEM  PA3BUTUA
Ba300KK/NO3UBHbIX KPU30B.

5.7.4. JleroyHasa runepreH3us

NeroyHas runepteHsua (/1) — cocTosiHMe, NPU KOTOPOM cpeaHee AaBAEeHME B IEFOYHOM
apTepuu coctasnaeTt 25 mm pT CT, OHO BTOPMYHO MO oTHoWweHuto K CKb 1 yactoTa ero passuTtus
npn CKB He yctaHoBneHa. YacTtoTa XpoHMYEcKOro 3aboneBaHWA JNIETKUX C  pPasBUTUEM
«neroyHoro cepgua» cocrasnset 4,3%. Hanbonee sepoatHo JII Hanbonee yacto BCTpeyaeTca y
B3pOC/bIX 60/bHbIX. MexaHn3m pa3suTtua JII npu CKb noka He ussecteH. OANH UAM HECKOJIbKO
dakTopos, cBA3aHHbIX ¢ CKB, oTBevatoT 3a passutue JII: Backynonatmua CKB, xpoHuuyeckas
KMCNoOpoaHasa AecaTypauna WanM runepBeHTUNALMA BO BPemA CHa, NopaKeHwe Nerkux npu
nosTopHbIX OI'C, NOBTOPHbIE 3NM304bl TPOMHBO3IMOBONMM NN BLICOKMIA KPOBOTOK MO JIEFOYHOM
apTepum BcneacTBue aHemuun. He 3aBUCMMO OT mexaHu3ama pas3sutua JII nosbiwaeT puUCK
Pa3BUTUA KNErOYHOrO Cepaua», NOBTOPHbIX NIErOYHbIX TPOMDBO30B U yXyALlEeHNe TMNOKCEMUN,
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YTO YBE/IMYMBAET YACTOTY M TAMKECTb BAa30-OKKIO3MBHbIX CObbITUI (6onesble Kpusbl, OC).

OwnarHos /IT MoXKHO NpeanonoXuTb Y 601bHbIX ¢ CKB Npu aycKynbTaTUBHOM BbIABAEHUM
aKLLeHTa BTOPOro TOHA; pacCWMpeHUU MpaBbiXx OTAEN0B cepAla Ha pPeHTreHorpammax opraHos
rpyaHon knetkn, KM nam IXO-KI' manm HemoTMBMpOBaHHOE AecaTypauua kucnopoga. lNpu
yxygwerHun JII naumeHTbl }KanytTca Ha 601b B rpyAn U AUCMTHO3, UMEIOT TMNOKCMMUIO B MOKOE.
JononHuTenbHoM npobaemoit ABASETCS HeAO0CTaTOYHOCTb NPaBbiX OTAE/0B cepAla, CUHKOMS U
PUCK BHE3anMnHOW CMepPTM OT NeroyHom Tpomboambonnun, CUCTEMHOM T[UNOTEH3UN UK
HapyweHua cepgedyHoro putma. HecmoTtpa Ha BbiaBndemoe 3IXO-KIT peryprutaumio Ha
TPEXCTBOPYATOM K/lanaHe C MOBbILWEHMEM AaB/IEHUA B IEFOYHOM apTepun, guarHos JII Tpebyet
KaTeTepu13aLmmn Npasbix OTAEN0B cepaLa.

Neyenne NII. CneumnanbHbix uccnegosaHuin no tepanuun JII npu CKb He npoBoAnnoCh,
MCNONb3YIOTCA peKomeHAaunn, paspaboTaHHble gnsa Tepanum nepsuyHon /I, obasatenbHble
WMHranAuMmM Kucnopoga (NOCTOAHHbIE MM BO BPEMA CHA) ANA YMEHbLUEHUA TUMOKCEMUM;
TpaHchy3MOHHAA Tepanua 3PUTPOLUTAPHON Maccoi. Tepanusa TrMApPOKCUMKapbammaom He
npeaotepallaet passutune /I (C).

5.8. MopakeHne neyeHu n }KenuesbiBOAALLMUX NyTEN

ONchOYHKUMA neyvyeHn U KenyesblBOAALWMX NyTeh — OA4HO W3 Hambonee 4aTbix
ocnoxKHeHut CKB. TlenatobunvapHble OCNOXHEHWA MOMHO pPa3fenuTb Ha HECKOJIbKO
KaTeropum: cBA3aHHble C reMOM30M, Bbl3BaHHblE aHeMMEN U ee TpaHCHY3NOHHOM Tepanuen,
nocneacTBuA «CepnoBUAHOCTU» U Ba30-0KKIO3MK, 3aboneBaHna HecBA3aHHble ¢ CKE.

5.8.1. Xonecras un xonenntunas

XPOHMYECKUI TemMOosInN3, C €ero YCKOPeHHbiIM obmeHom 6unnpybuHa, NpuBOAUT K
BbICOKOI 3a60/1€BAaEMOCTM KeNYHOKAaMeEHHOW 6ose3Hblo. Kak npaBuao, TONbKO MO MPUYUHE
remonmnsa KoHUeHTpauua 6unnpybuHa y naumeHtoB CKB He npesbiwaer 4 mr/an,
KOHbIOrMPOBaHHAA  dpakums  coctaBnseTr  MeHee  10%. 3ameTHOe  yBe/MYEHMUE
HEKOHbIOTMPOBAHHOM dpaKuMK OblM 3aPErMCTPUPOBAHBI B CBA3M C FreHETUYECKUM AedeKTom
rNIOKYPOHUNTPaHCchepasHon cuctembl (cuHapom XKunobepa).

YnbTpasBykoBoe o06cnefoBaHMe MNOMNyAAUMM  NAUMEHTOB MNOKa3asio, YTO Ha4vano
KeNYHOKaMeHHOM 6onesHn npuxoauTbCa Ha Bo3pacT oT 2 Ao 4 net. C BO3pacTOmM 4acToTa
BCTPEYAEMOCTM KeNyHoKameHHoM 60ne3HM yBenuumBaetca, pocturaa K 18 rogam 30%.
PacnpocTpaHeHHOCTb 3TOrO OC/IOMKHEHWS 3aBUCUT OT MNULLEBbIX MPUBA3AHHOCTEN OONbHbIX
(naumeHTbl, MMeloWwmMe B paLMOHe NUTAHMA NpeobnagaHne pPacTUTENbHbIX BOJIOKOH, pexe
UMEIOT XONeNnTMa3) ureHotmna 3aboneBaHuA. KceHOBMOTMKM, Takue KaK uedanocnopuHbl
TPETbEro MOKOJIEHWUA, MOTYT KPMCTAN/IM30BaTbCA B NMPOCBETE }KENYHOrO My3bIpsA, @ Pasanuuna B
MCNONb30BaHUMN TaKUX aHTUBMOTMKOB MOXKET 06BACHUTL HEKOTOpPbIE reorpaduyeckme pasnmumns
B 4acToTe pa3BUTUA Xxonenutuasa. CoHacnefoBaHMe O-TasflaCCEMUM YMEHbLUAET CTeNeHb
remo/sin3a u, COOTBETCTBEHHO, YacTOTy 06pa3oBaHMsA KaMHeN B KenyHom ny3bipe. O6CTpyKumA
06LWEro ¥KeN4yHoro NPOTOKa YacTo HenoJiHasA, NOCKONbKY NMUIMeHTHble KaMHM Hebonblune, HO
OHM BCE K& MOryT BbI3blBAaTb XapaKTepHble OMOXMMUYECKMEe U3MEeHEeHMA XoJsecTasa.
*KenyHokameHHan 60ne3Hb MOXKET NPOTEKaTb C AN 6e3 NaHKpeaTUTa.

enuHblh 0CagoK npeacTaBnAaeT cobolk BA3KMM  MaTepuan, KOTOPbIM He pJaer
aKyCTUYeCcKoM TeHM Ha Y3U m moxeT OblTb NpPenBEeCTHUKOM pPa3BUTUS KENYHOTO KaMHS.
HekoTopble aHTMOMOTWUKM, TaKMe Kak uLedTpUaKcoH, MOryT crnocobctBoBaTb 06pa3oBaHUIO
ocagka. NccnepgosaHma y nauneHToB ¢ CKB NoKasbiBatloT, YTO B Ke/NYHOM MNy3blpe 0CafoK 4acTo
BCTPEYAETCA C KAMHAMM, HO OCaZoK cam No cebe MOXKET 1 He NporpeccMpoBaTb B obpa3oBaHue
KaMHel. Tem He meHee, nepunog HabatoaeHna 3a 601bHbIMKU B TAaKUX UCCEA0BAHMAX Mal.
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5.8.2. OCTpbIit U XPOHUUECKUI XOeLUCTUT

JNlnxopagKa, TOWHOTa, pBOTa U 6OAM B XKMBOTE — YacTble MPOABAEHUA NPU MHOTUX
3a60n1€BaHNAX MNEYEHM, KULLIEYHWMKA, NOAMKENYAOYHOW Kenesbl, MO3BOHKOB, JErkKMX W
HeBpoaornyecknx 3abonesaHuin. B Tabnamue 7 npeacraBneH nepedyeHb 3ab0sieBaHUIA, KOTOpble
MOTyT B Ae6loTe MMEeTb Bbille NepPedYnUcNeHHble CUMNTOMbI, U YacTo BCTpeyaroTcs Y 60/bHbIX
CKB.

Tabnuvua 7. MpuunHbl 601K B KMBOTE (MPaBblit BEPXHUIA KBAAPAHT) MU U3MEHEHUA MEeYeHOYHbIX
nokasaTenei B GUOXMMNYECKOM aHANN3e KPOBM.

Bunoma

®PoKanbHaA HOAYNAPHAA TMNEepPniIasua NeYeHn y geten
lpnbKoBOE NOpaXKeHMeE NeveHu

CTeHO3 ne4yeHOYHOM apTepun
NHdpapKT/abcuecc nevyeHu

Tpom603 neyeHOUYHOW BEHDI

Nwemuns meseHTepmK/TONCTOKULLEYHAS
MaHKpeaTuT

MepuanneHANKYNAPHbIN abcuecc
OKO0/10 TONICTOKMLIEYHbIN abcuecc
NHdapKT/abcuecc nerkoro

Tpomb03 noyeyHol’ BeHbI

Heobxogmmo npoBeseHue  TWATENbHOTO  KAMHWYecKoro  obcnenoBaHuA  anA
YCTQHOB/IEHMA 4YeTKoro AmarHosa. CuuHTUrpadua neyeHU MOXKET ObiTb MOJIE3HOM, HO ero
MCNONb30BaHME SABAAETCA CMNOPHLIM M3-33 BbICOKOTO MNPOLEHTA JIOXKHO MNONOXKUTENbHbIX
pe3ynbTaTOB M HU3KOW MPOrHOCTUYECKOM LEHHOCTU MNONOXMUTENbHOro pesynbTata. Tem He
MeHee, OHa WMeeT BbICOKYKD OTPULATE/NIbHYI0 MNPOrHOCTUYECKYD LLEeHHOCTb. JIOXHO
NMONIOXKUTENbHBIA pPe3ynbTaT MOXET BO3HMKHYTb B pe3ynbTaTe A/IMTENbHOro roN04aHUA,
TAMKeNbIX 3ab60neBaHNN NeyeHu, 06CTPYKLUMA BHEMEYEHOUYHOM, XPOHUYECKUIA XONEUUCTUT, UK
HaPKOTMYECKOro MHAYLMPOBaHHbIM cnasm chuHKTepa Oaaun.

JleyeHne octporo xoneuuctuta y 6onbHbix ¢ CKb He oTanyaeTca OT ero neyeHusa B
obwen nonynAauMM U BKAKOYAET aHTMOaKTepuManbHylo Tepanuio M obLlas noaaep’kusaroLan
Tepanua C nocaeaylowenxoneyucTakToOMmMen Yyepes HeCKo/IbKO Heaenb Nocie 3aBeplleHus
OCTPOro anmM3oaa.

XoneumcTakToMuma

JTanapockonuyeckaa XONEeLUMCTIKTOMUA AN XOPOLWO MNOArOTOBAEHHOrO nauuMeHTa —
CTaHAAPTHbIM noaxos (B). O4HAaKO CMMMNTOMbI XO/IEUMCTUTA 4YacTO COXPAHATCA nocse
XONEUMCTIKTOMMUMN. NHTpaonepaumoHHas XxonaHruorpadus (MOX) numeeT  JIOXKHO
NONOXUTENbHbIE pe3ynbTaTtbl B 25% cnyyaes, N03TOMy HEOb6X0AMMO OTAABaTb MpeanoyTeHune
3HA0CKONMYeCcKan peTporpagHaa  XonaHruonaHkpeatorpadus (3PXNr) Bo  Bpems
lanapoCcKonUYeckom  xoneuuctaktommn  (B).  ArpeccuBHbin  noaxon — obecneymBaet
NPENMYLLLECTBO CHUMKEHMA pPUCKA OCNOXKHEHUN KENYHO-KAaMeHHOW 6onesHn, a Takxke
yCTpaHeHne H60ne3HN }KenyHoro nysbipa B AnddepeHuManbHOM AMarHocTnke 60amM B npasom
BEPXHEM KBagpPaHTE KMBOTA.

5.8.3. lenatur
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OcTpbii BUPYCHbIM renatuT y 60nbHbix ¢ CKB MmeeT Te e camble KAMHUYECKME
nponAB/eHUsA, YTO U B 0bwel nonyasumu. Yactota BupycHoro renatuta B u Cy 6onbHbIx ¢ CKB
CYLLLECTBEHHO Bbile Yem B 0bwei nonynauumm, Bcneacreme TpaHcy3MOHHOM Tepanuu. B ceAsm
C BbICOKMM PUCKOM WHOUUMPOBAHMA BUPYCOM renatuta B Heobxogumo obecneuntb
BaKLUMHaumio naumeHTa ¢ CKb npoTtus renatuTa B yke B paHHem Bo3pacTe. l'enatut Cy 60/1bHbIX
CKB B OCHOBHOM BCTpeYaeTcA B BUAE XPOHMYECKOro renatnuta ¢ MCXo40mM B UMppos. EcTb onbIT
TpaHCNAaHTaUMM nevyeHn npu umppose y 6oabHbIX ¢ CKE (D). Mpu xpoHuyeckom renatute C
TO/IbKO 25% MauMEHTOB MMEIOT He3HauMTeNbHoe (B Npeaenax 2-x Hopm) nosbiweHne A/TT/ACT.
Yacto xpoHudeckuit renatut C y 6osbHbix CKB umeeT BHeneyeHo4YHyd MaHudbecTauuto
BK/1tOYan: KOXHbI  NEMKOLMTOKNACTHbIN BACKY/INT, 3CCeHUMaNnbHan CMeLlaHHanA
KpuornobyanHemmnsa ¢ nNypnypow, apTpanruu, rnomepynoHedput u  nepudepunyeckas
Henponatua. JleyeHne renatuta C npu CKB nokasaHo npu NepcucTUpylolLem MNOBbIWEHUN
aktTuBHoctn AJIT/ACT usbisiBneHnn penamnkauumn PHK supyca renatuta C (nonoxutenbHas MLP)
AN NPU3HAKM XPOHMYECKOro renatnta npu ruCcToNIorM4eckom ncciefoBaHnmM 6MonNTaTa NevyeHu.
JleyeHne NpoBOAMTLCA TaKKe Kak U B 06Lwen nonynauum (B).

OnucaHbl cnyy4aun pasBUTUA ayTOMMMYHHOrO renatuta y 6onbHbix ¢ CKB (D). OH
XapaKTepuayeTca HanuMumem T-KAETOYHbIX WMHOUANLTPATOB B MNEpPUNOPTafbHbIX 0bnacTax c
MOCTUKamM ¢unbposa M ouvaramum HeKpo3a B rucTonpenapatax MEYEHW W BblPAXKEHHOM
NOZIMKNOHANbHOW rammanatmen. OH covyeTaeTcA C BHEMNeYeHOYHbIMU MPOABNEHUAMWU B BUAE
apTponaTun, CbiNU WU A3BaMMU HUKHWUX KOoHeyHocTel. Ona naumeHToB ¢ CKB 3ddeKTMBHbIM
asnaetca nnasmooepes (D).AnuTenbHblli (B TeyeHne 24 mecAues) nNpuem npegHM30/10Ha U
a3aTMONPUHA Bbli3blBa/l PEMUCCUIO KTUHUYECKYIO (BMOXMMMUYECKYIO M 3aTEM TMCTONOTMYECKYHO) Y
nauueHTos c CKB (D).

5.8.4. Temocupepos/remoxpomaros

MocTTpaHcdy3MOHHaA neperpyska Kenesom U/Uam coHacnesoBaHWe HacneacTBEHHOro
remoxpomaTosa MPUBOAAT K MOBPEeXKAeHUo neyeHwu. [11a paHHero BblABJAEHMA OTN0XeHuA
enesa B nevyeHn Heobxogmmo nposoantb MPT B pexkume T2* neueHun He pexke 1 pasa B rog u
onpeaeneHue cogepxaHna pepputmHa B CbIBOPOTKE KPOBM He perke 1 pasa B 3 mecAua, a npu
HeobxoammocTu 1 vaue (B). Ha 3HaueHMe nocnegHero MoryT okasblBaTb BAMAHME BOCMANEHUE,
aeduumt ackopbaTta, 3aboneBaHme nedyeHu. Mpu BbIABNEHMM BbICOKOTO COAEP)KAHMA Kenesa B
neyeHn HeobXOAMMO HEMEAIEHHO Ha4yaTb XenaTopHyto Tepanuio (aedpepokcamuH 40 mr/Kr/cyT
NOAKOXHO B TeyeHue 8-12 yacos nan aedepasmpokc 30-40 Mr/Kr/cyT BHYTPb exeaHEeBHO), Npu
HeobxoaAMMOoCTM BbICTPOM HOPMAIM3ALUKN COAEPIKAHUA Kene3a B opraHMame — aedpepoKcammH
A0 100 mr/Kr/cyT BHYTPMBEHHO KanesibHO B BUAE HENPEPLIBHON UHPY3UM B TeUeHUN 5-7 aHeln

(B).

5.8.5. OKKno3UA cocyaos

MeyeHOUHble OC/NOMHEHUA, CBA3aHHble C Ba30-OKKAO3Melh, umelT 6Honblwoe
pa3Hoobpa3ne KAMHUYEeCKMX nposasaeHuin. MHorme 6onbHble ¢ CKB metloT renatomeranuio B
TeYeHMe BCEWN KU3HMN.

[eYeHOYHbI KPWU3 WAWM CUHAPOM MpPaBoOro BepxHero keagpaHta (CMBK) npoasnsaetca
601bl0 B NPaBOM BEpPXHEM KBaZpaHTE »KMUBOTA, JIMXOPALKOM, KENTyXOW, NOBbILLEHMEM
aktmBHoctn ANT/ACT un renatomeranvenn. OH BcTpeyaeTca B 10% Ba30-OKK/IO3UBHbIX KPU30B.
BbicTpoe cHuKeHune akTuBHocT AJIT/ACT OTAM4YaeT 3TO COCTOAHWME OT OCTPOro BUPYCHOTO
renatmta. Ona  guddepeHuManbHOM  AMArHOCTMKM  mucnonb3dyetca KT neyeHw, npu
HeobxoaMmocTn aHrnorpaduma noptanbHou cuctemsl (C). JleueHne — cumntomaTudeckoe (C).

OcTpas cekBecTpauma B MNeYeHW, PeaKo AMarHoCTUPyemoe OC/0MKHEHME Ba30-
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OKK/I03MBHOTO KpM3a, XapaKTepum3yeTca CTPEMUTENIbHO HAapaCTaloLWMM YBEIMYEHMEM PAa3MEPOB
NMeYyeHn B COYETAHUW C ObICTPbIM CHUXKEHWEM rematokputa/Hb w nosblweHnem uwucna
peTuKynoumToB. Mpu nanbnaummn nevyeHb rnafakan, NAoOTHOCTb BapbupyeT. O6wmin GUnMpybuH
MOXKeT OblTb CyLW,ecTBEHHO MNOBbIWEHHbIM C NpeobnasaHMeM KOHbIOTMPOBAHHOW GpaKLmK,
NoBbIIEHNE aKTUBHOCTM LWenodYHon docdaTasbl go 650 ME/n (mHoraa 6biBaeT B npeaenax
HOPMbI), NEYEHOYHbIE TPAHCAMMHA3bl KaK NPaBU/IO B NPeAenax HOPMbl UM CAETKa NOBbIWEHbI.
Y31 n KT nokasbiBatoT anddysHoe yBendeHne neyeHun, npu rucTonormyeckom MccieaoBaHnm
— pe3Ko  pacWMpeHHble  CUHYCbl, 3aMoOJIHEHHble  CEepPNnOBUAHLIMUIPUTPOLMTAMM U
aputpodaroumtos KyndepoBCKMMMU KaeTKamu. MoxkeT ObiTb BHYTPMMEYEHOYHbIN XO/1ecTas,
HEKPO3 renaToumnTo3 He TUMUYeH. Bbi3gopoBaeHMe NPOMCXOAUT BeCbMa 4acTo. JleyeHne — B
TAXENbIX Cy4asX 3aMeHHOoe nepennBaHme 3pUTPOLIMTAPHOM Macchl (Mpu npocTon TpaHchy3nn
O4YeHb BbICOKMI PUCK PE3KOro NOBbIWEHUA BAZKOCTU KPOBU M 0bLLEero o6bema LMpKyAMpyoLLemn
KPOBW MpW paspelleHnn CEKBECTPALLMOHHOIO KpK3a), B cpegHe TAXEesbIX U NEerkux Cayyvyanax —
cumnTomaTtmyeckasa tepanua (C).

EcTb eAWMHWYHbIe OMMWCAHUMA OCTPOM NEYEHOYHOKNETOYHOM HeAOCTAaTOYHOCTU C
MacCCMBHbIMW HEKPO3aMW MeYeHU B OTCYTCTBMM BUPYCHOro renatuta. [locne 3amMeHHOM
TPaHChY3NN 3PUTPOLUTAPHOM MACCbl OTMEYAETCA CTPEMUTENIBHOE YAYYLLEHME KAK KANHUYECKM,
Tak 6buonormyecku (D).

OcCTpbIi U XPOHUYECKUI XOJ1IeCTa3 CONPOBOXKAAET MHOTME KNMHUYECKME NPOABAEHUA Y
601bHbIX ¢ CKB. BeccMMnTOMHbIM MAUMEHTAM C CUHAPOMOM XO/ecTasa (pe3koe moBblWeHUe
6unnpybuHa, ymepeHHoOe NoBbiWeHME Weno4yHom ¢pocdaTtasbl M NEYEHOUYHbIX TPaHCaMMHa3, be3
HapyweHuA 6eNKOBOCMHTETUYECKOM GYHKLMWU MevyeHu) nevyeHne He TpebyeTca, paspelsaeTcs
CaMOCTOATENIbHO B TeuyeHne mecAaua. Mpu BbIpaXKEHHOM KeNTyxe, CONPOBOXKAAIOLWENCA 3yA0M,
ONpaBAAHO HA3HAYEHME KeNYEroHHbIX NpenapaTos (D).

OnucaHo HECKONbKO cnyyaes NPOrpeccupyolero  XosecTasa, KoTopble
XapaKTepu3oBaancb 60/bl0 B BEPXHEM NPABOM KBaZpaHTE }KMBOTA, SKCTPEMANIbHO BbICOKMM
coaepKaHuem bunmpybuHa, peskum noBbieHMEM LWeno4yHon ¢ocdaTtasbl, BapuabenbHbIM
MoBbIWEHNEM NneYyeHOYHbIX TpaHCaMMHa3, Yyacto COMPOBOXAANUCH noYeyHoM
HeAO0CTaTOYHOCTbIO, TPOMBOLMMNEHNEN U BbIPAXKEHHOM rMNokoarynaunen. CMepTHOCTb 3a cyeT
HEKOHTPO/IMPYEMOI KPOBOTOUYMBOCTU M MEYEHOYHOKNETOYHON HeAOoCTaTOYHOCTU. JleueHne —
3aMeHHble TpaHChy3MM 3SPUTPOLUTAPHOM MacCbl, Naasmodepes CO CBEKE3AMOPOIKEHHOM
nnasmoi, TpaHcdysum TpombokoHueHTpaTa (D). Mpu rMcTonormyeckom MccnegoBaHUM NevyeHu
NnaumMeHToB C X0/ecTa3om (OCTpbIM M MPOrpPeccMpyroLLnMM) onpenensieTca MHOMKECTBEHHble
CeprnoBUAHbIE KNETKU BHYTPU CUHYCOUAOB, rMnepnaasna KyndepoBCKUX KNETOK ¢ paroLmto3om
CepnoBUAHbIX SPUTPOLUTOB.

5.9. CukBecTpauua B ceneseHke

CekBecTpaumnsa B Cefe3eHKe — OCHOBHAA MPUYMHA OCTPOro FNyBOKOro CHUXKeHWA
remornobuHa, YTo He peaKo MPUMBOAMT K NeTasbHOMY ucxoay (y AeTel ofHa M3 OCHOBHbIX
NPUYUH CMEPTH).

OcTtpaa cekBecTpauua B ceneseHKke (OCC) pasBuBaeTcA B pe3y/bTaTe 3aLeprKKu
3pUTPOLUTOB B Cefe3eHKe C MOCNeAylLWUM PasBUTUEM CTPEMUTENbHOTO CHMXKeHuAa Hb (u
BbICOKMM PUCKOM Pa3BUTUA TUMOKCUYECKOro WoKa. [uarHoctuyeckumn Kputepuamm OCC
MOKHO CUYMTaTb CTpemuTenbHoe cHUKeHue Hb Ha 20 r/n OTHOCMTENbHO WMCXOAHOrO, Pe3Ko
BbIPA’KEHHbIA PETUKYIOUUTO3, OCTPO pa3suBLIanaca cnaeHomeranm. OCC MOXKeT BO3HUKHYTb B
nybom Bo3pacTe HauMHaA € 5 HeZenb Ku3HW, Hambonee yacto ¢ 3 mec. Ao 5 net, yacto
NPOBOUMPYETCA BUPYCHOM UAM  OakTepuanbHoW uHeKumenn. OB6bIYHbIE  KAMHMYECKUE
npossaeHnsa npu OCC — BHe3anHaA cnaboctb, 61e4HOCTb, TaXMKAPAUA, TAXMMHOI N yBEAUYEHNE
*unBoTa. CmepTHOCTb Npn OCC coctasnaet 20%. MporHoctnyeckne ¢paktopbl pa3sutma OCC He
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onpeaeneHbl. Hanbonee yacto n B 6onee paHHem Bo3pacte OCC passuBaeTca y 6ONbHbIX C
HbSS CKB, pexe npu HbSC 1 S/B*-Tanaccemmeli (cpeaHuin Bospact 9 ner).

JleyeHne OCC. JleyeHne [ONKHO ObITb HayaTo HemegneHHo (OCC mokeT 6biTb
daTanbHbIM B TeYeHME MepBbiX YACOB), INMABHOE KOPPEKLUMA TMNOBONEMUM NyTEM TPaHCHy3Us
3pUTPOLUTAPHOM  Maccbl. [ocne  TpaHcysuM  SpUTPOUUTAPHOM  MACCbl  SPUTPOLMUTDI
«3afleprKaHHble» cene3eHKoM 0cCBOOOXKAATCA, BMeECTe C 3TUM YMEHbLIATCA pa3mepbl
ceneseHkn v nosbliwaetca Hb (npuyem B GO/MbLUMHCTBE CAy4yaeB Bbllle, YeM OXMAAETCA C
ydyeTom TpaHcdysum). OCC MOXKEeT NOBTOPATbCA, YTO 3aBUCUT OT Aa/IbHEWULLIEro JieYeHus
60/bHOrO:  AMHamuyeckoe  HabnaeHWe, XpPOHWYecKMe  (perynsipHble)  TpaHcohy3um
3PUTPOUMUTAPHON  MacCbl, CMJIEHIKTOMMA  (TOoTanbHadA). [MHamuyeckoe HabawogeHwe
pekomeHayeTca Ana B3pOC/biXx 60/sbHbIX, T.K. OCC y HMX KaK MpaBWIO cpedHen CTeneHu
TAXECTU M Pa3BMBAETCA CYLLECTBEHHO pexe, yem y geteit (B). XpoHuuyeckue (perynspHble)
TPaHCPY3UM 3PUTPOLUTAPHOM MaCCbl PEKOMEHAYIOTCA AeTAM A0 2-neTHero Bo3pacta (B). Bcem
nauneHtam CKb B BO3pacTte crapwe 2 net npu passutumn taxkenoro OCC pekomeHayeTcA
nposeaeHune cnaeHakTomuu (B).

5.10. NoparkeHue noyek

Moykn y 60nbHbIX ¢ CKB MMET MHOXECTBEHHbIE CTPYKTYpHble U GYHKLMOHANAbHbIE
HapyweHMA Ha nNpPOTAMEHUM Bcero HedppoHa. Mo3roBoe BeLWECTBO MNOYKU, MECTO
pPacnonoXKeHMA NoYeYHbIX KaHaNbLEB, COCYA0B (YacTo Ha3biBaeTCcA vasa recta) xapakrtepumsyeTca
FTMNOKCMEN, auMaoM, T[UNEPTOHUYHOCTbIO, 4YTO cnocobeteyeT noaumepusaumm HbS n,
COOTBETCTBEHHO, CEepPnoBUAHOCTU 3PUTPOLMUTOB, YTO MPUBOAMT K ObICTPOMY HapyLIEHUIO
KPOBOCHab)XeHUA, a Bcaeq 3a 3sTUM M OyHKUMM. C BO3PaCcTOM OTMEYaeTCA Pe3Koe CHUMKEHMUEe
KO/NINYecTBa COCyAOB B 3TOM 06/1acTM, OCTaBLIMECA COCyAbl 3HAYMTENbHO pPacWUpPEHbl U
CNMpPaneBuMaHO M3BMUTbl M YAcTO C/EMNO 3aKaH4yMBawTca. B Tabnvue 8 cymmupoBaHbl Bce
no4vyeyHble OCNOXHEHMA Bbl3BaHHble CKbB.

Tabnunua 8. NopaxkeHne noyek npu CKB.

CoctoaHue KommeHTapum
HapyweHue ¢dyHKUMKM ancTanbHOroHedpoHa
fmnocTeHnypwusa He cBA3aHa c aHemuel

HapyLueHne KMC/IOTHOCTM MOoYM
HapylieHune aKckpeumn Kanms

HenonHbIi AnCTaNbHbIMA KaHabLEBbIM auma03
Pa3BMBaeTCs HECMOTPA HAa HOPMAaJIbHbIAOTBET
Ha pPeHWH/anbaoCTepPoH

CybHopmanbHasa _QYHKUMA NPOKCUMAJbHbIX

KaHanbLes
MNoBbiweHne
MUKporiobynmHa
MoBbiweHMe peabcopbumnm docdopa
MoBblleHMEe CEKPELMM MOYEBON KMCNOTbI
MoBblleHMe ceKpeLmmn KpeaTuHUHA

peabcopbunm B2-

He npuBoauT K natonorum

feMoaMHAMUYECKME NSMEHEHNA

MoBblWeHME CKOPOCTU TOKA Na3Mbl B MOYKAX
MoBbiWweHne CKOpPOCTH Knybo4ykoBoi
dunbTpaymm

CHUKeHun dunbTpupyemon Gpakuymm

MeguunpyeTca npocTariaHgMHamm

[emaTypwma

B 80% cnyyaeB pa3BMBAETCA B 1IEBOM MOYKE

MeaynnapHasa KapunMHOMa NOYKHU

NanunnapHbIA HEKPO3

YacTo npuBoAUT K noyeyHowm
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HeA0CTaTOYHOCTH
OcTpas noYyeyHana HeAOCTaTOYHOCTb MoskeT coyeTaTbca ¢ pabaommomsom
NHdeKLMs MoYEBbIAEANTEIbHbIX NYTEN OcobeHHo y 6epeMeHHbIX
HapyleHune kny6o4ykoB Y B3pocnbix 60NbHbIX C BO3PacTOM UM
MpoTenHypusa «UeHTpanbHO-AdpUKaHCKMM» rannoTMnom
HedpoTnyeckuit cuHapom Knactepa B*-rno61HOBOrO reHa
XpoHuyecKkan noyevyHas HeLOCTaTOYHOCTb

MnocTeHypua — HeconocbHOCTb KOHLLEHTPMPOBATb MOYy — Hanbosiee YacToe NoveyHoe
ocnoxHeHne CKB, KoTopoe pa3BMBaeTCA yXe B paHHEM AETCKOM BO3pacTe U NpoABAAeTCA B
BMAEe SHypes3a. HapyweHue KOHUEHTPAUMOHHOM GYHKUMM NOYeK YacTo co4yeTaetcA C
HUKTypueln. B pesynbTate HapyweHHOM CnOCOBHOCTU KOHUEHTPMpOoBaTb Moyy 6onbHble ¢ CKB
b6onee 4yBCTBUTENbHbI K Aervapataumun, GakTopy KOTOpbIM NpoBOUMpPYeT pa3BUTUE Baso-
OKKNto3uKn. Moatomy 6onbHbiIM ¢ CKB O4YeHb Ba)KHO ynoTpebnaTb MHOro KMAKOCTU AnA
KOMMEeHcaLmn ee NoTepu 3a cyeT runocteHypun (C).

HouyHow aHype3

HouyHoM 3Hype3 moxeT OblTb NpPOABAEHMEM T[UMNOKCUW TONOBHOIO MO3ra, YTO
NPOUCXOANT 3a CYeT NPOANPEepPaTUBHOM 3SHAOTENMONATUM U MOXKET ObiTb OAHUM U3
NPOABIEHNI KHEMbIX» MHCYNbTOB Y 60bHbIX ¢ HBSS. Ecin HOUYHOM 3HYpPE3 COXpPaHAETCA Y AeTel
ctapwe 1 roga Heobxoammo npoBecTn obcnegoBaHue pebeHKa A/1Aa UCKIOYEHUs NaToIorum
MOY€eBbIAENINTENIbHOM CUCTEMBI, MPOBECTM aHANN3 NUTLEBOrO peXKMma pebeHKa (paBHOMeEpPHO
pacnpefenvTb XUAKOCTb B Te4EeHUM AHA), beceay C poauTenamm o He0b6XoAMMOCTM KOHTPONSA
33 mouyeucnyckaHusmu pebeHKa (byauTb pebeHKa Houblo ANA  AOMNONAHUTENIbHOro
MoYeuncnyckanuma). Ecam K 6 rogam He yaanocb KynupoBab HOYHOM 3Hypes, TO Heobxoaumo
npoBoguTb uccnegoBaHne sO, B HOYHOE BpemMsi, PEKOMEHAOBATb AOMNONAHUTENbHYHO
oKcureHauymto nomeueHuns (C), npu OTCYyTCTBMM OTBETA HA CTaHAAPTHble ANA KYyNMPOBaHMUA
HOYHOTO 3HYpe3a PEKOMEHAALNM PAaCCMOTPETL BOMPOC O Tepanuun gecmonpeccuHom (C).

AncodyHKUMA KaHanbLeB

HapylieHue KMCNIOTHOCTM MOoYM YacTo BcTpedaeTca y 60nbHbiXx CKB. O6bI4YHO MauMeHTbl
MMEIT HOPMaAJIbHbIM OTBET Ha aNbAOCTEPOH M PeHUH. [epBMYHO — HEMnoNHbIN auMaos
OMCTaNbHbIX NOYEYHbIX KaHANbLEB, TAXECTb HAPYLIEHMA KMCIOTHOCTU MOYM CBA3AHA OTYACTU C
TAXKECTbIO TMNOCTEHYPUMN.

HapyweHune 3KCKpeuum Kanma He MpuBOAMUT K TMNEpKa/MeEMUU NPU COXPAHEHUM
bYHKUMM MOYEK, HO MPU UCMONb30BaHMM BONbHBIMK TMMOTEH3UBHBIX NpenapaTos (610KaTopbl
aHreoTeHsuH npesBpawarmuwero d¢epmeHTa, 6eTa-6n0KaTopbl U Kanun-cbeperatome
OVNYPETUKM) MOKET pasBuTbCA runepkanvemus (C).

MoBbllWweHWe CeKpeLunn KpeaTuHUHA NPUBOAUT K HU3KOMY COAEPMKAHUIO KPeaTUHUHA B
CbIBOPOTKE KPOBU M, TaKMM 0bpa3om, nepeoueHKe ¢yHKUUM KayboudKkoBon ¢punbTpauumn vy
60nbHbIXx CKB. PasHuua coctasnaet o 30% npu oueHKe cKopocTn Knyboukosoi ¢dunbTpaumm
No KAMPEHCY WHYAMHA. ITy O0COBEHHOCTb HEeobXoAMMO y4MUTbIBaTb MNPU  Ha3HAYEeHUU
npenapaTos, Y KOTOPbIX MOYKM — OCHOBHOW MyTb BbIBEAEHUA.

HecmoTps Ha NoBbIWEHNE CEKpPeLMN MOYEBOM KMCAOTbl nauneHTbl ¢ CKb yacto nmetot
rMnepypuKemmio 1 NpeapacnonoxeHbl K BTOPUYHOM nogarpe.

Fematypusa

Fematypua — udactoe ocnoxHeHue npu CKB, KoTopoe pa3BuBaeTca a pesynbTaTe
nonvmepwusaumm HbS M cepnoBMAHOCTU 3PUTPOLMTOB B MO3FOBOM Cnoe no4vek. OHa morkeT
O6bITb  MaHWMOPECTHbIM MPU3HAKOM NAMUANAPHOTO HEKPO3a WAM MOYEYHON MeayNNAPHOM
KapuMHOMbI. B 6ONbLUMHCTBE CNy4yaeB KPOBOMOTEPA MPOUCXOAMT W3 JIEBOM MOYKM, KpaliHe
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penKo BoBAeKaeTcA bMnatepanbHan Noyka. JleyeHne BKAOYAET NOCTE/IbHBIN PEeXUM, KOHTPONb
anypesa (BbINUTO/BblAENEHO), NPU CYLLECTBEHHOM KpoBomnoTepe — HasHadyeHue npenapaTos
xenesa uam TpaHchysmumn spuTpountTapHoi macchl (C), BO3MOXKHa Tepanus Ba3oNpeccMHOM U
3MNCUNIOH-aMMHOKaNpPoHoBOM Kucnotol (D). MocnegHue moryT Bbi3BaTb TPOMO0O0Opa3oBaHUe B
cocyfax no4vek, NO3TOMy WX Ha3HayeHWe He XKenaTenbHo. [pu AAUTENbHOM U KU3HU-
yrpoxawLem KpoBOTEYEHUU M3 MOYKM MOMKHO pPaCcCMOTPeTb BapUaHT XUPYPruyeckoro
NleYeHUs: peseKLmMa KpOBOTOYALLLEro CerMeHTa UM O4HOCTOPOHHAA HedpakTomus (C).

FemaTypus MOXKeT NoaBuUTbCA Uy HocuTenen HbS (HbAS).

OcTpas novyeyHaa HeAOCTaTOYHOCTb

OMNH pa3BuBaetca y 60nbHbIX ¢ CKb Kak 0AHO M3 MNpPOAB/SIEHWI OCTPOro CHMHAPOMA
noanopraHHon HepoctatodHoctn (OCMOH). ITOT CMHAPOM XapaKTepusyeTca BHe3amnHbiM
Haya/IoM TAXKeNon ANCOYHKUMN KaK MUHMMYM ABYX OCHOBHbIX CUCTEM OpraHM3ma (Hanpumep,
MOYKW, JNEerknme, neyvyeHb) B TeyeHMe ocTporo 601eBOro Ba30-OKK/AO3MBHOIO  Kpu3a.
MaTodpunsonorma OCMOH — Ba30-OKKAO3UA MENKUX COCYAOB B OpraHax-MULLEHAX C Pa3BUTUEM
MWEMUM MAPEHXMMbl OPraHOB W HapyweHue wux o¢yHKuun. ONMH MoKeT conpoBOXKAaATb
pabgomuonuns. JleyeHne — ObICTPOE Hayano TpaHChy3MOHHOM Tepanum (Mpoctaa MAu
0bMeHHan), N03BOAAET NOJIHOCTbIO PAa3PELUNTb 3TOT CUHAPOM.

[nomepynapHble HAPYLIEHMA U XPOHUYECKAA NoYeYHaa HeAOCTaTOYHOCTb

MpoTenHypuA, KOTOpPaA MOXKET MPOrpeccMpoBatb B HEPPOTUYECKU CUHOPOM, -
Hanbonee yactaa MaHupecTauma noparkeHma Knyboukos y 6onbHbix CKB. bonee Toro, go 40%
60onbHbix CKB (HbSS)Moryt nepeit B XPOHMYECKYID MNOYEeYHyt HepgocTaToyHocTb (XIMH).
MHrMbUTOpPbI aHreoTeEH3MH npeBpalaowero G¢epmeHTa MOryT YMEHbLWMUTb NATO/OrMYecKue
M3MEHEHMA TaKMe, KaK OKaNbHbIA WMAW  CErMEHTApPHbIN  [IOMEPYNOCKAEPO3, CHU3UTb
3KCKpeuuto 6enka Novykamu y nauMeHToB C paHHeW MaHudecTaumeinn cepnoBUAHOKIETOYHOM
HedponaTtmun. MNoyeyHasa HegOCTaTOYHOCTL 6oNee paHO passmBaeTca y naymeHToB ¢ HbSS, yem ¢
HbSC. Mpeauktopamn pas3sutna XMH y 6onbHbix CKB (HbSS) aBnatoTcs apTepuanbHas
rMnepTeHsma, NPOTEeUMHYpPMA, BO3paCTalOWaA TAXKECTb aHEMUW U TFemaTypua, Kpome Toro
BbICOKMIN puck passutna XMH oTmevaetca y 60nbHbIX € «LeHTpanbHO-AbpUKAHCKMM»
rannoTMnom Knacrtepa Bs-rnO6MHOBOFO reHa. CtTaHgapTHOro metoa nevyeHms HepponaTum npm
CKB Hert. MpuroaeH nobon cnocob, 3ameansaolmnii nporpeccuio 3abonesanma. Mpu Hannumm
HedponaTMM He peKkomeHayeTca ucnosb3oBaHue HIBIM, T.K. OHW CYyWECTBEHHO CHUXAKOT
CKOPOCTb KNyH60o4KOoBOM GUABTPALMU U CKOPOCTb NMOYEYHOro KPOBOTOKA Yy naumeHToB ¢ CKB (C).
EcTb coobuieHNsa 0 TOM, YTO aZleKBATHAsA MNOTEH3UBHAA Tepanusa CNnocobCTByeT 3aMeasieHUIo
nporpeccun B XMH (D), ogHako HEOBXOAMMO MOMHUTb, YTO Ype3mMepHoe MNoHuKeHue Al u
Aernapatauma NnpuBoAAT K Pa3BUTUIO Ba30-0KKNO3MKN. CoaepikaHne 3pnTponoaTMHa y 601bHbIX
CKB Bblilwe, 4em OXKnaaeTca nNpu gaHHOM cogepaHuu Hb, yuto ob6bACHAETCA CABUTOM KPUBOWM
anccoumaumm Kucnopoga snpaso. Mpu nporpeccuBHOM HapyweHUn GyHKUMM nodek 6onbHble ¢
CKB 6yayT Hy»KAaTbCA B Tepanum 3pUTPONO3ITUHOM, 4,03bl KOTOPOrO AO/IXKHbI ObiTb BblLLE, YEM
ans nauneHtos 6e3 CKB (D). Mpun HeapheKTUBHOCTM 3PUTPONOSTUHA HEOBXOAMMO NPOBOAMUTL
TpaHCchY3UM 3PUTPOLIMTAPHONM Maccbl He gonyckas neperpy3kn obvemom (D). Mpu XMH vy
60onbHbix CKB npoBoaAT remoananus uanm neputoHeanbHblid guanus (C), TpaHcnAaHTaLuMio
noyek (D). Ana npenoTBpaLLeHMA NOBPEXKAEHNA TPAHCNNAHTUPOBAHHOM NOYKM LienecoobpasHo
NPOBOAUTb 3aMeHHble TPaHCHY3UU IPUTPOLUTAPHOM Maccbl UAn GaeboTomun NpU BbICOKOM
remornobuxe (D).

MapoKkcnkapbamma, sKCKpeTupyeTca MNOCKamMu, NO3TOMY Y BO/MbHbIX C HapyweHuem
bYHKUNM noyek HeobxoaMmo bonee BHMMATE/NIbHO MOHUTOPUPOBATL [o3y
r’MApoKcuKapbammaa.

5.11. Npuanusm
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Mpuanu3am — CTOMKAA Ccamonpou3BOSibHaA bonesHeHHaa 3spekumAa. CpeaHWA Bo3pacT
Pa3BUTMA 3TOrO OC/IOXKHeHUA 12 neT, K 20 rogam 89% myKumH 60/1bHbIX CKB umenn oanH nnu
HECKONbKO 3Nn30408. lpuUUMHA pasBUTUA — Ba30-OKK/IO3MA BEHO3HOrO ApeHarka NoJ0BOro
yneHa. [puanuam cumTaeTca AAUTENbHbIM, €eCan  npojonkaeTca 6onee Tpex Yacos,
KpaTKOBPEMEHHbIM, eCN ero NPoAO/IKUTENbHOCTb OT HECKOJIbKMX MUHYT A0 Tpex 4acos U
KynuMpyeTca CamoCToATENbHO. [MOBTOpHbIe 3NM304bl MpuanuMama nNpuMBoAAT K ¢ubposy u
nmnoteHunn. HeobxogMmo 06BACHUTL MaLMeHTam, YTO NPOBOLMPOBATL PA3BUTUE NpManM3ma
MOET MOJIHbIA MOYEBOM My3blPb, MO3TOMY HEOOXOAMMO pPerynapHoe 4YacToe OMOpPOXKHeHUe
MOY€EBOro Ny3blps; OAUTE/IbHAA CEKCYa/ibHAsA aKTUBHOCTb; HAPKOTUKU U CUIbHOAENCTBYOLNE
npenapatbl (Hanpumep, KOKaWH, anKoronb, TECTOCTEPOH, MNCUXOTPOMHbIE MNpenapaTsl,
cungeHadun); MHPEKUMs MOYEeBbILENUTENIBHON CUCTEMbI, TPaBmMa ypeTpbl. MpU KOPOTKMX
anM304ax Npuanuama pPeKoOMeHAYyeTCA NUTb AOMNONAHUTENIbHbIN O0O6beM XWAKOCTU, NPUHATb
BHYTPb aHeNreTMK, M, KaK TONbKO Hayanca 3nu3od, HemeasneHHo nomoumtbca (D).Mpwm
ONINTeNIbHOM MpUanmsame — SKTPEeHHaA rocnuTanmsauma, ecin geTtymecLeHumMa He NpomsoLna B
TeyeHMe 1 yvaca nocne obpaweHna B CTauMOHap, HeobxoAMMO npoBeAeHME NYHKLUK
KaBepHO3HOro Tesna (npoueaypa AO0MKHA 6biTb NpoBeseHa B TeyeHue 4-6 4acoB C MOMEHTA
Hayana; ucnonbayeTtcs urna pasmepom 23G, nocne acnMpauumn KpoBu HeOHXOAMMO MPOMbITb
KaBepHbl pacTBOPOM anunHedpmrHa B $p1M3010rM4eckom pactesope B passegeHum 1:1000000) (D).
B cnyyae He 3PPeKTMBHOCTM peKoMeHOyeTCA aBTOMATMYEeCKaa 3amMeHHasa TpaHcohysuma
3PUTPOLUTAPHON Macchl Ana 6bicTporo cHMKkeHua HBS go meHee 30%. MoBTOpPHbIe 3nM304bl
npuanusma npuBoAAT K MmnoteHumn. Mpu HeoBXOAMMOCTM YACTbIX MYHKUMA U OPOLUEHUM
KaBEPHO3HOro Tesna MOXKHO MCNO/b30BaTb LYHTUMPYOWY npoueaypy (npoueaypa BuHTepa,
WYHT HaKNaAblBaeTCA MeXAy rO/IOBKOM NeHuca U AUCTANbHOM 4acCTbio KaBEPHO3HOro Tesa ¢
nomoubto Tru-cut GMONCMMHON UIAbl, YTO MO3BOAUT KPOBM MOCTYNaTb MUHYA KaBepHO3HOEe
Teno B rybuatoe Teno) (D). [Ona KynupoBaHMA MpuanuamMa MOXKHO [ONOJHUTENbHO
MCNosb30BaTb MPenapaTbl A-arOHUCTbl U B-aroHUCTbI, Hanpumep, TepbytanmH (D), a-aroHucTt
3TuNnedpuH B BUAE UHDBEKL MM KaBEPHO3HbIN cuHyc (D).

OcnoxHeHne npuanusma WM ero nevyeHna — KPOBOTEYEHMEe W3 MeCT MYHKUUKM Uau
WYHTUPOBAHMNA, MHOEKLNMN, HEKPO3 KOXKW, MOBPEXAEHME U CTPUKTYpPbl ypeTpbl, GUCTyAbl U
MMnoTeHuMs. B cnyyae MMNoOTeHUUM BO3MOXKHO MMNAAHTauuMA npoTesa (D).

CouyetaHne CKB, npuanuama, 3aMeHHON TpaHCPy3nUM M HEBPOSOTMYECKOrO OCNOMKHEHUSA
Ha3BaHo ASPEN cuHapom.

MpodurnakTnKa passuTMA Nnpuonuama. Ectb nybankaumm o nonoxumtenbHom apdekte ana
npeaoTBpaLLeHMA NOBTOPHbIX 3Nn30408 ncesgosadenpuHa B Aose 30 mr/cyT BHYTPb Ha HOub,
WHbEKUMM neynpoanpa (aHanor roHagoTPONMH-BbICBOOOXKAAIOWErO TOPMOHa, KOTOpPbIM
yrHeTaeT rmnoTasiaMo-TECTUKYNAPHYIO CBA3b M NpoAyKuuto TecTocTepoHa) (D), cunbectpona B
fo3e 5 Mr/cyT BHYTpb B TeyeHue 3-4 AHel panee NoafeprKMBatoLLlan CyW,eCTBEHHO MeHbluas
no3a (C), anmtenbHan Tepanua ruapoKkcnkapbamuaom (C).

5.12. NMopakeHne KOCTel 1 CycTaBoB

XpoHuuyeckuih remonus npu CKB npuBOAMT K runepnnasvm 3pUTPOUAHOIO POCTKa
KOCTHOTO MO3ra, YTO COMpoBOXAaeTcA gedopmaumen Kocter, 6onee 3ameTHOM Ha ronose.
HapyleHune pocta BepxHeW YentocTn NpMBOAMT K NPOTPY3UM Pe3L,0B M HApYLIEHUIO NPUKyca. B
AJIMHHBIX KOCTSIX OCTEOMEHMA MNpegpacrnonaraeT K NaTo/NIOrMYeCcKMM Mepesiomam  KOCTeM.
AHanornyHble WM3MeHeHMA HabnaalTCA M B Tenax MNO3BOHKOB, YTO COMPOBOXKAAETCA
KOMMNPECCUOHHbIMW  NepesioMamMn, NPUBOJAWMMM K  YNIOWEHUIO U KNPOTUYECKOM
Aedopmaummn N03BOHOYHUKA. MPOTPY3nA ronoBkM 6eapeHHON KOCTU C OAHOM UK ABYX CTOPOH
y naupneHToB ¢ CKbB, TakKe 06BbACHAETCA OCTEONEHNEN BCAEACTBUE IPUTPOULHOM TMNepnaasuu.

ABaCKY/IAPHbLIN HEKPO3 FOJI0BOK Nae4eBon n beapeHHON KocTeln
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ABaCKy/IAPHbIA HEKPO3 FON0BOK N/1eYeBon N beapeHHOM KOCTel MOXeT NPou3onTn npu
ntobom reHotmne CKB. Fo010BKa naeyeBOM KOCTM Yale NOBPEXKAAETCA Yy NaLUMEHTOB CTapLuen
BO3pacTHOW rpynnbl. Mpu coxpaHaowmxca 6oaax B naeyesom u/mav TasobegpeHHOM cycTaBax
Heobxogmumo  nposegeHne MPT  COOTBETCTBYIOWErO CyCcTaBa C  onpegeneHnem
paAmosiormyeckor ctaamm nopaxkeHus (C). NauneHtTam HeobXo4MM OXPAHUTE/IbHBIN PEXKUM,
du3MoTepaneBTMUECKME NpoLeaypbl, ageKkBaTHoe obesbonusaHue (C), Npu BbiABNEHMU 3 ©
BbllUE CTaANM NOPAKEHUA CyCTaBa — opToneanyeckoe xupypruyeckoe nedexue (C).

MeTtadumsapHblie n anadmsapHble MHOAPKTbI

KocTh u cyctaBbl — OCHOBHble MecTa 6011 NPKU Ba30-OKKAO3NMOHHbIX Kpn3ax. BHe3anHbIM
NHPAPKT COMNPOBOXAAETCA OCTPON 601bl0 U APYTUMM  CUMMNTOMAMMW, CXOOHbIMU C
octeomumenmtoMm. Hambonee yacto MHPapKTbl NPOUCXOAAT B MO3BOHKAX, KOCTAX Ta3a, AJIMHHbIX
KocTax (HaMbonee yacto nnedyeBas KOCTb, bepuLoBana KocTb, HeApeHHana KOCTb; yKasaHbl MO
Mepe CHUXKEHWA 4acTOTbl MOPaArKeHMA), MPM 3TOM Yalle MOPaXKatTCA AUCTa/IbHble OTAeNbl.
KAnMHMYECKM OTmMeyvaeTcAa — OTEYHOCTb, YN/IOTHEHME M MOBbIWEHME TemMNnepaTypbl KOXKKM Hag
o4arom, CHuxeHue obbema aAuxKeHUA B 6ansnerkawem cyctase. B otimume ot octeommenunta
JIMXOPaZiKM KaK NpaBuio He HabatoaaeTca, pegko MoXKeT bbiTb cybdebpunnnteTt, KpaHe peako
OTMeYaeTca NeBbl CABUT B NelkounTapHon dopmyne. Cneumduyeckon peHTreHONOrMYeCcKom
KapTUHbI HET, No3Tomy anddepeHLMPOBaTb OT OCTPOrO OCTEOMMENNTA BECbMA CAOXKHO.

OaKTUANUT AN CUHAPOM «PYKU-HOTU»

OaKTUAUT UAN CUHAPOM «PYKU-HOTM» OTMEYaeTcA TO/IbKO Y HOBOPOXAEHHbIX U AeTel
paHHero Bo3pacta. OQHOBPEMEHHO MOMKeT ObiTb NopaxkeHa oA4Ha MAW BCce 4 KOHEYHOCTW.
KnnHuyeckne npoasneHns — 601b B NACTHbIX, NAOCHEBbLIX U $aNaHrOBbIX KOCTAX PYK U HOT,
OTEYHOCTb TUMWUYHO PACNONAraeTCcs MO Tbl/IbHOM NOBEPXHOCTM KMCTU M CTOMbI, NPOAO0NKAACh Ha
nanblbl. PeHTreHONOrMYeckn oTMeYaeTcs YTONLWEHME HAAKOCTHMUbI W  «U3bEeAEHHOCTb
MO/IbHO» NOpPaXKEHHOM KOCTbto. CMMNATOMbI 06bIYHO MpoxoaAT vyepe3 1-4 Hegenu 6e3 KaKkux-
nmbo nocnencteuit. SledeHne — rugpatauma u obesbonmsaHue (C). PasBuTue gaktunauTa B
TeYeHue NepBbIX 2 NET }KU3HU CBUAETENLCTBYET O TaxKenoM TedeHun CKB B byayuem (C).

AMarHocTMka KOCTHbIX OC/IOXKHEHUM

Hanbonee nHpopmaTusBHoI ABnaetca ucnonbloBaHne MPT, B ee oTtcytctBme Y3U, yto
NO3BONAET B paHHME CPOKM BbIABUTb OCTEOHEKPO3 M aHOMANMM KOCTEN UM CycTaBoB y aeTeli (B).

5.13. Tpoduueckue A3Bbl HUKHUX KOHEUYHOCTEN

Y peTten BCTpevatoTca peako. TpoduyeckMe A3Bbl KAaK MPaBUIO OBYXCTOPOHHME,
NIOKanu3oBaHbl B o06nactm nogbikek. OHWM MoOryT ObiTb Kak 6e3601e3HEeHHbIMKU, TaK M
CONPOBOXAATbCA MHTEHCMBHOM 60/bt0. MaToreHes A0 KOHLA He ficeH, Hanbonee BEPOATHO OHM
ABNAKOTCA CNEACTBMEM HAPYLWEHMA MUKPOLMPKYAALUM CEPNOBUAHBIMW 3PUTPOLUTAMU W
HMU3KOM OKCUTeHaLMK TKaHel. He nckar4daeTca posb Aedpuunta LMHKA B UX Pa3BuTMKU. Tepanua
TMAPOKCUKAPObaMMAOM MAM NPOrPaMMHOM 3aMeCcTUTEe/IbHOM Tepanuelr 3pUTpounTapHom
MacCCbl He BAUAIOT Ha YacTOTY Pa3BUTUA U CTEMNEHDb TAXKECTU TPOPUYECKMX A3B.

B cnyyae wux passButMA Heobxoammo obecneunTb agekBaTHoe o06e3601MBaHMeE,
NOCTOAHHYO 00paboTKY NOBEPXHOCTM A3Bbl AHTUCENTUKAMK, nNpu  HeobxoaAuMMoCTU
MCcnosb3oBaHMe aHTUOaKTepuanbHbIX CPeacTB (MeCcTHoe MCNob30BaHME aHTUOaKTepPUaANbHbIX
npenapaTtos (Kpem, resib, Masb 1 T.M.) HE ¥KenaTesibHO, T.K. O4€Hb YacTo K HUM BblipabaTtbiBaeTcs
YCTOMYMBOCTb MUKPOOPraHM3MOB PaHEeBOM MOBEPXHOCTU, MPU HeobXOAMMOCTM Ha3Ha4aeTtca
CUCTeMHas aHTMbaKTepwanbHas Tepanusa), dusMoTepanus ANA COXPaAHEHMA MNOABUMKHOCTU
ro/IEHOCTOMHOTrO CyCcTaBa M HOPManM3aLMmM BEHO3HOIo oTToKa (C), HasHayeHWe UMHKa cynbdaTa
BHYTpb 200 mr 3 pasa B cyTku (B). Ecnn a3Ba He anuTenmnsmpyetca Ha GoHe NPOBOAMMOM
Tepanun, peKomMeHAyeTca perynapHas TpaHCPy3OHHAA Tepanua 3PUTPOLUTAPHOM Maccoin B
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TeyeHue 3-6 mecAueB (KenaTenbHob yTobbl HbS NpucyTcTBOBaN B KOHUEHTPauun meHee 50%,
a obumin Hb 6bin He meHee 100 r/n) (C). Tepanusa apruHaHa 6yTupaTom (npenapat
CyLLeCTBEHHO noBbiwatowmii cuHTe3 HbF) nokasana Haunydwmii pesynbTaT B nosbiweHnn HbF
M NPOdUNAKTMKE Pa3BUTUSA A3B HUKHUX KOHEYHocTen (B).

6. bepemeHHOCTb U KOHTpaLenums

MauneHTbl Noay4varowme rmapoKCcMKapbammng, A0MKHbI UCMOb30BATb KOHTpauenuuio B
C/ly4yae NPUHATUA PeLleHnsa o0 PoXKAeHUM pebeHKa rmapokcukapbammg, gonxkeH bbiTb OTMEHeH
3a 1 n 6bonee mecay, fo 3a4aTnA pebeHKa. ECTb onncaHma cayyaes, Korga rmapokcukapbammp,
He Obl1 OTMEHEH W MPUHUMANCA NaUMEHTKAaMW B TeyeHWe BCell GepeMeHHOCTM, MOPOKOB
pa3BUTUA N10JA OTMEYEHO He 6bi10 (D).

KoHTpauenuna. Metogamu Bbibopa MoryT ObiTb nepopasibHble UAWM NapeHTepasibHble
(BHYTpMMbIWIEYHbIE) KOHTpauenTuBbl, 6OapbepHas KoHTpauenuus (C). Wcnonb3oBaHue
BHYTPUMATOUYHbIX YCTPONCTB HE PEKOMEHAYETCA B CBA3M C BbICOKMM PUCKOM TAMKEbIX
OCNOXKHEHUN, cBA3aHHbIX ¢ CKB (C).

bepemMeHHOCTb

OCHOBHble OCNOXHEHUA bepemeHHOCTU Y NaumeHToK ¢ CKB npeactaBneHbl B Tabanue 9

(A).

Tabnnuya 9. OcnoxkHeHMe bepemMeHHOCTU Y KeHLWuH ¢ CKb

Co cTopoHbl maTepu BctpevaemocTtb | Co CTOpPOHbLI NA0Aa BcTtpevaemocTtb

Mpesaknamncma 14 Bbiknabiw 6

dKknamncma 1 MepTBOpOXKAEHHbIE 1

MuenoHedput <1 3azeprKka BHyTpuyTpobHOro | 21
pa3sutna (<10 nepceHTUNA)

MNpegnexaHue nnaueHtol | 1 HepoHOLWeEHHOCTb (<37 | 27
Heaenb)

Pa3pbiB membpaHbl 6

MNpexaespemeHHble 9

poAapl

OcTtpasn aHemua | 3

(cHukeHne Hb Ha 30%

HMMe UCXOAHOro)

MaTtepuHckaa cmepTHocTb | 0,45

Mpn BO3HUMKHOBEHUW BepemMeHHOCTM HeobxoAMMO paHee obpalleHue K akylepy-
TMHEKo/Iory ANsA NpoBeAeHus CTaHAaApTHOro obcnefoBaHMA € LENbld MUMHUMWU3UPOBATb
06blYHbIE PUCKU PA3BUTUA OC/IOXKHEHWNI BepeMeHHOCTU. BmecTe ¢ Tem, yumnTbiBas Hanmumne CKB,
A0NOIHUTENIbHO HeobxoaAnMOo npoBecTu cneaytouee obcnegosaHue (C): 0bwuii aHann3 Kposu
C pacyeToM PEeTMKYNOUMTAPHOro uHAeKca; anekTpodopes/BIKX Hb; obmeH kenesa
(cbiBopoTOUHOE Keneszo, OXCC, ¢eppuUTUH CbIBOPOTKU);, OBUOXMMWUYECKUA aHaANM3 KPOBMU
(6MnnpybMH 06WNI N PpaKLUKM, aKTMBHOCTb NMEYEHOYHbIX TPAHCAMMHA3, WenoYHon docdaTtassl
N NaKTaTAernaporeHasbl, MOYEBMHA, KPeaTUHUH, anekTponuTbl, KLUC, obwmin aHanM3 mouw,
aHann3 MOYM MO 3UMHULLKOMY, BUOXMMUYECKUI aHANU3 MOYM; TPYNNa KPOBU, pesyc-dpakTop u
beHoTMNMpPOBaHME MO peaKUm Tpynnam KpPoBM; CKPUHMHT Ha renatutbl B, C u BUY; Tutp
aHTUTEN K KpacHyxe; Ma3oK LepBMKaNbHOro otgensemoro. Yepes 2 Hedenun AonxeH b6biTb
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MOBTOPHbIA OCMOTP A/nA onpeaeneHua rpynnbl  pucka. [lauMeHTKM HU3KOro pucka
OCMaTpPMBAIOTCA CNeumnanncTtamm B TedyeHne 1 TpMMeCTpa Kaxkablh mecsu, BO 2 TpumecTpe —
Karkable 2 Hegenun, B 3 TpUMecTpe — exkeHeaenbHo.

[oKa3aHuMA K TpaHCPy3MAM 3PUTPOLMTAPHOM MacChl

B cnyyae HEOCNOXKHEHHOro TedeHns BepemMeHHOCTU peKOMEeHAYeTCA BO34epKaTbCA OT
TpaHcdy3nMOHHOM Tepanun. B cnydae pa3BUTUA OCNOXKHEHUI (NPE3KNAMINCUA, TAXKENAA aHeEMUS,
yyauieHue 60neBbix 3NM30408B) HEOOXOAMMO HayaTb perynsipHbie TpaHCchy3UnM 3pUTPOLUTAPHOM
maccbl. PaHee Havano (20 Hepens 6epeMeHHOCTM) perynspHoi TpaHChY3MOHHOM Tepanum
MOKa3aHO B C/ly4asix MHOronaoAHon 6epemMeHHOCTW, BbIKMAbIW WAM MePTBOPOMKAEHHbIE B
npeabiayuen 6epemeHHocT, nogaep:kaHme Hb sbiwe 90 r/n. TpeboBaHWe K 3pUTPOLMUTAPHOM
macce — TWaATeNbHan fekoaunaeuns, NHANBNAYaNbHbIA NOAGOP C yYETOM MUHOPHBIX TPYMN
KpoBu. Ecnn Bo Bpema 6epemeHHOCTM HeobxoamMmo CHU3UTL cogeprKaHue HbS, a Hb Bbicokui,
TO HeobxogMmo cHavana yganutb 500 mn uenbHOM KpoBu, 3aTem TpaHchy3mMpoBaTb 2 [03bl
3PUTPOLUTAPHON MacCbl. ITO MOKHO NMPOBOAMTL KaK BPYUYHYIO, TaK M Ha CenapaTope K/eTok,
npu 3TOM NOCTTPaHCPY3NOHHbIN Hb agonxeH 6bitb 100-110 r/n, a HbS 30-40% ot obuiel
KOHUeHTpauun Hb.

MpepblBaHWe 6epeMeHHOCTM BO3MOMKHO Ha cpoke pno 13 Heaenb, obecneums
AocratoyHoe obesbonmsaHue (C). Ha cpoke 6onee 13 Hepenb npepbiBaHMe 6epeMeHHOCTU
CONPAMKEHO € 6ONbLIMMN PUCKAMW ANA KEHLWMHbI, ONMCAHO HECKO/IbKO CNy4yaeB NpepbiBaHMA —
MCNONb30BaNOCb BHYTPMMATOYHOE BBEAEHWE T[UMNEPTOHMYECKOro pPacTBOpa MOYEBUHDI
(rMnepToHMYECKU pacTBOp HATpPMA X/J0puaa BBOAUTb KaTeropuyecknm Henb3d, T.K. OH
CNPOBOUMPYET KPU3) U CTUMYNALMA COKPALLLEHUA MaTKK npocTarnaHanHom F2 (D).

Poapl

CepaeyHana QyHKUMA MOXKET OblTb CKOMNPOMETMPOBAHA XPOHMYECKOM TUMOKCUEN W
aHemuel y 6OoONblIMHCTBA MauueHToK. [Mpu HeobxoaumocTn KecapeBa ceuyeHue, nepes
onepaumen Hy>KHO NPOBECTU TPAHCPY3UIO IPUTPOLMUTAPHOM Macchl (NPOCTYI0 UAK 3aMEHHYIO)

(B).

Mocnepoaosbiii Nepmoa

B nocnepogosBom nepuode He peako TpebyeTca 3amecTuTeNbHaa TpaHchy3usa
3PUTPOLIUTAPHON MaCChl B CBA3M ¢ bosnbluon KposonoTepeli (C). YacTo B noc/iepoaoBbili nepuog,
y XeHuwuH c CKB ocnoskHAeTca BeHO3HOMW Tpomboambonuel, ana ee nNpPoPUNAKTUKU
HeobXxoAMMO B paHHME CPOKM PacLUMPATL ABUraTe/IbHYI0 aKTUBHOCTb NaumneHTok (C).

7. AHecTe3unAa n Xupyprmyeckme BMmeLlaTeIbCTBa

MaumeHTbl ¢ CKB MOryT HYXXAATbCA B XMPYPrUYECKMX BMeLLATeNbCTBaX KaK ANA fedyeHusa
ocnoxHeHun CKB, Tak u B cBA3M C HecBA3aHHbIMM ¢ CKB cocTtosHMAMM. PUCK pa3BUTUA
OC/NOXHEHWUM U PUCK CMEPTU OT aHECTe3MM Y TaKMX BONIbHbIX CYLLECTBEHHO Bbille, YeM B 06LLEeN
nonynaumnm, B OCHOBHOM 3a CYeT TMPUCYTCTBMA aHEeMWUM, CMocCOBHOCTM 3PUTPOLMUTOB
npeBpaLaTbCA B CEepnoBMAHble M 3aKyNnopuBaTb NPOCBET MENKUX COCYA0B W Kanuanapos,
Ha/iMyMe XPOHMYECKOro MOBPEXAEHMA OPraHoOB Yy HEKOTOPbIX MaLMEeHTOB, YycyrybneHus
MMetoLLLeMCA TMNOKCUM U HaKoHel, 3¢ deKTa acnneHnn. Hanbonee BbICOKM PUCKM Y MALMEHTOB C
HbSS n S/BO-Tanaccemmeﬁ. MpoBefeHO MHOIO KAMHUYECKUX NCCAEL0BAHMN, HAaNpPaBAEHHbIX Ha
CHMXEHME pPUCKA XUPYPruyecKMx BMELWATeNbCTB UM aHecTesuu. Yactota passuTUA
nocneonepaumoHHbIX OC/IOXKHEHUI YBENMUYMBAETCA C BO3pacTom 6onbHoro (~1,3 Ha Kaxable 10
net kusHu) (C). OCnoKHeHMA pa3BMBAOTCA Yalwe Yy O0/bHbIX, KOTOPbIM MPOBOAUAM
PEervMoHasbHYyl0 aHecTesuto, Hexennm npu  obwert aHectesun (C). AgeHoTomuAa U
TOH3UAN3KTOMMA Yy naymeHToB € CKB pacueHmBaloTCA KaK onepaTtuBHble BMelLaTeNbCTBa
BbICOKOTO PUCKA B CBA3M C KPOBOMNOTEPEN, HEBO3MOXKHOCTbIO MUTb, MOTepen Kuakoctu (B).

MpegonepaunoHHas noarotoska (A)
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O6paTnUTb BHUMaHME Ha FreMaToKpUT, nepudepuryeckyto nepdysmnto U KNCAOPOAHbIN CTaTycC.
MuHMMyM 33 8 4acoB A0 OMNepaTMBHOrO BMeELLATENbCTBA HeobXxoAMMO npeaonepaumoHoe
BBEAEHUE KUAKOCTEN (remogentoums), BHE 3aBMCMMOCTM OT CTEMEHU PUCKA ONepaTUBHOrO
BMELUATeNbCTBA NPOBeAeHNe TPaHCPy3UU 3PUTPOLMUTAPHOM MaCCbl: NPU HU3KOM PUCKE —
npocTan TpaHcdy3una, Npu cpegHEM N BbICOKOM — 3aMeEHHas.

MHTpaonepaumMoHHO

MoHuTopUupoBaHue AfLl, pUTMa U CKOPOCTU CEPAEYHbIX COKPALLEHWUM, OKCUreHauwms,
TemnepaTtypbl (NpeaynpexaeHue OXNaXKAeHUA) Ha NPOTAMEHUM BCEro OMepaTMBHOro
BmelLaTenbcTea (B).

MNocneonepaunoHHoe segeHune (A)

[bixaHne  Kucnopogom € KoOHTponem  sO,, rugpatauma M penupaTtopHas
noanepXkKa/Tepanus.

8. MporHos
B Lesnom nporHos AocTaTouHo 61aronpuATHLIA. NPOA0NKUTENBHOCTb XU3HW OrPaHNYEHa
pa3BUTUEM OCNIOXKHEHUI.
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