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COKPAIIEHUA

Al — apTepUalIbHOE 1aBJICHUE

AnAT  — amanuHamuHOTpaHCchepasa

AcAT — acnapTaTaMuHOTpaHcdepasza

AUT'’A  — ayTOMMMYyHHBIE T€MOJIUTUUECKUE aHEMUU
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BIIC — BPOXIECHHbBIE [IOPOKU CcepaLia

I'B — TeMOPpParu4eCKui BaCKyJIUT

'KMII  — runeptpoduueckast KapAHOMHOTIATHS
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KMII — KapIUOMHUOIIaTHSs

KM — KOCTHBIM MO3T
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JUII — JIAKTATAETUIPOreHas3a

JICC — JIETOYHOE COCYAMCTOE COIPOTUBIICHUE

JI'M — nmuM$OorpaHyIeMaTo3
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MJIC — MMEJIOUCTIIIACTUYECKUN CUHAPOM
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JIEKIUSA Ne 1
BPOKJIEHHBIE ITOPOKHU CEPALA Y B3POCJIBIX

Onpenenenne. BpoxaeHHbIe MOPOKH cepaUa MPEICTaBISAIOT cO00 aHo-
MaJuu CTPYKTYpbl U (WIM) (PYHKIMU CEpJIEYHO-COCYIUCTOM CUCTEMBI, BO3HU-
KAIOUIMe B pe3yJIbTaTe HAPYIICHUS €€ IMOPUOHAIIBHOTO Pa3BUTHSL.

Kanaccupukamus BIIC. PasnoobOpazue BIIC orpomuo. Omnucano He-
CKOJIBKO COTEH Pa3JIMYHbIX BAPUAHTOB U COUYETAHUMN CY>KEHUH, NATOJOTUYECKUX
COOOIIEHUIN MEXTy OOJBIIUM U MaJIbIM KpyraMu KpoBOOOpaIEHUs, aTUITUYHBIX
pAacmloJIOKEHUN KJIAIaHOB, BIAJCHUWA WM OTXOXJICHUM COCYJIOB W APYTHUX
CJIOKHBIX aHOMaJIMil. BOJIBIIMHCTBO M3 HUX BCTPEUYAETCs KpailHE pEeIKO U HECO-
BMeCTUMO ¢ ku3Hbl0. Hanbonee pacnpoctpanensl npumepHo 10—12 ocHOBHBIX
MOPOKOB, KOTOPBIE MO3BOJISIIOT MEPEKUTh XOTS Obl IPYIHOM BO3pACT U JAOCTYII-
HbI KOPPEKLIUH.

Anaromuyeckue knaccudukanuu BIIC oueHb rpoMO3IKH ¥ HE TMPUTOIHBI
JUTSI TIPAKTUYECKOTO MpuUMeHeHus. [IpakTudecku yao0HO pacmpenessiTh O0Oib-
HbIX ¢ BIIC B 3aBUCMMOCTH OT JIETOYHOTO KPOBOTOKA HA 3 TPYMIIbL:

1) ¢ HEeU3MEHEHHBIM JIETOYHBIM KPOBOTOKOM (CTE€HO3 YCThsSl a0pPThl, KOAPK-
Talusi aoOpThI U JIp.);

2) ¢ YBEJIIMYEHHBIM KPOBOTOKOM (J€(DEKTHI MEXKIIPEIACEPAHON U MEXKKETY-
JIOUYKOBOM MEPErOpoJI0K, OTKPBITHIN apTepuaibHbIA MPOTOK U JIp.)

3) ¢ YMEHBIIIEHHBIM JIETOYHBIM KPOBOTOKOM (CTEHO3 YCThs JIESTOUHOU apTe-
puu, Terpana u tpuaga damio u ap.).

B xnunudeckom oTHomeHuu BaxHo pazaenath BIIC na «Oemnbiey», aipaHno-
TUYHBIE, U KCUHUEY», COTIPOBOKIAAIOIINECS LIUAHO30M.

VY nenbHbiil Bec oTaeabHbIX BIIC y B3pocibIX U eTeil pa3inyeH, 4YTo B 3HA-
YUTEJIBHON CTENEHU 00YCIOBIEHO OCOOCHHOCTSAMH MX €CTECTBEHHOTO TECUCHHUS.
Tak, y nereit Hauboiiee paclpoCTpaHEHBI CIOKHBIE MOPOKH, MPU KOTOPBIX OT-
MEYaeTCsl BBICOKAsl JIETAIBHOCTH. Y B3pOCIBIX HAMOOJEe YacTO BCTPEUAIOTCS
nedeKT MEeXIPEICEPAHON TTePETOPOIKH, KOTOPBIM OOBIYHO UMEET OTHOCHUTEIh-
HO JOOPOKAYECTBEHHOE TEYCHUE, HEKOTOPHIC BAPHAHTHI JePEeKTa MEXOIKETy109-
KOBOU MEPETOPOJIKH U CTEHO3 YCThS JIESTOYHOM apTEPUH, PEKE — OTKPBITHIN ap-
TEpUAIbHBIN MTPOTOK, KOAPKTALMS a0PThl U MOPOKU rpynnbl Pasio.

BPOKJIEHHBIE IOPOKHU CEPJLIA BE3 IMAHO3A
JIE®EKT MEXXIIPEJICEPJIHOM TEPETOPOIKU

JedekT MeKNpeacepaHol NMeperopoaku — 3TO MATOJOTHUYECKOE CO00-
nieHue Mexay AByMs mpeacepausimu. HaumbGonee pacnpoctpanennbsiii BIIC y
B3pOCIIbIX. BOJICIOT Yallie KEHIINHBI.



OCHOBHBIMM AHATOMHYECKHUMH BAPMAHTAMU JlepeKTa MEKIpeacepIHOM
NEPErOPOAKHU SIBISIOTCS:

1) Bropuunbie AedeKThl, KOTOPhIE PACHOJararoTCs B IIEHTPATbHON YacTH
MEXKIIPEICePAHON TIEPETOPOIKH B 00IaCTH OBAJIbHOM SIMKH;

2) nepBUYHBIC 1€PEKTHI, JTOKATUZYIOIIUECS B HUKHEN YaCTH MEPErOPOIKH.

Haubonee TspxkenpiM BapuaHTOM JAeeKTa MEXMPEICEpIHON MeperopoaKu
SIBJISIETCA TPOJIOJKEHUE JepeKTa Ha MEXIKENyJOUYKOBYIO MEPEropoyiKy, B pe-
3yJbTaT€ YEro BO3HHMKAET OOIIee MPeACepAHO-KeIyA0YKOBOE COOOIICHHE —
TaK Ha3bIBaeMasi aTPUOBEHTPUKYJISIPHAS KOMMYHHUKAIMS C PACIICIJICHUEM U He-
JIOCTATOYHOCTHhIO MUTPAJILHOTO KJlalaHa.

HedexT MexnpencepIHON MEeperopogku HEPEIKO COUETAETCS C JAPYTUMHU
nopokamu. Ero koMOuHanus ¢ peBMaTUYECKUM MHUTPAIbHBIM CTEHO30M HOCHT
Ha3BaHue cuHapoma Jlrotambaiie.

MexaHu3Mbl HapylieHHs TeMOAMHAMMKH. [lepBuuHOE HapylleHHe reMo-
JMHAMUKH CBSI3aHO C ITYHTHPOBAaHHEM KPOBHU uepe3 Ae(eKT ciieBa HaIpaBo, B pe-
3yJbTaTe 4Yero aprepualibHas KpoBb U3 JIEBOIO NPECEpIns MOIMEIINBAECTCS K Be-
HO3HOM KPOBH B IPaBOM Tipezicepanu. Takoe HarpasiieHHe cOpoca 00yCIOBIEHO:

1) Oosblieil UACTOMMYECKOW MOAATIMBOCTHIO IPABOr0 JKEIyJOuYKa IO
CPaBHEHHUIO C JIEBBIM U MEHBIIIUM CONPOTUBICHUEM COCYJIOB MAJIOr0 Kpyra Kpo-
BOOOpAIIIEHUS TIO CPABHEHUIO C OOJIBIIINM;

2) pa3vuKreM JaBJICHUS B MPEICEePaUsX.

[Tpu HeOonbIIMX AedeKTax JaBjIeHUE B MPABOM NPEACEpIUH Ha 3—5 MM PT. CT.
HIDKEe, 4eM B JieBOM. OjHako 3TOT (hakTOp MUMEET BTOPOCTENEHHOE 3HAYCHHUE,
TaKk Kak Mpu OoybIIMX pazmepax jAedekTa cpeiaHee TaBICHHUE B MPEACepAUsX
MPaKTUYECKU OAMHAKOBOE.

Benuuuna mryHTa 3aBUCHT OT pa3MepoB AedeKkTa, pa3uyuil JuacTojinye-
cKoil moaaTiauBoCTH xeayaoukoB v BennuuH OIICC u JICC.

[IyaTpoBaHue KPOBU MPOUCXOAUT TJIABHBIM 00Pa30M B KOHIIE CUCTOJIBI U
Hayaje MUacTOJbl XKETyJI0YKOB U BO3PACTAET BO BPEMS CHUCTOJBI MPEACEPAUl.
OHO NPUBOAUT K:

a) TMACTOJIMYECKON Teperpy3ke (meperpy3ke 00beMOoM) MPaBoOro eIy a04-
Ka U MPABOTO MPEACEPAUS;

0) YBEJIMYEHUIO JIETOYHOTO KPOBOTOKA, KOTOPBI MOXKET B HECKOJIBKO pa3
MPEBBINIATH KPOBOTOK B OOJIBIIOM Kpyre KpOBOOOpAIICHHUS;

B) YMEHBIIICHUIO MMOCTYIJICHUS KPOBU B JIEBBIE OT/CJIBI CEPIa U a0PTY.

HecmoTpss Ha 3HaAYuTEIBLHOE YBEJIMUYEHHE JIETOYHOIO KPOBOTOKA, BBIpaA-
YKEHHAsl TUNIEPTEH3UsI B MAJIOM Kpyre KpoBooOpaiieHus B nepsbie 20 JieT BO3HU-
KaeT O4YeHb peaKo, He Oosee ueM y 2% OOJIbHBIX.

Kannuka 3aBUCHUT OT BEJIMYUHBI COpOCca KPOBHU U JIETOYHOM apTepuaIbHOM
runepren3uu. [Ipu HeOonbIIUX pazMepax MIyHTa JJIUTEILHOE BpeMs Kajio0 HET,
TPYAOCHOCOOHOCTh HE OrpaHHuYEHa, W TIOPOK BBISBISIETCS TIPU CITydaitHOM 00cIie-
noBanuu. Takuwe OOJIbHBIE MOABEPKEHBI PEeCIUPAaTOpHbIM HHPeKusM. B 60mb-



IIMHCTBE CIIy4yaeB >Kajo0bl MOSABIAIOTCA B Bo3pacte nocie 30 ser. boabHbIX
OECIIOKOST OJbIILIKA IIPU (PU3NYECKON Harpyske, a 3aTeM U B MOKOE, IPOrpeccu-
pytomas c1abocTh U yTOMIISIEMOCTh, PeXe cepAricOneHre U rmepedou.

IIpu ocMoTpe M nabnauuy ONPEACISIOT YCUIICHHBIN MTPaBOXKETY JOUYKOBBIN
CEepACUHBIM TOTYOK M B PAAE CIydaeB IyJIbCALMIO JIETOYHOU aprepuu. Ilpm ay-
CKYJIbTAI[MU CEPJILIa BBICITYIUBAIOTCSL:

1) HEe3BYUHBII ME30CHUCTOIMYECKHUI IIYM (IIyM U3THAHUS) BO BTOPOM MEX-
pebepbe cneBa y Kpasi TpyAUHbI, O0YCIIOBJIECHHBIN YBEIMYEHUEM KPOBOTOKA Ye-
pe3 KJIaraHbl JISTOYHON apTepuu;

2) aKIIeHT Ha JIerouHou aprepuu u pacuieruienue I Tona, pukcupoBanHoe
Ha BJI0XE, YTO SIBJISETCSA BAKHBIM JUArHOCTUYECKUM MTPU3HAKOM MOPOKA.

Moser onpeaenarbes TakKe TUXUH ME30JAMACTOIMYECKUHI IIyM Y JIEBOTO
Kpasi TPYJMHBI C SMULEHTPOM B YETBEPTOM MEXpEOEphe CIIeBa, CBA3AHHBIN C
OTHOCHUTEJIBHBIM CTEHO30M TPEXCTBOPYATOIO KiarnaHa BCIEACTBUE YBEIMYCHMS
KPOBOTOKA 4epe3 HETO.

Nuarnoctuka. [[ns OKID mpu medexre MexmpenacepaHON Meperopoaku
XapaKTEPHBI:

1) OTKIIOHEHHE BIIEKTPUYECKOW OCH CEpAlla BIPABO MPU BTOPUYHOM -
¢dekTe U BIeBO — MpHU NEPBUYHOM;

2) mpu3HaKU THIEPTPOGUHU MPABOTO JKEITYJO0UKa U OJIOKAIbI MPABOl HOXKKU
nyuyka ['mca BciencTBue 3aMensieHUst BO30YKIEHUs 3aJHe-0a3anbHOM YacTu
MEXOKENTyJ0UYKOBOM MEeperopoky B BHe NosiBiIeHUs rSR” B mpaBbIX IrpyJIHBIX
oTBeJIeHUsIX (Hanbosiee BaKHBINA TUarHOCTUYECKUIN MTPU3HAK);

3) npu3HaKu runepTpoduu npaBoro npeacepus.

PeHTrenosornueckue uCCie10BaHus MO3BOJISIOT BBIIBUTH JUIISATALUIO IIpa-
BOT'O IIPEACEPAUS U MIPABOTO KEITyJ0UKa, TAIATALUIO CTBOJIA JIETOYHOW apTepUH
U JIByX €€ BETBEU, CUMIITOM «IUISICKHM KOpPHEH Jerkux» (yCUJICHHUE ITyJIbCALlUU B
pe3yJibTaTe YCUICHHOT O JIETOYHOT0 KPOBOTOKA BCIEACTBUM cOpOCa KPOBHU).

VY psina G0NbHBIX C MEPBUYHBIM Je(EKTOM MEXIPEICEPIHON NePEeropoIKu
OTMEYaeTCs TaKKe JuilaTalus JEBOro Npeacepans.

Ha OxoKI' onpenenstores aunaranus JIETOYHOW apTEPUU U IPABOTO KEIy-
JI0YKA C CUCTOJIMYECKUM JBUKEHUEM KIEPEIU MEAOKEITYJOUYKOBON MIEPErOPOJIKH
(Tak Ha3bIBAEMOE MapaJOKCaIbHOE ABUKEHUE) BCIEACTBUE €ro OOBEMHOM Tepe-
rpy3ku. K MHBa3uBHOMY OOCIEIOBAaHUIO MPUOETalOT B HEACHBIX CIy4asix, MPU
HAJIMYUM TPU3HAKOB BBICOKOU JIETOYHOM TMNEPTEH3UMU U MPU MOJO3PEHUH Ha
CONyTCTBYIOIINE AHOMAJINH.

[Tpu karerepuzanuu cepaua aias AeeKTa MEXIIPEACEPAHON EPEropoIKu
XapaKTEePHO:

1) npoBeneHue Karerepa U3 MPaBOro NpeACcCEpaus B JIEBOE;

2) 6osee BBICOKOE HACBILIEHHE I'E€MOIVIOOMHA KUCIOPOJIOM B KPOBH IPaBO-
ro ImpeJicepIns 0 CPaBHEHUIO € MPo0aMu U3 MOJIBIX BEH;

3) MOBBIIIICHUE AABJICHUS B JISTOYHOW apTEpUH.



JIMarHo3 CTaBsT HA OCHOBAHHU:

1) xapakTepHOl MeJIOAUU cepAlla IO TaHHBIM ayCKYJIbTallUuu;

2) naninuue rSR’ B nipaBbIX IpyaHbix otBeaeHusx JKI;

3) xapakTepHON KOH(UTypaluy TEHH Cepjlla MPU PEHTTEHOJIOTHYECKOM
UCCJIEIOBAHHH.

IoaTBepkIa0T AMArHO3 C TIOMOIIBIO ABYXMEPHON dXOKapauorpaduu ¢ aor-
JIEPOBCKUM HCCIIEIOBAHUEM, A B HESCHBIX CIIy4asiX — ITyTeM KaTeTepH3ally cepaua.

OCHOBHBIMH OCJIOKHEHUSIMU U IPUYNHAMU CMEPTH SIBIISIFOTCS:

1) HapymieHus puTMa, 4aille BCEro — MeplaTesibHas apuTMUs, BHaudalie
napoKCU3MallbHasA, a 3aTeM MOCTOsiHHAasg ¢opma. BcrpeuaroTcs Takxke mnapo-
KCU3MBbI CYITPaBEHTPUKYJISIPHOU TaXUKapAUH;

2) 3acToliHas cepAedHasi HeIOCTaTOYHOCTh (MPaBO- U JIEBOXKEITYI0UKOBAs );

3) nerovyHasi TUIEPTEH3USI U CUHAPOM DH3eHMEHrepa, KOTOPbIH MPU 3TOM
MOPOKE Pa3BUBACTCS PEIKO — MPUMEPHO Y 8% OOJIBHBIX;

4) nH(EKITMOHHBIN SHIOKAPAUT (KpalHEe PEIKOE OCIOKHEHNUE).

Jleyenme. Jljist mpeioTBpAllEHUs OCJIOKHEHUW — JIETOYHOW THIEPTEH3UN
Y CEp/ICYHOM HEIOCTaTOYHOCTH, KOTOPBIE, KaK MPABUJIIO, pa3BuBatoTcs nocie 40 Jier,
a TIpU MEPBUYHOM Jie(peKTe MEXIPEACEPAHON MEPETOPOAKH — paHbIIIE, PEeKo-
MEHJYeTCsl XUpyprudeckas koppekuus. Onepamugnoe jeyenue MOKa3aHO BCEM
OOJBHBIM C HEOCIIOKHEHHBIM 3a00JI€BaHUEM, Jake OCCCUMIITOMHBIM, MPU Ha-
JUYUU 3HAYUTEIBLHOTO0 00beMa JIEBO-IIPABOro IIyHTA, KOTJa MUHYTHBIM 00beM
Majioro Kpyra kpoBooOparieHus B 1,5 paza u Oosiee Oosbline, yeM OO0JBIIOTO,
WM UMEETCs JWIaTalusl MpaBblX OTHAENOB cepiia. OnTuMaibHbIM BO3PAacTOM
JUISL OTNlepaluu cuuTaerca oT 3 70 6 jer. Xupypruueckoe BMEIIATeNbCTBO 1po-
MUBONOKA3AHO B CAEAYIOIIUX CIIyYasX:

1) mpu BBICOKOM JIETOYHOM TMIEPTEH3UN C MUHUMAaIbHBIM COPOCOM MJIH C W3-
MEHEHHEM HarpaBlIeHUs] cOpoca U IIMaHO30M (CuHApoMe DifseHMeHrepa). B Takux
Cllydasix 3aKkpbITHe aedeKTa, 4epe3 KOTOPhIM «pa3rpyKaeTcsh MpaBbli JKEITyI0ueK,
MPUBOANT K YBEJIMUEHUIO €r0 MEePErpy3Ku U HapaCTaHUIO HEJOCTATOYHOCTH;

2) npy 3HAYUTEIBHOM JIE€BOXKEITYI0YKOBOM HEIOCTATOYHOCTH.

IIpn ymMEepeHHOM JEro4yHOM TMIIEPTEH3MM OHA MOXKET BBI3BIBATH YBEJIM-
yeHue myHTa. [Ipu 3TOoM 3akpeiTHe nedekTa BiedeT 3a co0OUl yBETHMUCHHE
NPUTOKA KPOBHU K JIEBOMY KEIYJAOUKY, UTO MOKET 3HAUYUTEIbHO YCYyryOUTb
€ro HeJI0CTaTOYHOCTb.

Meouxkamenmosnas mepanus BKJIIOYAET:

1) akTUBHOE JIeYeHHE PEeCIUPATOPHBIX HHPEKINA;

2) aHTUAPUTMUYECKYIO TEPAIUIO IPU MEPLIATETLHON apUTMUM U Tapo-
KCU3MAJIbHOM CYNIPAaBEHTPUKYISIPHON TaXUKaApIUU;

3) nedyeHue 3aCTOMHOM cep/IeuHON HEeIOCTATOYHOCTH.

XoTsi puCK MH(MEKIIMOHHOTO SHJOKAPAUTA Yy TaKuX OOJBHBIX OYEHb Mall,
nepen MpPOBEJCHUEM XUPYPIHUECKMX MaHUMYJISAIUNA MOKa3aHa aHTHUOWOTHKO-
npoduakTHKa.



JIED®EKT MEXCOKETY JOYKOBOU IMEPETOPOJIKU

JedexT MexKeayAJ0UYKOBOH NMEPEeropoagKd — 3TO MATOIOTHYECKOE CO-
oO0l1IeHne MeXIy ABYMS KEITyJOUYKaMH.

JedekT Mex:KenyJouKOBONH MEPEeropoiKy SBIAETCS OJHUM M3 Hambojee
pacnpoctpaHeHHbix BIIC y aeteil. Y B3poCibIX OH BCTPEUYAETCS 3HAYUTEIBHO
PE¥)KeE B CBSI3U CO CIIOHTAHHBIM 3aKPBITHEM.

MexaHu3M HapyuieHud reMmoaMHaMMKu. Hapymenns reMoiuHaMuKku 3a-
BUCAT OT BEJIMYHUHBI cOpOCa KPOBHU, KOTOPAsi OMpeIesieTcs: pa3mepamu Aederra
U CONPOTHBIICHHEM COCYIOB Majloro M OOJIBIIOrO Kpyra KpOBOOOpAaIlEHUS.
[TepBuYHBIM HapyIIIECHUEM TEMOJIMHAMUKH SIBISETCS COPOC KPOBH depe3 AeheKT
U3 JIEBOTO KEIyJ0YKa B IPABBIM IO T'PAJUEHTY JABJICHMS. JTO BBI3BIBACT yBe-
JMYEHUE JIETOYHOTO KPOBOTOKA M, CIENOBATEIbHO, IIPUTOKA K JIEBBIM OTAEIAM
cepla 1 00bEMHYIO MEPErpy3Ky JIEBOIO KETyI0UKa U MPeaCepausl.

Kannuka nopoka omnpenensieTcss BEJIMYUHOM cOpoca KPOBU U JIETOYHOM
runeprensuu. Hebonpmme nedexrter (0one3nb TonounHoBa-Poxe) mposBiisitoT-
Csl JINIIb TUITWUYHBIM TPYOBIM CHUCTOJIMUYECKUM IIIYMOM C SIULEHTPOM B TPETHEM —
YEeTBEPTOM MeXpeOepbe y JieBoro kpas rpyaunbl. JKano6 ner, nanusie K[ u
PEHTICHOJIOTUYECKOTO HccaeaoBanus 0e3 m3MmeHeHuil. Ciemayer Moa4epKHYTh,
YTO 3BYYHOCTH IIIyMa HE KOPPEIUPYET C BENUINHOM ehekTa 1 00beMoM cOpoca
KPOBH («MHOTO IIyMa U3 HUYETO»).

[Tpu nedexrte GOMBIINX pa3MEPOB MOSBISIFOTCS CUMITOMBI HAPYIIICHUH Te-
MoAUHAaMHUKU. [Ipu OTCyTCTBMU JIETOYHOW TMIIEPTEH3UM WU €€ YMEPEHHOU BBI-
pPaXKEHHOCTH OOJBHBIC KAIYIOTCS Ha OJBIIIKY IpHU (PU3MUEeCKOW Harpyske u
yToMmisieMocTs. B anamuese — yacTbie Oponxonerounsie nadexmun. [Ipu ¢u-
3UYECKOM HCCIICIOBAaHUU OTMEYAIOTCS OJEIHOCTh KOXKM M YCHIIGHHBIM BEpXY-
HICYHBIM TOTYOK, KOTOPBIM yacTo cMmemiaercs BiaeBo. [Ipu ayckynpranuu u ¢o-
HOKapAHOrpaguu XapaKTepHbI:

1) rpyObIii MAHCUCTOIMYECKUM LIyM C SMHUIEHTPOM B TPEThEM-YETBEPTOM
MexpeOephe ciaeBa y Kpasi IpyJUHbI U IIUPOKON uppaguanuei, KOTOpblid COnpo-
BOXIAETCSA CUCTOJINYECKUM JPOKAHUEM;

2) akuenr Il Tona Hazg nerounoit aprepueit (P,);

3) nosienenue 111 ToHa. MoXeT oTMeyaTbCsl TaKK€ THUXUN ME30MacTOIH-
YECKUH IIyM OTHOCHUTEJIBHOIO MUTPAJIBHOTO CTEHO3A.

[Ipu pa3zButun cuHIpOoMa DU3EHMEHTEpa Y OOTBHBIX HAPACTAIOT OJBIIIKA U
cnabocTh, BHAYase MpU Harpyske, a 3aTeM U B IIOKOE, KOTOPbIE U3-32 CHUKEH-
HOTO MHMOKapJIHajJbHOTO pPE3EpBa CONPOBOXKIAIOTCI CEPALECOHEHHEM, HU3pPEIKa
aHTMHO3HOU 00JbI0. YacTo oTMedaeTcss KpoBOXapKaHbe, OOYCIOBICHHOE JTHOO
TPOMOO30M MENKHUX BETBEW JIETOYHOW apTepuu in situ ¢ pa3BuTueM HH(papKTa
JIETKOro, Ju00 pa3pblBOM MEJKHUX KalWUISIpOB MpU (PU3NYECKOM U 3MOLUO-
HaJbHOM HanpsbkeHuH. 1Ipu paspbiBe apTepuosl MOXKET Pa3BUBATHCS JIETOYHOE
KPOBOTEUYEHHUE C JIETAIBHBIM HCX0A0M. HapacTaroT npu3HaKku npaBOKeryJ04UKO-
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BOM HenoctaTtouHocTH. [Ipu ¢usznueckom obOcneqoBaHUU OOpaIalOT Ha ceds
BHUMAHHUE CTOWKHUN IEHTPAIbHBIA I[MAaHO3 KOXKU B IMOKOE (pe3yibTaT IMpaBo-
JIEBOTO IIyHTa) U «OapabaHHble Nanodykuy». llosBisiorcs HaOyxaHWe MICHHBIX
BEH M mepudepudeckrue oTeKku. BaxkHO MOMHHTH, 4TO C YMEHbIIIEHHEeM cOpoca
KPOBHM 3BYYHOCTbH IIYMa M €r0 MAJIbIATOPHOIO IKBUBAJICHTA — APOKAHUA —
pPE3KO 0CIIadeBaEeT, YTO SBIISAECTCS TPO3HBIM M HEOJIATOMPHUSTHBIM MPU3HAKOM.

Junarnocruka. Ha OKI' ormeuaroTcs npu3Haku runeprpoduu JIEBbIX Key-
JIOYKa ¥ MPEACEePAns, a MPU Pa3BUTUH JIESTOYHOM TMIIEPTEH3UN — TAKKE IMPABOr0 Ke-
aynouka. [Ipy peHTreHoornyeckoM McciaeloBaHuU O0NbLIONW cOpOC KPOBU ClieBa
HaIpaBo MpHU OTCYTCTBUM CYILIECTBEHHOW JIETOYHOM TMIIEPTEH3UU MPOSIBISETCS:

1) yBenMueHHEM JIEBOTO KETyN104Ka;

2) yBEJIMYEHHUEM JIEBOTO MPEICEPIns;

3) yBeJMUYEHHUEM JIETOYHOM apTepuu;

4) yCuJIeHHEM JIETOYHOTO COCYIUCTOTO PUCYHKA,

5) yMEHBILIEHUEM AYTH A0PTHI.

IIpu HapacTaHMM NPEKANWUIAPHOW JIETOYHOW THIIEPTEH3UU ITPOUCXOIUT
o0eTHEeHNEe COCYIUCTOTO PUCYyHKa Ha mepudepun JeroYHbIX MOJeH, B TO BpeMs
KaK CTBOJI JICTOYHON apTepHH e1ie OOJbIe BHIOYXaeT M MOSBISCTCS AUIATAIIHS
IIPaBbIX OTIEIOB CEPALA.

JIByxMmepHas 3xokapauorpadusi, 0COOCHHO ¢ TOMIIEPOBCKUM HCCIIEI0BA-
HUEM, B OOJIBIIMHCTBE Cly4yaeB BEpUDUIIMPYET AUATHO3, TO3BOJISII TOYHO OIpe-
JIEUTh JIOKATU3AIUIO U pa3Mephl nedekTa, Hamuuue U HanpasieHue myHTa. K ka-
TeTepU3alK cepAlla U aHruokapauorpaguu oObIMHO MpPUOEraroT A yTOYHe-
HUS BEJIMYUHBI U HAMpaBJIeHUs1 cOpoca KPOBH, COCTOSIHUSL COCYJIOB JIETKUX U Ha-
JINYUS COITyTCTBYIOIIMX IMOPOKOB.

IIpeaBapuTebHBIA IMATHO3 CTABAT HA OCHOBAHMH COIIOCTABIICHUS Xa-
PaKTEpHON MENOoAMM CepAlla C 3XOKapAUOorpaduYecKUMU W PEHTTEHOJIOTHYe-
CKUMH JIaHHBIMU O TOM, KaKHe OTJIEJbl cepIia TUInepTpoPpUpOBaHbl U TUIATH-
pOBaHBI. YTOYHEHHBbIH AHATHO3 TO3BOJIAIOT MOCTAaBUTH 3XOKapauorpadus u
KaTeTepu3alysl cep/ia ¢ aHruokapauorpadpue.

OcnoxHenust n1edheKTa MEXOIKETYTOYKOBOU MEPErOpOIKH BKITFOYAOT:

1) ocnoxxHeHus1, CBSI3aHHBIE C MPOrPECCUPOBAHUEM JIETOUYHOM TUIIEPTEH3UU
U Pa3BUTHEM CHHIpPOMA Di3eHMEHrepa — TPOMOO3bI Pa3IUYHON JIOKATU3AIIHH,
B TOM 4YHCJI€ JIETOYHOM apTepuu C MHPaApPKTaMH JIETKUX, JIETOUHOE KPOBOTEYE-
HUE, SMO0JIMU B OOJIBILION KPYT KpOBOOOpaIeHUs, TPABOXKENYT0YKOBYIO HEJIOC-
TaTOYHOCTh, BHE3AMMHYIO CMEPTh;

2) H(EKIMOHHBIM SHIOKAPAUT C JIOKAJTM3AlMeil Beretaluii yamie B Ipa-
BOM JKEJTyI0UKE B MECTE yJapa CTPyUu KpPOBH;

3)aopTajbHYIO0 HEJOCTATOYHOCTh BCJIEJICTBUE MPOJIANiCa CTBOPKU KJIallaHa B
nedekT, KoTopasi CIOCOOCTBYET MNPOrPECCUPOBAHUIO JIEBOXKETYIOUKOBOM He-
JIOCTaTOYHOCTH;

4) 1eBOXKEIyA0YKOBYIO HEJTOCTATOYHOCTh MPY HAJTUYHUH OOJIBIIUX IITYHTOB.
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OcHOBHbIMH (haKTOpaMM, ONPENEISAIOIIMMY TeYeHue W MPOrHo3, B TOM
gucie 3pPeKT XUPypruyeckoro J€UYEHus, SBISIOTCA BEITUYMHA JaBJICHUS B Jie-
rounoi aprepuu u JICC. Jleuenne xupypeuueckoe. OHO MOKAa3aHO BO BCEX CITy-
Yasx HAJIW4YUS 3HAYUTEIBHOIO JIEBO-IIPABOTO IIIYHTA, KOI'/IA JIETOYHBIN KPOBOTOK
IPEBBIIIAET CUCTEMHBIN B 2 pa3a u OoJee.

Meouxamenmo3snas mepanus HeonepaOeNbHBIX OOJIBHBIX C CHHAPOMOM Dii3eH-
MeHrepa cumnromaruyeckas. [loMmumo jedeHust cepieuHol HeToCTaTOYHOCTH, OHA
BKJIFOYAET aHTUKOATYJISIHTBI ISl PEJOTBPAIlEHHs TPOMOO30B JIETOYHOW apTepuu U
JPYTHX OPraHOB M KPOBOITYCKAHUS MPH BBIPAKEHHON MOJULIMTEMHUH. BOJIBHBIM pO-
TUBOMNOKa3aHbl JUArHOCTUYECKasl KaTeTepu3allusl cepAlia U aHrnoKkapauorpadus.

IIporno3 npu HEOCI0)KHEHHOM JIe(heKTEe XOPOLIUH.

OTKPBITBIN APTEPHUAJIBHBIN ITPOTOK

OTKpBITHIH apTepHAJIbHBII NMPOTOK MPEACTaBISET COOOM aHOMaIbHOE
COO0IIEHNE MEXTy A0OPTOM U JIETOUHOM apTepuei, KOTOPOe CTOMKO COXPaHSIETCs
B [IOCTHATAJIHBIN IIEPUO.

Aprepuanbhbiii (boTayisioB) MPOTOK COEMUHSIET AOPTy AUCTAIbHEE MecTa
OTXOKJICHUS JIEBOM MOAKIIFOYMYHON APTEPUM C JIETOYHOM apTEPUEH B MECTE €€
oudypxarmm.

OTKpBITBIN apTepUANIbHBIA MPOTOK BCTPEUYAETCA y JEBOYEK B 3 pasa yalle,
YeM y MaJb4MKOB. MOXKET coueTaThes C AePEKTaMUi MEXIPEICEPAHON, MEXKKeE-
JIy 1OYKOBOW MEPETOPOIOK, KoapKTauueu aoptel u apyrumu BIIC.

KyIMHUKa 3aBUCHUT OT BEJIWYMHBI NIPOTOKA, YPOBHS JABJIICHUSA B JIETOYHOU
aprepuu u cootnouenus JICC u OIICC.

BonbHbie kano0 He MpeabsSBISIOT WM OTMEUYAIOT OBIIIKY NpH Qunye-
CKOHM Harpyske, cjiaboCTb U YTOMIISIEMOCTb, KOTOPBIE HApacTaloT ¢ ycyryOJeHu-
€M JICTOYHOM runepTeH3uu. B anamnaese yacteie OpoHxoserounsie nHpexnuu. B
CIIy4assX OTCYTCTBHUS WUJIM HEBBIPAXEHHOU JIETOYHOM TMIIEPTEH3UU IIPU OCMOTPE
BBISIBJISIOT OJIEAHOCTH KOXKH, BBICOKMM OBICTPBIN, «CKauyIIUW» MYJbC, YCUIIEH-
HYIO ITyJIbCALIMIO COHHBIX apTEPHid, yBEIMUEHHE ITyJIbcOBOro A/l BeiencTBue CHU-
xeHust auacronnueckoro Aasienus. CHkenue OIICC, kak ¥ npu aopTaibHOU
HEJIOCTaTOYHOCTH, SIBJISIETCS KOMIIEHCATOPHBIM MEXaHU3MOM, OOJIEr4aroiyM Mo-
CTyIUICHHE KPOBH Ha nepudepuro mpu yMEHbIIEHUH MUHYTHOTO 00beMa OOJIbIIO-
ro Kpyra KpoBOOOpPALIEHHs M3-32 3HAUYUTEIILHOTO cOpOca B JIETOYHYIO apTEpUIO.
[Ipu manpnanuy ONPENENSIOTCS YCUIICHHBIN BEPXYIIEUHbIN TOIYOK, nHOrAa 11 ToH
HaJ( JICTOYHOU aprepuei. BaxkHOe TMarHOCTUYECKOE 3HAYEHUE MMEET ayCKYJIbTa-
s, TIPU KOTOPOM 00paIiaroT Ha ce0sl BHUMAaHUE:

1) rpyOblil HEeNpephIBHBIN, TaK Ha3bIBAEMBIN MAaITUHHBINA, CHCTOJIO-IAACTO-
JMYECKUH IIyM C SMHIEHTPOM B MEPBOM-BTOPOM MEKpeOepbe ciieBa y Kpas
rpyauHbl. OH CONPOBOXKJIAETCA CUCTOIO-AUACTOINYECKUM JIPOKAHUEM, YCHIIU-
BAETCS HA BBIJIOXE U IIPOBOJMTCS HA COCYZbI HIEM. MakCUMyM IlIlyMa OTMEYaeT-
¢4 k Havany Il Tona;
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2) akuenr Il ToHa Haj JIeroyHOM apTepuei;

3) yacThlii, HO HEMOCTOSIHHBIN MPU3HAK — CUCTOJIMYECKUI TOH U3THAHUS B
JIETOYHYIO apTEPHIO.

JMuarnoctuka. Ha OKI' onpenenstorcs npu3Haky rANepTpopuu JIEBOTO Ke-
JyJIO4YKa W JIEBOTO MpEAcepAus, a MPU HAPACTaHUM JIETOYHOM TMIEPTEH3UU —
TaKXe MpaBoro xxenynouka. [Ipu penmeenonocuueckom uccredoeanuu BbISBISIIOT:

1) yBenuueHue JeBOTo Kelya0uKa;

2) yBEeJIMUCHHE JIEBOTO TMpeJCepaus, CTEIIEHb KOTOPOTO 3aBUCUT OT BEJIU-
YUHBI UX 00BEMHOMN TIEPETPY3KH;

3) yBenrMUYeHUEe CTBOJIA JIESTOUHOU apTepuHu;

4) ycuseHue JIErOYHOr0 COCYIMCTOIO PUCYHKA,;

5) B omiinune OT AeeKTOB MEXIPEICEPAHON U MEXIKETYI0UKOBOM Tepe-
FOPOJIOK — PaCIIMPEHUE IYTU a0PTHI.

[To Mepe pa3BUTHSl CUHIIpOMa DW3EHMEHIepa PEHTIEHOJIOTnYecKasi KapTh-
Ha COOTBETCTBYIOIIUM 00pa30M MEHSETCS.

Ha OxoKI' oTMeuaroTcsi mpu3HaKu yBEJIWYEHHUS JIEBBIX OTAEJIOB cepAlla U
JIETOYHOM runepreH3uu. JJ0BOJIbHO 4acTO yJaeTcsl pacCCMOTPETh MPOTOK U C IO-
MOIIBIO JIONIUIEPOBCKOTO MCCIEAOBAHUS, ONPEACIUTh TOK KPOBH YEPE3 HETO.
Kamemepuzayuro cepoya 0ObIMHO UCTIONB3YIOT AJIA JUATHOCTUKHU TOJIBKO IMPHU
Pa3BUTHH CUHAPOMA DU3EHMEHTEpa.

OcJ10:KHeHM s BKIIFOYAKOT:

1) nerouHyro runepTeH3uI;

2) cepACUHYIO HEIOCTATOYHOCTh: JIEBOXKEITYJOUYKOBYIO IIPH OOJIBIIMX JIEBO-
IPaBbIX IIYHTAX U MIPABOKETYAOUYKOBYIO IIPU M3MEHEHUU HANPABJIECHUS LIYHTA;

3) uHMEKIMOHHBIA PHAAPTEPUUT (B OOJBITMHCTBE CIIyYacB IMMOPAKACTCS
WHTHUMAa JIETOYHOUW apTepuy HAIPOTUB OTBEPCTHUS TPOTOKA);

4) KalIbIIMHO3 U aHEBPU3MY OTKPBITOIO apTePHAIBHOTO MPOTOKA C Pa3phl-
BOM (p€IKO).

Teyenue W MPOrHO3 3aBHUCAT TJIABHBIM 00pa30M OT Pa3BUTHUA JIETOYHOM
TUIIEPTEH3UMU.

JleyeHHe OTKpBITOrO apTepUAIBHOTO IPOTOKA Xupypeuieckoe. OHO TOKA3aHO
BO BCEX CIIyYasiX, KpOMe «CHHUX» (OpM cO cOPOCOM KPOBHU CIpaBa HAJIEBO.

KOAPKTAILIMA AOPTbBI

Koapkranusi aopThl — BpPOXXJIEHHOE CY>KEHHE IMPOCBETA A0PTHI B 00JIaCTH
nepellerka uim npokcuMainbpHee. Ee cieyeT oTiiMyaTh OT Cy)KEHUs HUCXO.s-
11ei Wiu OPIOIIHON YacTh a0OpThl, KOTOpOe 00YyCIOBIEHO MPUOOPETEHHBIM 3a00J1€e-
BaHUEM — AOPTUTOM. Y MYX4YMH BCTPEYAETCs B 2 pa3a yallle, YeM Y >KECHIIHH.

Kinunuka onpeaensiercs: apTepuaibHON TMIEPTEH3UENH BEPXHEWU MOJIOBUHBI
TYJIOBUILA U TUIIOTEH3UEW — HUYKHEN, A TAKKE BBIPAXKEHHOCTBIO KOJUIATEPAJICH.

BonbHble qUTENbHOE BpEMSI HE NPEIBSABIAIOT Kajlo0 U MOPOK MOXKET 00-
HApY>KUThCA JUIIb MPU MOUCKE I'eHe3a apTepUalbHOW TUnepTeH3uu. Kanoobwl
NOSBIIAIOTCS 00bIYHO B Bo3pacTe 20—30 siet. BoibHBIX OECIIOKOAT:
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1) oxplmika mpu GU3MUECKON HArpy3Ke;

2) rosioBHas 00JIb, TOJIOBOKPYKEHHUE, TIOSIBJICHUE MYIIIEK Mepe]] ria3aMu;

3) ObicTpasi yTOMIISIEMOCTh HUKHUX KOHEYHOCTEH, MHOTJa 00JIb B HUX TPH
dbusnueckoil Harpy3Ke Mo THUITY MepeMexaroieidl XpoMoThl. B aHamMHe3e MOBbI-
menue AJl ¢ nercraa.

[Tpu o6vexmuernom uccnedosanuu obpamaet Ha ceOs BHUMaHUE BbIPaXKeH-
HOE€ Pa3BUTUE MBIIII IUIEYEBOrO IMOSCA MO CPAaBHEHUIO C HUKHUMH KOHEYHO-
cTAMU. BakHEWIIMM JUAarHOCTUYECKUM MPU3HAKOM SBJISECTCS YCUJICHHUE MYJIb-
CallM COHHBIX apTepuil M MOBbIIeHUE A/, MPEUMyIIECTBEHHO CUCTOINYECKO-
ro, Ha BEPXHUX KOHEYHOCTSIX MPHU PE3KOM OCIA0JICHUU WM OTCYTCTBUM ITyJb-
caluu Ha O€JpeHHBbIX apTepusix u auctanbHee. [Ipu 3ToMm AJ] Ha HWKHHUX KO-
HEYHOCTSIX CHUKEHO WM HE ONPEEIAeTCS .

[laHHbIe ayCKyJbTaMK B OTJIMYME OT TakoBbIX Npu apyrux BIIC, He cneuw-
(UYHBI ¥ HE UMEIOT CYIIIECTBEHHOTO IMarHOCTUYECKOro 3HaueHus. K HuM oTHOCsTCS:

1) me3ocucronuueckuii mym u3rHaHvusg. OH HE WHTEHCUBHBIM, HE MMEET
ONPEAECIICHHOI0 MECTa BBICIYIIMBAHUSA U ONPEACISAECTCS TO B MEKIIOIATOYHOM
IIPOCTPAHCTBE Ha YpOBHE T3 4, TO HAJ KIOUMLAMM, HA COCYJax IIEU WIH BIOJIb
JIEBOTO Kpas rpyauHbl. [Ipu 3HaUUTENBHOM CY>KEHHUH ITPOCBETA A0PTHI IIIYM CTa-
HOBUTCS HEMPEPBIBHBIM, CUCTOJI0-IHUACTOINYECKUM;

2) akuenrt Il ToHa Bo BTOpoM MexxpeOephe cripaBa y Kpasi TpyAUHbI BCIIE/-
CTBUE TOBBIIICHUS JIABJICHUS B BOCXOSIIIEH YACTH aOPThl;

3) HEMOCTOSIHHBIN MPU3HAK — CUCTOJIMYECKUM MM CUCTOJIO-TUACTOIMYCCKHIMA
IIyM MO XOAYy MEXpeOepHBIX COCY/IOB.

JMuarnoctuka. Ha DKI' onpenenstorcs mpuszHaku runepTpoduu jeBoro
xenynouka. [Ipu peHTreHOn0ornyecKoM UCCIEA0BAaHUN OTMEUYAETCS a0pTajibHas
dbopma cep/iia ¢ yBEIMUECHUEM JIEBOTO KEIYJI0UYKa U 3HAYUTEIbHBIM paclIupe-
HUEM BOCXOJSIIEN YacTu aopThl U ee nyru. Kondurypaims neBoro KoHTypa Te-
HU aOpThI B MEpPeIHE-3aHEH MPOSKIIMK HepeIKo mpuobdperaet dhopmy mudpsr 3.
Ee BepxHss monoBuHKa 00pa3oBaHa HAYaJIOM JIEBOM MOAKIIOYNYHON apTEPHH, a
HIWKHSSL — IOCTCTEHOTHYECKUM PACIIMPEHUEM AO0PThl HUKE MECTA CYKEHUS.
CnenuduyuHbIM, HO HE BCEr/la 3aMETHBIM MPU3HAKOM SIBIISIETCSl y3ypalus HHX-
HUX KpaeB pedep M3BMWIMCTHIMU PACITUPECHHBIMEA MEXPEOSPHBIMH KOJUIATEPATh-
HBIMU apTEPUSIMU.

Juarno3 BepupUIUPYIOT ¢ TOMOIILIO IBYXMEPHOU 3X0Kapauorpaduu,
a TaKXe SIAEPHO-MArHUTHOTO PE30HAHCA, KOTOPbIE MO3BOJISIIOT ONPEACIUTh Ha-
JM4re, JIOKAIN3alu0 U MPOTSHKEHHOCTh CYXKEHMS, a JOMNIIEPOBCKOE UCCIIEI0-
BaHUE — OIPEACIIUTh IPAIUEHT JaBieHus. IHBa3uBHYI0 a0pTOrpaguio UCIoiIb-
3YIOT JIUIIb B CIIOPHBIX CIy4dasiX.

Jleuenne xupyprudeckoe. Onepaius mokazaHa MPAKTUYECKH BCEM 0OJIb-
HbIM IIPU OTCYTCTBUU CEPHE3HBIX OCIOKHEHUN — 3JI0KAYECTBEHHOU apTepu-
aJIbHOM TUIEPTEH3UU, TSAKEI0M MOUYEUYHON U CeplIeUHON HelocTaTOYHOCTH. On-
TUMaJIbHBIN Bo3pacT 8—10 ner.
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JIEKLIUA 2
IIPUOBPETEHHBLIE IIOPOKH CEPJALIA

[TpnoOpeTeHHbIMH TOPOKAMHU cepana ctpanaer npuMmepHo 0,5—1% Hacene-
HUS YMEPEHHOIO MOosca, MIPUYEM OHU COCTaBIAOT 20—25% Bcex OpraHMYECcKuX
3a00J1€BaHMl cepAlla U MO0 YacTOTE 3aHUMAIOT TPEThE MECTO IMOCJIE CUCTEMHOU
ACCEHLHANIbHON apTepuanbHoi runeprensuu u UBC.

N3onupoBanue mopakxeHue JIEBOro aHTPUOBEHTPUKYJISIPHOTO KjlanaHa Co-
crapisier 71,5%, knanana aoptel — 8,7%, coueTaHHOE MOPAKEHUE MUTPATHHO-
ro u aoprajbHOro knanaHoB — 12,3%. Oxono 7,4% cocTaBisitOT MOPaXKEHUs
TPEXCTBOPYATOrO KJIalaHa B COUETAHUM C APYTUMU TOPOKAMH.

MUTPAJILHBIM CTEHO3

MuTtpanbHbIi CTEHO3 MPEACTABISET COOOM CY>KEHHE JIEBOTO IMpecepaHO-
YKEJTYyJOYKOBOTO OTBEPCTHUS, KOTOPOE MPEMSATCTBYET TOKY KPOBH M3 JIEBOTO
MpEACEPANS B KEITYI0YEK BO BPEMS JUACTOJBI KETYAOUYKOB.

K 3Tnosiornuecknm (pakropam MUTPAIILHOTO CTEHO3a OTHOCSTCA:

1) ocTpas peBMaTuyeckas JINXOpaJKa;

2) BPOKJEHHBIN MMOPOK;

3) KalnbIIMHO3 MUTPAIIBLHOTO KJIAMaHa;

4) ornyxoJid IEBOr0 MpeACcepIus.

OCHOBHOW NPUYMHOU fABIIAETCA peBMaTU3M. OUEHb PENKO IMOPOK MOKET
OBITh BPOKJICHHBIM.

Kannuka. /Kanoow.

1. Ogplmika ABIISIETCS OCHOBHOM kas1000i. OHa BO3HHUKAET BHAYAJIE TOIBKO
npu GU3NIECKON HArpy3Ke, a 3aTeM, 10 Mepe yCyryOJieHusl CTeHO03a, U B TIOKOE,
CONPOBOXKasiACh KauuieM. ObIIIKa YCUJIUBAETCS B TIOJIOKEHUH JIEXkKA, U3-3a YETO
OOJIbHOM BBIHYXJEH 3aHUMATh IOJOXXEHUE MOJYCHISI WIM CHAS (OPTOMHO?).
OHa 00ycJIOBJIEHA YBEJIMYEHUEM pPaOOThl JbIXaHUS BCIEJICTBUE YMEHBIICHUS
NOAATJIMBOCTU JIETKUX HK3-3a: a) BEHO3HOT'O 3aCTOsl C TpPaHCCyAAlMed >KUJIIKOM
YaCTH TJIa3Mbl KPOBH U3 JIETOYHBIX KAMUJUISIPOB B MHTEPCTULIMAIBHYIO TKaHb U
abBeOoJIbl; 0) porpeccupyromiero Gpudpo3a CTEHOK aIbBEOJI.

2. IlpucTynbl yAylllbsl MOSBISIOTCS OPU BBIPAXKEHHOM MUTPAIBHOM CTEHO-
3€ M CONPOBOXKIAIOTCA KauuleM. B TsSKenbIX ciydasx BbLACISIETCS PO30Basl Ie-
HUCTasi MOKPOTa — Pa3BUBAETCS OTEK JIETKUX.

3. KpoBoxapkanbe. PeriuanBupyroiiee KpoBOXapKaHbe MOCIE OABIIIKHU SB-
JISIETCSl CaMbIM YaCThIM MEPBBIM MPU3HAKOM 3a00sieBaHusl. O0yCIOBICHO pa3phl-
BOM aHACTOMO30B MEXIY JICTOYHHIMA M OpPOHXHWATHLHBIMU BEHAMU BCIIC/ICTBHE
JIETOYHOM BE€HO3HOW TUIIEPTEH3MH. KPOBOXapKaHbE MOXKET BBI3BIBATHCS TAKXKE
WH(APKTOM JIETKOTO, OTEKOM JIETKHX U OCTPBIM OPOHXHUTOM.

4. CnabocTh U yTOMJIIEMOCTh OOBIYHO PE3KO BBIPAXKEHBI U OOYCIIOBIIEHBI
CHUWKEHHBIM U (prkcupoBanHbiM MOC.
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5. Ilepebon u cepauedbueHre BHAayYaje SMU30JUYECKUE, MPHUCTYNO0Opas-
HBIE, 3aT€M NOCTOsIHHbIE. OHU CBS3aHbl B OCHOBHOM C CYNPaBEHTPUKYJISAPHBIMU
apuUTMUSIMH, TJIaBHBIM 00pa3oM MepuLaTesibHOM. BBI3BIBaIOT ONBIIIKY, KOTOpas
0ECIIOKOUT OOJIBHBIX 3HAYUTEILHO OOJBIIE, YeM Iepedou, U3-3a Yero OHM 9acTo
OCTalOTCA HE3aMEUYEHHBIMU OOJbHBIMU. BO3HHMKHOBEHHE TOCTOSHHOU (HOPMBI
MepLaHus NMpeAcepaAnii NPUBOIUT K PE3KOMY YXYJILIEHUIO OOLIEr0 COCTOSIHUS U
SIBJSIETCS TIOBOPOTHBIM ITYHKTOM B TEUEHUH MUTPAJIBHOTO CTEHO3a.

6. XKanoOwl, XapakTepHble IJisi TPABOKETYIOYKOBON HEIOCTATOYHOCTH.
BonbHble OTMEUarOT nepudepuyecKkue OTEKH, BHAYaje TOJIBKO K BEYepy, 3aTeM
MOCTOSTHHBIE, M YyBCTBO TSKECTH B HATYPEBHOM 00JIACTH U MPaBOM MoApedephe.

DQuszuyeckoe uccredosanue. Ilpu ocMoTpe OOJIbHBIE 3aHUMAIOT BBIHYKJICH-
HOE€ T0JIoKEeHHE (OpTOMHO3). OTMEUaroTCa aKpoLMAaHO3 U IMAaHO3 JIMIA C XapaK-
TEPHBIM CHHIOIIHBIM PYMSHIIEM B 00J1aCTH CKYJI. [Ipu BBICOKOI JIErOYHOM THIIEp-
TEH3UU MOKET OINPENENATHCS YCUICHHAS IPECUCTOINYECKAs MyJIbCALUs IEUHBIX
BEH (BOJIHBI «a»), KOTOpas MpU MEpUATEIIbHON apUTMHHM U OCOOEHHO Pa3BUTHH
OTHOCHUTEIILHOM HETOCTATOYHOCTH TPEXCTBOPYATOrO KJIAlaHa WCYE3aeT U CMEHS-
€TCSl CUCTOJIMYECKOM (TMOJI0KUTENBbHBIN BEHHBIHN MYJIbC, BOJHBI «C + V»).

Xapakrepen pulsus differens BciencTBue ciaaBiaeHUs JIEBOW MOIKITIOYNY-
HOM apTepUM PACTSHYTBHIM JIEBBIM NpeacepaneM. HacTto mynbC Majiblii U3-3a
Hu3koro MOC 1 apuTMHUYHBIN NIPU Pa3BUTUH MEPLATEIBHON apUTMUHU.

[Ipy ocmMOTpe M manbnanuy rpyAHON KIETKH BEPXYLIEYHBIM TOTYOK PE3KO
oclla0JieH WIM HE OmpeienseTcs. XapakTepHO TUACTOIIMYECKOE IPOKaHUE —
«KOIIIa4b€ MYPJIBIKaHbE» — B 00JIACTH BEPXYIIKH, KOTOPOE JIy4Ille ONpeeseT-
Csl B MOJIOKEHUH Ha JIEBOM OOKY mocie (U3HYEeCKOW HAarpy3ku MpU 3a7epiKKe
IbIxaHus Ha BeIJoXe. OHO BO3HHMKAET BCIEACTBHE HU3KOAMIUIMTYAHBIX KojeOa-
HUW KPOBH IIPU NPOXO0KICHUH YEPE3 CY’)KEHHOE MUTPATIBHOE OTBEPCTHE.

Ayckynemayus cepoya:

1) ycuniennsii, xsnonatomuid I ToH. OH 00yCIOBIIEH OrpaHMYEHHBIM HAIIOJI-
HEHUEM KPOBBIO JIEBOI'O JKEIYJOUYKA, BCIEACTBHE YErO HAXOSIIMECS HA 3HAYU-
TENBHO PACCTOSHUHU JIPYT OT APYyra K Ha4ally CUCTOJIbI CTBOPKHA MUTPAIBHOIO KJla-
naHa MpoXoAsT OONBIIUHI ITyTh IPU CMBIKAHUU U BCIIEICTBUE TUIIEPKUHETHYECKOTO
COKpAIIICHHS JKeTyI0uKa ABIKYTcs ObicTpee. HermpeMeHHbIM YCI0BHUEM YCHUIICHHUS
I ToHa sIBNISIETCA JOCTAaTOYHAS OJIBUKHOCTh CTBOPOK KJIaIllaHa; eciu U3-3a rpyooro
¢bubpo3a 1 KaNbLIMHO3a OHA yTpaunuBaeTcs, [ TOH TepseT CBOIO 3ByYHOCTb;

2) WEeNMYOK OTKPBITUS MUTPAJIBHOTO KianaHa. Jlydiie Bcero BbICIyIIMBAET-
Csl HaJl BEPXYILUKOM cepJilla WM B YETBEPTOM MexpeOephe clieBa y Kpasi rpyau-
HBI B TIOJIOKEHUU JieKa Ha JIeBOM OOKy Ha Bbimoxe. Kak u xmonatomuii 1 ToH,
MCYE3aeT IPU yTpaTe MOABUKHOCTH CTBOPOK KJIAIIaHa;

3) akuenr Il Tona Hax neroyHoil aprepueil. Bo3HuKaeT BCiaeacTBUE JIeroy-
HOU runepreHs3un. [Ipu 3ToM M3-3a yAJIMHEHNsT CUCTOJIBI ITPAaBoro xkeirynoudka Il Ton
yacTo pacuieruieH. [Ipu BBICOKOM JIErOYHOM TMIIEPTEH3UM U AWJIaTalluy CTBOJIA
JIETOYHOM apTEPUU MOXKET ONPEAEIIATHCSA CUCTOINYECKUI TOH U3THAHKS KPOBU B
JIETOYHYIO apTEPUIO;
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4) nuacronuyeckuil myM. BHavane BbICIyIIMBAaeTCs M30JIMPOBAHHBIN Mpe-
CHCTOJIMYECKHUH 1IyM, a TIpH O0Jiee BHIPAXKEHHOM CTEHO3€ — ME30MaCTOIMUECKUI
C MPECUCTOIMYECKUM YCUIICHUEM. Me301MacToIMYeCKUI IIyM CIIEAYET 3a IEITYKOM
OTKPBITHSI MUTPAJILHOTO KJIANIAHA W 11O MEPE YMEHBIIECHUS I'PaJIMEHTa IMacToInye-
CKOT'O JIaBJICHUS [P OMIOPOKHEHUH JIEBOTO MPENICEPANS CTUXAET («IEKPEIIECHI0»).

Menonus cepana npu CONMyTCTBYIOUIUX MUTPAIBHOMY CTEHO3Y MOPAKECHHU-
SIX BKJIIOYAET:

1) maHCHCTOIMYECKHI IIIyM OTHOCHTEIBHON HEAOCTaTOYHOCTH TPEXCTBOP-
4aToro KJamaHa ¢ SMUMUEHTPOM B YETBEPTOM MEKpeOephbe cieBa y Kpas rpylu-
Hbl. OOyCIIOBJIEH AuaTalyeil MpaBoro Xkeayouka y OOJIBHBIX C BBICOKOM JIerod-
Hoi rurneprensuel. lllym ycunuBaercs Ha Baoxe (cumnrom Pusepo-Kopsaibo) u
yMeHblIaeTcs pu (GOpCUPOBAHHOM BbIJIOXE WM ITpoOe BanbcabBei,

2) NpOTOAUACTOJMYECKANA IIyM OTHOCHUTEIBHOM HEJIOCTATOYHOCTH KJlarla-
HOB JieroyHoil aprepuu — mym ['paxama Cruina. OOycnoBieH Auiaranue
KJIAIIAHHOTO KOJIBLIA BCJIEACTBUE BBICOKOM JIETOYHOM apTEpHAIIHON TMIIEPTCH-
3UM. DTO BBICOKMM IYIOIHAN IIyM «IEKPEIIEHI0» BAOJb JIEBOTO Kpas I'PyAUHBI.
HeobxoauMo oTiinyaTh OT IyMa HEJA0CTATOYHOCTH a0PTaIbHBIX KJIAIIaHOB.

JMuarnocruxka. Ha OKI' onpegensitores:

1) npuznaku runeprpodun nesoro npeacepaus — P-mitrale;

2) npu pa3BUTUU JIETOYHON TUIIEPTEH3UH — IPU3HAKU THIEPTPOPUH Ipa-
BBIX JKEIIYJI0UKa U IIPEACEPAUS;

3) yacToe OCJI0KHEHHE — MepLaTeIbHAast ApUTMHUSL.

Ilpu penmeenonocuueckom ucciredoganuy Npu HEOOJIBLUIOM U YMEPEHHOM
MUTPAJIBHOM CTEHO3€ pa3Mephbl cepaua He yBenuyeHbl. OHO MpHOOpeTaeT Xxapax-
TEPHYIO MUTPAJIbHYIO KOH(DUTYPALHIO CO CTIIaKEHHOM «Talneid BCIeICTBHE:

1) yBenuueHus 1eBOro npeacepausi, KOToOpoe JIydllle BCEro Onpenessercs B
OOKOBOI NMPOEKIMH, I'/I€ BbI3bIBAET OTKJIIOHEHHE KOHTPACTUPOBAHHOIO MUILEBO-
J1a TI0 yre Majoro, a 3aTeM OOJIbIIOro pajnyca;

2) BbIOYXaHUs CTBOJIA JIETOYHOM apTe€pUu B CBS3U C JIETOYHOM TMIEPTEH3UEH.
IIpu 5TOM OIpEneNAroTCS YCWIEHHE JIETOYHOIO COCYAUCTOTO PUCYHKA M APYTUe
IIPU3HAKY JIETOYHOW BEHO3HOM TMIIEPTEH3UH, BKIIIOYAs XapakTepHble TMHUK Kepiu.

JIMarHo3 MUTPAJIBHOIO CTEHO3a YCTAHABJIMBAIOT HA OCHOBAHUM:

1) xapaktepHoii Menoauu cepaua (xjaonaromuii [ TOH, METUY0K OTKPBITUS
MUTPAJIBHOIO KjlanaHa, akueHT Il ToHa Hax JieroyHoi aprepueil, Me3011uacTo-
JUYECKUH IIYM C IPECUCTOJINYECKUM YCUIIMEM) B COYETAHUMU C:

2) runeptpoduu JeBOro Npeacepaus 1 npaBoro xenyaouka Ha OKI;

3) MuTpasibHON KOH(UTYpaIuen cepAma ¢ yBEIMYSHUEM JIEBOTO TIpecep-
JVsL ¥ CTBOJIA JIETOYHOM apTEpPUHU NPHU PEHTTEHOJOTHYECKOM HCCIIeN0BaHuu. [lu-
arfHo3 BepuGUIUPYIOT C IOMOIIBIO IXOKapAHOrpaduu.

OCHOBHBIMH 0CJIOKHEHHUSAMHU MUTPAJIBHOTO CTEHO3a SABJISIIOTCS:

1) Orek nerkux. Kak pe3yiapTaT ocTpoi JI€BONPEACEPAHON HETOCTATOUHO-
CTH Pa3BUBAETCS IPU PE3KOM MOBBIIMIEHUN TMAPOCTATHYECKOTO JABJICHUS B JiE-
TOYHBIX KaWJUIAPAX B CIy4asX BBIPAKEHHOW JIETOYHOW BEHO3HOW TMIIEPTEH3UH.
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2) MepuatenbHas aputMus. OCHOBHBIM (DAKTOPOM, BBI3BIBAIOIUM €€ 3a-
KOHOMEpPHOE BO3HMKHOBEHHME Ha OIPEJEICHHOM JTare TeYeHHUs 3a0oJieBaHus,
SIBJISIETCSl 3HAYUTENbHAs JUIaTalus JeBOro mnpeacepaus ¢ MophoIorndecKuMu
U3MEHECHHSIMU B €ro Muokapjae (rudenp KapauoMHoUUuToB, Gpubpos). Mepianue
npeacepAnil BHayajae HOCUT XapakTep MapOKCU3MalIbHOIO, 3aT€M CTAHOBHTCS
NOCTOSTHHBIM. ET0 BO3ZHMKHOBEHHE COMPOBOXKAACTCA PE3KUM YCYTyOJIeHUEM
OJIBIIIIKH, BIUIOTH /10 BO3HMKHOBEHHUSI OTEKa JIETKUX, CIA0OCTH U IMPABOXKEIY-
JIOYKOBOW HEOCTATOYHOCTH, HHOT'1a 0OMOPOKOM.

3) AKTUBHas JJerOYHasi TUIIEPTEH3US U IPABOKEITY I0YKOBAsE HEIOCTATOUHOCTb.

4) Tpom603MO0IHMK OOJIBIIOTO Kpyra KpoBooOpaieHus. Mx mcrounnkom
SBIIAIOTCS TPOMOBI, 0Opa3yloliuecss B AWIATUPOBAHHOM JIEBOM IPEACEPIUH,
OCOOEHHO B €ro YIIKE.

5) TOJIA. OtMeuaeTcst B OCHOBHOM B JJaJIEKO 3alleIUINX CTaausix 3abose-
BaHUs, IPU IPABOXKEIYAO0UKOBONW HEJOCTATOUHOCTU U YAaCTO PELUIUBUPYET.

6) bponxonerounsie nnpexuu. IlogBep:keHHOCTh OOJIBHBIX C MHTpalb-
HBIM CT€HO30M OpPOHXHUTAaM M IHEBMOHHUSM OOYCJIOBJIEHA 3aCTOEM KPOBU B Ma-
JOM Kpyre kpoBooOpateHusi. OHU NPOSBISAIOTCS YCYTyOJIeHHEM OJBIIIKH, Kalll-
JIEM C THOMHOM MOKPOTOM, HHOTJA C IPOKWIIKAMU KPOBH, MOBBIIICHUEM TEMIIE-
paTyphl Te€jla U MOTYT IPOBOLUPOBATH OTEK JIETKUX.

7) NnpexunoHHbIi sHA0KapauT. BeTpeyaercs yame npu KOMOMHHUPOBAH-
HOM MUTPAJIbHOM MOPOKE, YEM MPU «UUCTOM» CTEHO3E.

Jleuenme. Meouxamenmosnas mepanusi Ipu OTCYTCTBUU CUMIITOMOB 3a-
0oJieBaHuUA MPEAYCMATPUBAET MPOPUIAKTUKY HHDEKIMOHHOTO 3HIOKApAUTA.

N3 o0mux MeponpusiTuii peKOMEHIYIOT Takke H30erath 3HAuYUTENIbHOU
(¢u3nYecKoil Harpy3KH.

[Tpy HanMYMKU CUMOTOMOB PEKOMEHAYIOT OTPaHUUYEHHUE COJIM U IIPUEM MOue-
rOHHbIX cpeAcTB. Ilpyu mMX Ha3HaueHUM clenyeT, OAHAKO, COONI0NAaTh OCTOPOXK-
HOCTh BO m30ekaHue ruroBosieMud U cHkeHuss MOC. CepueyHblie TIIMKO3U/IBI
NIOKa3aHbl [IpU MepuareiabHoi aputMuu A ymenbenuss YCC, a npu cCMHyCOBOM
PUTME — TOJIBKO B CIIy4YasiX BBIPAKEHHOM IPaBOKEITYT0YKOBOM HEJOCTATOYHOCTH.

[Ipn KpoBOXapKaHbe MPOBOAIT MEPONPUATHS, HANPABICHHbIE HA CHUXE-
HUE JIABJICHMS B JIETOYHBIX BEHAX: MMOKOM, MOJOKEHHUE MOITYCHUIs, OTPAaHUUYCHUE
COJIM U MOYETOHHBIE CPE/ICTBA.

[TockonbKy MHUTpaTbHBIA CTEHO3 MPECTABISAET COO0M MEXaHWYECKOE MPETsITCT-
BHE KpPOBOOOpaIlleHu0, Harbosiee 3PPEKTUBHBIM SIBISIETCS XUp)ypeuyeckoe jeueHue.

[TokazaHusiIMH U1 ONIEPATUBHOTO JICYEHUS! CUUTAIOT BBIPAKEHHbBIE KIMHUYE-
CKUE TPOSIBJICHUS CTEHO3a MUTPAJIBHOIO OTBEPCTUS, JIETOUHYIO TMIIEPTEH3UIO,
CEpACUYHYIO aCTMY, OTEK JIETKUX, TPOMOO3MOOINN, KPUTUUECKUI CTEHO3 MUTpPaIb-
HOTO OTBepCTHs (MeHee 1em?).

e KaterepHast upe3kokHas OaJUIOHHAs BaJIbBYJIOIUIACTHKA (pacUIMpeHue
CY’>KEHHOI'0 OTBEPCTHSI CIIELIMAIBHBIM OAJIZIOHOM IOJI BBICOKMM JAaBJIEHUEM) I10-
Ka3aHa MpU U30JIMPOBAHHOM CTEHO3€ MUTPAIBHOIO OTBEPCTHS MOJIOABIM Halu-
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eHTaM 0e3 KalbIM(UKAIUA MUTPAIBLHOTO KJIallaHa W €ro HEeJIOCTaTOYHOCTH.
Oco0oe 3HaueHue ITOT METO/I UMEET NMPU OEPEMEHHOCTH.

e Komuccypotomusi (BaJIbBYJIOTOMHSI) — PACCEUYCHHE CIAsTHHBIX CTBOPOK
MUTPAIBHOTO KJIAITaHa.

e [IpoTe3npoBanre MUTPATBHOTO KJlallaHa TIPOBOIAT MPU COMYTCTBYIOIICH
HEJ0CTAaTOYHOCTH MHUTPAJIHLHOTO KJIAlTaHa WJIM HEBO3MOXXHOCTH BOCCTaHOBJICHHUSI
HOpPMaJIbHON (YHKIIMM MUTPAIBHOTO KJIalaHa JpyruMHA METOIaMHU.

HEJOCTATOYHOCTbH MUTPAJIBHOI'O KJIAITAHA

HenocraToyHOCTh MUTPAJIBLHOIO KJIANAHA, WM MUTPAJIbHASI HEI0CTa-
TOYHOCTB TIPEACTaBISET COOOM perypruTanuio KpoBU U3 JIEBOTO JKEIYJ04YKa B
JIEBO€ MPEICEPANE BO BpPEMs CHUCTOJIBI KEITYJOUKOB BCIIEICTBHE HAPYILICHHS
CMBIKaHHUs CTBOPOK MUTPAJIBHOIO KJIAIllaHa.

OCHOBHBIMH ATHOJOTHYECKHUMH M CIIOCOOCTBYIOIIUMU (DaKTOpaMH OpraHU-
YECKOM MUTpaJIbHONW HEIOCTATOYHOCTH, OO0YCIOBICHHOW MEPBUYHBIM IOpaXKe-
HUEM KJIAMIAHHOTO amnmnapara, sSBJISIOTCS:

1) XxpoHuyeckas peBMaTuyeckasi 001e3Hb;

2) uHEeKIMOHHBIN YHAOKAPAUT;

3) BPOK/ICHHBII MOPOK;

4) UbC (xponuyeckue ¢GOpMbI U OCTPBIN HH(DAPKT MUOKAP/IA);

5) TpaBma cepjua;

6) cuctemMHasl KpacHasl BOJIYaHKa, PEBMATOU/IHbIN apTPUT, CUCTEMHAs! CKJIe-
poaepmus u ap.);

7) nereHepaTuBHOE MOPAKEHUE KIIAITAHHOTO aIllapaTa HEM3BECTHOM 3THOJIOTHH.

MexaHn3M HapylmeHnid reMOIMHAaMuKH. IIOCKONBKy aaBieHHe B JIEBOM
peacepanuu HUXKE, YEM B aOpTE, OHO IMPEACTABIISIET MEHbILEE CONPOTUBICHUE
JUISI U3THAHUSA, YTO CO3JAeT OJIaronpusITHbIE YCIOBUS JUISl PErYPIUTALMY 3HAYH-
TEIBHOr0 00beMa KpOBU M3 JIEBOIO XKeJlyJouKa B JieBoe npencepaue. [Ipu satom
o0 yiapHblii 00bEM JIEBOTO KEITyJJ0UKa PE3KO BO3PACTAeT U MOXKET 3HAUM-
TeAbHO (10 3 pa3) MmpeBbIaTh HOpMY. V3rHaHMEe HauMHAeTCsl cpa3y Mocje Ha-
yaja COKpAallleHUsl JEBOIO JKENyAO4YKa, U KO BPEMEHHU OTKPBITHS aOpTaJIbHOIO
kianana j10 ¥4 YOC noctymnaer B JIeBO€ peacepaue.

KIIMHUKA, TUAI'HOCTUKA 1 JIEHEHUE
PEBMATHUYECKOU MUTPAJIbHOU HEJJOCTATOYHOCTH

Kannuka. Hauano 3a0oneBanusi 0ObIYHO MOCTENEHHOE. XOTSI MUTpaJIbHAs pe-
TypruTaiys 4acTo pa3BUBACTCS MPU OCTPOM PEBMOKAPAUTE, B OOJIITMHCTBE TAKUX
CJlydaeB OHa BHauaje HeOoubIas, U 0OJIbHbIE OOBIYHO HE MPEABSIBISIIOT KaIo0 Ha
NPOTSHDKEHWU MHOTHX JIET, MHOTJIa BCIO YKM3Hb. Kak Mmpu MUTpaIbHOM CTEHO3€, 3a-
OoJieBaHME HAUMHACTCS C MAPOKCH3Ma MepUATebHOW apUTMUM UM OCTPOH JIeBO-
YKEITyI0YKOBOM HEJIOCTATOYHOCTH TIOCIE TIOBBIIIICHHON (hU3MYECKON HArpy3KH.
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OCHOBHBIMHU KalI00aMHU SIBIISIFOTCS

1) oxpimika, oOyca0oBICHHAS BEHO3HBIM 3aCTOEM B JIETKHX;

2) cmabocTh M yTOMIIsIeMOCTh BclieAcTBue cHmkeHuss MOC. BeIipakeHHOCTB
OJIBIIIIKK BapbUPYET OT HE3HAYUTEIHHOM, OTMEYAIOIIEICS TPU TOBBIIIEHHON (hr3u-
YECKOW HAarpyske, 10 HEXBATKHM BO3/yXa B COCTOSHHUM IOKOs. B oTnmume or mur-
pPaTBbHOTO CTEHO3a NPUCTYIBI CEPACYHON acTMbl M OTEKa JIETKMX OBIBAIOT OYEHb
penxo. Masno xapakTepHbl TaKKe KPOBOXApPKAHBE U CUCTEMHBIE TPOMOOIMOOITHH.

[Ipy OOBEKTUBHOM HCCIEIOBAaHUM B MO3JHUX CTAJAUAX HAONIOAETCS aKpo-
IMaHO3. APTEpUAIIbHBIN IyJIbC OOBIYHO HE M3MEHEH WJIM OTMEYAIOTCs MPHU3HAKU
MepLaTesbHOW apuTMHU. B aneko 3amequux cirydasx Ipy pa3BUTHH IWAIATaAUH
IIPABOTO KENYJOYKa U OTHOCUTEIBLHOW HENOCTaTOYHOCTH TPEXCTBOPYATOrO KJla-
MaHa ONPEIENSIETCS NOJOKUTEIbHBIA BEHHBIN IMYJIbC 3a CYET CUCTOIMYECKOM BOJI-
Hbl «v». OOpaimaer Ha ce0s BHUMAaHWE YCUJICHHBIM U PA3JIUTON BEPXYILICUHBIH
TOJIYOK, KOTOPBIN TP AUJIATALIMH JIEBOTO KEITYA0UKA CMENIACTCS KHAPYKU U KHU-
3y. IIpu BBIpa)KEHHOM YBEIMYEHHUM JIEBOTIO IPENCEPIUs IMOCIEIHEE CMEIIAETCS
KIIEPEIU, U €r0 HAIOJIHEHUE KPOBBIO MAJIBIIATOPHO OUIYLIAETCS y JIEBOTO Kpas
TPYAWHBI B KOHLIE CUCTOJIbI KEITYJOYKOB, KOTJIa COKPATUBILIMICS JIEBBIA KEITYI0-
yek nepemeraercs k3aau. [Ipu stom oOpasyercst xapakTepHOEe KayaTeJIbHOE JIBH-
YKEHHE IPyTHOM KJIETKU B IpeKapauaibHoi oomactu. Hayx BepXyiikoit cepaua vac-
TO MAJBIMUPYETCS] CUCTOINYECKOE IpokaHHe. Y OOJBHBIX C BBICOKOM JIETOYHOMN
TUIEPTEH3UEN MOXKET ONPENEIATHCS IMyJIbCALMs MPABOro XKEIyJA0YKa B TPEThEM-
YETBEPTOM MEKPEOEphe y JIEBOrO Kpasi TPyIUHbI U B HAAYPEBHOM 00JIaCTH.

[Ipu ayckyinbTalMy cepilia BBIABISIIOTCS XapaKTE€pHbIE MPU3HAKU MOPOKA.
K HuM oTHOCSTCS:

1) mancucronmuueckuit urym. City>KUT HauOosiee SpKUM MPOSIBICHUEM MUTPATb-
HOW He0CTaTO4HOCTH. [1IyM MMeeT 3MMIEeHTp Ha/l BEPXYIIKOM cep/ila U IPOBOAUTCS
OOBIYHO B JIEBYIO MMOJIMBIIICUHYIO 001acTh U Ha criuHy. [Llym 0ObraHO rpomkwid, ycu-
JIMBAETCS B MOJIOKEHUHM JISKa Ha JIEBOM OOKY M 4acTO CONPOBOXKIACTCS] CHCTOJIYE-
CKHUM JIpOyKaHreM. Yem rpomMye 1ryM, TeM OOJIbIIe BEIPAKEHHOCTh PErypruTaiim;

2) ocnabnenue | ToHa, BIJIOTH 710 OTCYTCTBUS. OH YacTO MacCKUPYETCs IITyMOM;

3) I Ton. OOycIoBIIEH PE3KUM HaNpsDKEHWEM anmnapaTa MUTPAJIbHOTO Kila-
[IaHa ¥ CTEHOK JIEBOT'0 ’KEJTy10YKa B KOHIIE ITEpU0/1a ObICTPOTO HAIIOJIHEHHUS;

4) akuent Il Tona Hax nerouHoi aprepuei. CBUAETENBCTBYET O JIETOYHOMN
TUIIEPTEH3MH, a pacuieruieHue Il Tona — o paHHEM 3aXJIONBIBAHUM A0OPTAJIBHOTO
KJIarlaHa IIPY 3HAYUTEIIbHOM 00bEeME PErypruTalui.

[IpaBoXkenyn0uKOBasi HEAOCTATOYHOCTD, NPOSBISIOIAICA COOTBETCTBYIO-
IIMMU [IPU3HAKAMH, PA3BUBAETCS OTHOCUTEIBHO MO3/IHO.

JAunarnocruka. Ha OKI' Bepa)keHHOW MUTpPAJIbHON HEIOCTATOYHOCTH OII-
peaensoTC:

1) npusHaku runeptpodun JieBoro npeacepauns — P-mitrale;

2) mpu3HaKU TUIEPTPOPUH JIEBOTO Kenmyaouka. OHU 0OBIYHO YMEpPEHHBIEC U
y pAzia O0JBHBIX MOTYT OTCYTCTBOBATb;
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3) mpu BBIPAXKEHHOM JIETOYHOW THUIEPTEH3UU OTMEUAeTCs TaKKe THuIlep-
Tpous MPABOro KeIyA0UKa U MPEACEPAUSL.

[Ipu penmeenonocuueckom ucciedoganuu BBISIBISIOT XapaKTEpPHBbIE MpPH-
3HaKM — YyBEJIMYEHHE cepJilla OT HEOOJIBLIOro O 3HAYUTEIbHOTO U €ro MHT-
pasbHYI0 KOHPUTYPALIHIO.

Karerepu3zanus nosocreit cepina — TOYHBIA METOJ OLIEHKU CTEEHU MUT-
paIbHOM perypruTanuu, JarIii BO3MOKHOCTD OMPENEIUTh 00BEM PETyprUTH-
pyIolIeil KpOBH B JIEBOM MpPEACEPINU (BbIPAXKEHHBIN B MPOLIEHTaX OT yAAPHOTO
o0beMa JIeBOro keiyAouka). PazauyaroT yeThlpe CTENEeHH MUTPAIbHOM peryp-
TUTALWHU 110 JAHHBIM KaTeTepU3alUu:

e | crenenr — MeHee 15% o1 yaapHoro oobeMa JI€BOTo KelyJouKa.

e [I crenens — 15-30%.

e [II crennen — 30-50%.

¢ [V crenenb — Ooiiee 50% ot yaapHoro oobema.

Oc/105)KHEeHMAMM PEBMATUYECKON MUTPAJIBHON HEIOCTATOYHOCTH SIBIISIFOTCSI:

1) GUBEHTpUKYJISIpHAs 3aCTOMHAS cep/ieyHasi He0CTaTOYHOCTb;

2) MepuaTesbHas apuTMHs, BHAYaJIe MapoOKCU3MalbHas, 3aTeM IMOCTOSTHHAS.
Kak ¥ npu MUTpaIbHOM CTEHO3€, OHA 3aKOHOMEPHO Pa3BHUBACTCA IPU 3HAYM-
TEJIbHOM JUJIATAlliU JIEBOTO IPEACEPANs;

3) cucteMHble TpPOMOOIMOO0IMH, OCOOCHHO TIPU MEPIATEILHON apUTMHUH U
nHMEKITMOHHOM dHIoKapaute. Ux gacrorta mocturaet 20%;

4) vH)EKITMOHHBIA SHIAOKAPAUT. SIBISAETCS YaCThIM OCJIOKHEHUEM MUT-
pasbHOM HeJO0CTaTOUHOCTH, BeTpeuaeTcs y 20% OGO0IbHBIX;

5) nerouHasi apTepuanbHas runepreHsus. Ilpu XpoHM4YECKO MUTpaIbHOU
HenoctaTouHoct nobiieHne JICC BeTpedaeTcss pelko W JIMIIb B JAJIEKO 3a-
HIEAIINX CIyqasiX.

TeveHnue HEBBIPAXKEHHON MUTPATILHON HETOCTATOUHOCTH OJIArONPHUATHOE.

Jleuenne. KoncepsamusHoe neuenue COCTOUT B OTPAaHUYEHUU (PU3NYECKON
Harpy3Kku, aHTHOMOTUKONPOPUIAKTUKE PELIMIUBOB PEBMATU3MA 10 MOKa3aHUSIM
U MH(DEKIIMOHHOT0 PHIOKAPJUTA BO BCEX CIIyYasiX, a TAKXKE B MEIMKaAaMEHTO3HOM
Tepanuu CepACYHON HETOCTATOYHOCTH IIPU HAJIUYMKM cCUMITOMOB. OHa BKIIOYa-
€T OIPAHMYEHHUE COJM U IPUMEHEHUE MOYETOHHBIX, COCYIOPACLIMPSIOMINX
CPEICTB U CEpACYHBIX IIMKO3UI0B. APTEpPHOJISIPHBIE Ba30auIaTaTophl (THapa-
na3uH, uHruouTOpHl AIID 1 np.), camxkas OIICC, ymeHbmaT 00beM perypru-
tanuu ¥ yBennuuBaoT dddextuBapii MOC. JledeHne MepriaTenbHOW apuTMHN
Y aHTUKOATYJISIHTHYIO TEpaIldIO MPOBOJAT IIO TEM K€ NPUHLMIAM, YTO U NPH
MHUTPAJIBLHOM CTEHO3E.

Xupypauueckas Koppexyus SBISIETCS JICUEHUEM BbIOOpA MPHU BbIPAKEHHOMN
MUTpPAJIbHON PETYPrUTALUN.

XHUPYyPru4eCKOE JICUEHUE TTOKA3aHO B CIAEAYIOIIUX CUTyalUsX:

e BripaxkeHHas HEIOCTaTOYHOCTh MUTpasibHOro KianaHa (III-IV crenens),

JIaXKe IIPU yIOBJIETBOPUTEIIBHOM CaMO4yBCTBHUH.
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o [Ipu3naku muchyHKIMH JIeBOTO *Kemyaouka ((ppakius BeIOpoca JI€BOTO
x)emynouka MmeHee 60%, KOHEUHBIN CHCTOIMYCCKHAN pa3mep Ooiiee 45 Mm).

[TpumeHstoT 1Ba METO/Ia XUPYPTUYECKOTO JICUCHUS: PEKOHCTPYKITUIO MUT-
PAJIBHOTO KJIAIIaHA U €r0 MPOTE3UPOBAHME.

KOMBUHUPOBAHHBIN MUTPAJIBHBIN ITOPOK

KoMOnHupoBaHHBIN MUTPAJbHBIN MOPOK CEpALA, T. €. COYETAHUE MHUT-
pPaJbHBIX CTEHO3a U HEJOCTATOYHOCTH, TPAKTUYECKN BCET/Ia UMEET peBMaTHUye-
cKoe mpoucxoxaecHue. HapyleHuss BHyTpUCEepACYHOH IeMOAMHAMUKH OCO-
OCHHO HEOJIAronpusITHBI, TAK KaK BO BPEMsl CHCTOJIBI YacTh KPOBH BhIOpachiBa-
€TCs B JIEBOE MPEACEPANE, OTKYJa OHA JOJDKHA BHOBb ITONACTh B KEITYI0YEK Ye-
pe3 Cy’KEHHOe OoTBepcTue. BelieicTBue 3Toro MUTpalibHasi peryprutauus peako
JOCTUTAET 3HAYUTENbHOM BennunHbl, a MOC 3ameTHO cHM>XeH. PaHo mpucoe-
JUHSAIOTCA MEpLaTeIbHasl apUTMHUS U IIPABOXKEITYJOUKOBAsi HEAOCTATOUYHOCTb.

Kimnnka. Kak v npu n3011MpoBaHHOM MUTPAJILHOM CTEHO3€, OCHOBHOM Ka-
J000¥ OONBHBIX SBISETCS HAPACTAIOIIEEe CHIDKEHUE TIEPEHOCUMOCTH (hU3NIECKON
Harpy3KH M3-3a OZBIIIKH, CIA00CTH U CepALEOUEHUs. YXYALLIEHUE COCTOSIHAS MO-
KET BBI3BIBATHCS OPOHXOJETOYHON HH(PEKITNEH WITH 3aICPKKON SKUIKOCTH.

[Ipun ob6vexmuenom ucciredoéanuu B CTAOUU PA3BEPHYTHIX KIMHUYECKUX
NPOSBICHUM OTMEYaloTCsl MepuaTeibHas apuTMus, HaOyXaHHe IIEHHBIX BEH
BCJIEJICTBHE ITPABOKEITYJOYKOBOM HENOCTATOYHOCTU M MPU HAIWYMU OTHOCHUTEIIb-
HOM HENOCTaTOYHOCTH TPEXCTBOPYATOrO KJIAllaHA — IIOJIOKUTEIbHBIA BEHHBIN
nyibc. [Ipy nanenanuu npexapauaibHOM 00JacTH, KaK MPU «UUCTOMY» MHUTPaJIb-
HOM CTE€HO3€, YaCTO ONPEIEIISIETCS MPABOXKEYI0UKOBAs! MyJIbCALUS [10J] MEUYEBU/I-
HBIM OTPOCTKOM U Y JIEBOTO Kpasi Tpy/IuHbl. BepXyIeuHbiii TOT4OK B OOJIBIITHMHCT-
BE€ CITy4aeB HE YCUJIEH, TaK KaK MUTpaJIbHAs PETYPruTalys U CBA3aHHAs C HEU T'u-
nepTpodusi JIEBOro *KelyI04uKa peIKo ObIBAlOT 3HAUUTENbHBIMU. boiee HagexHbIM
MPU3HAKOM MPEOoOIIaaroNield MUTPAIbHOM PETyPrUTAIIMN SBIISIETCS TPOMKUMN TTaH-
CUCTOJIMUECKHUH IIyM, KOTOPBIA XOPOIIO MPOBOAUTCS B MOJMBIIICUHYIO O0JIACTb.
[Tpu 3TOM yBEnMUYEHHUE YJAPHOrO BHIOpPOCA JIEBOTO KEIYJI0UYKAa MOXKET BbI3BIBAThH
00pa3oBaHuE JTOBOJIBHO 3BYYHOIO ME30MACTOIMYECKOro HIyMa. Y 3HAUYUTENIbHOM
4acTy OOJBHBIX OTMEYAIOTCS IPU3HAKH IIPABOXKEITYJOYKOBOU HETOCTATOYHOCTH.

JMuarnocruka. Mzvenenus na OKI' 3aBUCIT OT TOr0, KakKOW MOPOK Mpeodia-
naet. [Ipu npeBanupyroiel HeIOCTATOYHOCTH YaCTO OTMEYAKOTCS PU3HAKY TUTIED-
TPOPHUH JIEBOTO KETYJ0UKa, OOBIYHO YMEPEHHO BBIPAKEHHBIE, KOTOpPbIE MHOT/A,
OJTHAKO, OTCYTCTBYIOT. [Ipu pe3ko BbIpaKeHHOW TMIEpTPOGUH JIEBOTO KETyJ0uKa
CJIEyeT UCKaTh JPYTYIO IPUUMHY — HaIpUMeEp, MOPaXKEHNE a0PTAIBHOIO KJlalaHa,
CUCTEMHYIO apTEPUAIIbHYIO THIIEPTEH3UIO. [Ipy CHHYCOBOM pUTME PETUCTPUPYETCS
P-mitrale. [Tpu3naku runeptpoduu mpaBoro >Keiry109ka OTMEYAOTCS PEIKO.

Ha penmeenocpamme epyonoii kniemku onpeneisitorcs YBEJIUYEHHOE CEPI-
11e MUTpaIbHOU (opMbl. OOpaiiaer Ha ceOs BHUMaHUE pe3Kas IujaTaIus JIeBo-
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ro npeacepaus, KOTOpoe MOXKET JOCTUIaTh THTAHTCKUX Pa3MepoOB, B OTIINYUE OT
JPYTUX U30JUPOBAHHBIX MOPOKOB. [Ipu mpeoOnasaHuu HEJOCTATOUHOCTH pac-
HIMPSAETCS TAK¥Ke JIEBBIN XKemyJoueK. I3MEHEHUs B JIETKUX CXOJHBI C TAKOBBIMU
IIPU «YUCTOM» MUTPAIBHOM CTEHO3E.

Oxoxapouoepaghus MO3BOISAET BepUPUIUPOBATH AUATHO3 U ONPEACIUTH Tpe-
BAIMPYIOIIMI MOPOK. XapaKTepHbl MATOTHOMOHUYHBIE JUIsI MUTPAIbHOIO CTEHO3a
3aMEJICHUE PAHHErO JUACTOJIUYECKOIO MPUKPBITUS MEPEIHEN CTBOPKU MUTPAJIb-
HOTO KJIanaHa, JBM)KeHHE KOTopoi npubmmkaerca k [1-o0pazHomy, U cmeleHue
KIIEPEAN €T0 3aIHEN CTBOPKH MMAPAIUIENBHO JBWKEHUIO niepeaHeil. CTBOpKU yToJI-
HIAIOTCA, U aMIUIMTY/Ia TMAaCTOJIMYECKOrO OTKPBITUS KiamaHa ymeHbluaercs. [lo-
JIOCTh JIEBOTO JKEIyJ0YKa MOXKET YBEJIIMYMBATHCS B pa3Mepax B 3aBHCUMOCTU OT
BBIPQ)KCHHOCTHU PEryPruTaliyi 1 MUOKapIMaJIbHOW HerocTatouHocTy.  Jlomnmiepa-
XoKkapauorpagus Mo3BoJsieT OLEHUTh AMACTOJIMYECKUI I'PAJUEHT JaBICHUS Ha
MUTPAJIbHOM KJlallaHe U BEJIMYMHY 0OpaTHOro Toka. B HEsCHBIX ciayyasx BbIpa-
KEHHOCTh CT€HO3a M PETypruTalyy yTOYHSAIOT IPH KaTeTepu3aluy cepaua U
aHTHOKapuorpaduu.

Juarno3 KOMOMHHUPOBAHHOTO MUTPAJIBHOIO MOPOKA, KaK M H30JMPOBAH-
HBIX, CTaBAT Ha OCHOBAHMM XapaKTEPHOU MeJoauM cepjia, JaHHbiX OKI' u
PEHTI€HOJOTMYECKOT0 UCCIEA0BAHMS TPYIHON KJIETKA U OOBIYHO MOATBEPIK/IA-
IOT C MIOMOILBIO JONIIEPIXOKAPAUOTPAPUH.

Oc10:KHeHUsI TaKKE K€, KaK IIPH U30JMPOBAHHBIX OPOKAX:

1) mepuarenbHas apuTMus. PazBuBaercss HaCTOJIBKO YacTO, YTO MOKET pac-
CMaTpUBATHCS CKOpee Kak MposiBiieHue 3a0oneBanus. Cpoku ee BO3SHUKHOBEHHUS
3aBHUCST OT BBIPAXKEHHOCTU MOPOKA U PEBMATUYECKOT0 MOPAKEHUS MUOKAP/Ia;

2) cuctemHble 3MO0IMKU TpoMOamMu U3 JieBoro npexacepaus. luarnoctupy-
10T IpuMepHO Y 20% OOJBHBIX, HO UX UCTUHHAS 4acTOTa 3HAYUTEIBHO OOJIbIIE
B CBSI3M C YaCThIM O€CCUMITOMHBIM WJIM MAJIOCUMIITOMHBIM TE€YEHHUEM;

3) nerouHas aprepuaibHas TUNepTeH3us. Pa3BuBaercs pexe, 4eM MpU MUT-
palIbHOM CTEHO3€, TaK KaK CpEeIHEe MABJICHHE B JIEBOM IIPEACEPAUU y TaKUX
OOJIBLHBIX OOBIYHO HUKE.

Jleyenmne cXOHO € JI€UEHHEM H30JIMPOBAHHBIX TIOPOKOB.

CTEHO3 YCTbhA AOPThI

CTeHo3 ycThsl a0pThI IPEICTABIIAECT COOOM MPENATCTBHE U3THAHUIO KPOBH
U3 JIEBOT'O XKEJIyJ0YKa BO BPEMSI CUCTOJIBI.

ITHOJOTHYECKMMH (PAaKTOPAMM SBJISIIOTCH:

1)BposkieHHAs TATOJIOTHUS;

2)ocTpasi peBMaTH4eCcKas TMX0paKa;

3)KanpMHO3 CTBOPOK a0PTaIbHOIO KJlallaHa HEU3BECTHON ATHOJIOTUH.

MexannzM HapymeHui remoamHamuku. [lepBudHoe HapyllleHHE reMonu-
HAMUKH 00YCJIOBIIEHO CYKEHUEM YCThsl QOPThIL, YTO CO3JIAET MPENATCTBUE U3THAHUIO
KpOBH, Ul MPEOIOJIEHUSI KOTOPOTO JIEBBIN KETyA0UeK NOKEH pa3BUBaTh Oojee
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BBICOKOE CHCTOJIMYECKOE aBiieHre. CTEHO3 MpOrpeccupyeT OTHOCUTENLHO MEJIEH-
HO, U aaekBaTHbIi MOC obecnieunBaeTcsi 3a CUET MOCTENEHHOTO YBEJIMUYCHHUS CUC-
TOJIMYECKOI'0 IPAIMEHTA JABJICHUS HA aOpTAJIbHOM KianaHe. IIpu ymepeHHoM cre-
HO3€ OH HaxonuTcs B npegenax 20—50 MM pT. CT., a IPU BBIPAKEHHOM JIOCTUTAET
50-100 mm pT. cT. 11 6011ee B mokoe u 10 200 MM PT. CT. IpH (PU3UUECKOI HArpy3Ke.

BenenctBue XpoHUYECKON NEPErpy3KU CONPOTUBIIEHUEM U TOBBIIIEHHSI CUC-
TOJIMYECKOTO CTEHOYHOTO HANpPSDKEHHS pPa3BUBACTCS THIIEPTPOQHS JIEBOTO KEIy-
nouka. OHa SBISIETCS BAKHEUIIMM MEXAHU3MOM CTOMKOW KOMITEHCAIlMU HapyIlle-
HUM F€EMOJMHAMUKHU U NMIPUBOJUT K HOPMAJIM3ALKUKA CTEHOYHOrO HampspkeHus. On-
PEAEIEHHOE aJalTALIMOHHOE 3HAYEHUE UMEET U YJUTMHEHUE CUCTOJIBI KEITYA0UKA.

Kinnuka. AopTajibHBIN CTEHO3 CTAHOBUTCS N'€MOJMHAMUYECKH 3HAYNMbIM
pU CY>KEHHH KJIAIIAaHHOTO OTBEpPCTUs MpUMEpPHO Ha 1/3 HOpMaibHOU BenUYH-
Hbl. Jlaxke BBIpaXEHHBIM CTEHO3 Ha MPOTSXKEHUM MHOTHMX JIET MpOTeKaeT Oec-
CUMIITOMHO OJjarojapsi CilocOOHOCTH TUTIEPTPOGUPOBAHHOTO JIEBOTO >KEIyA0Y-
Ka F€HEpPUPOBATh NOBBIIICHHOE BHYTPUKEIIYJOUKOBOE JIaBJICHUE. Y MHOTHX Ta-
KHX OOJBHBIX XKan00bl mosBIsAIOTCS nocie 40 u gaxe 60 ner.

Hauvano 3a0oneBanus nocrenennoe. Hanbosee xapakrepHa Tpuaia CUMIITOMOB:

1) ompitika, BHaYane npu (U3UIECKON HArpy3Ke, a 3aTeM U B IMOKOE;

2) anruHO3Has 00Jb;

3) roJIOBOKpYKE€HHE U OOMOPOKHU.

Bce oHUM ABASAIOTCS OTHOCUTEIBHO MO3JHUMU CUMIITOMaMH, CBHUJIETEIBCT-
BYIOILIMMU O Pa3BUTHUH JICKOMIICHCALUU.

1. Ogpliika 00ycioBI€HA TOBBILIEHUEM JIABJICHUS B JIETOYHBIX KaWLIAPaXx.

2. CteHokapanyeckasi 001b MOSBISIETCSI HECKOJIBKO MO3KE U 00yClIOBIEHA
UIIEMHEN MHUOKapAa B pe3yJibTaTe HECOOTBETCTBUS MEXIY IIOBBILIEHHOW IIO-
TPeOHOCTHIO MHOKap/la B KHUCIOPO/I€ U YMEHbBIIIEHUEM €T0 JIOCTaBKH.

3. l'onoBokpykeHrne U OOMOPOKH BO3HUKAIOT OOBIYHO MpU (HPU3MUECKOM
HaNpsHKEHUU U MOTYT COYETaThCs C aHTMHO3HOM 0oJibto. OHM MHOTAA MPOSBIIS-
IOTCSl B BUJIE IPUCTYTIOB pe3Koi ¢1ab0CTH ¢ MOTEMHEHHUEM B Ii1a3ax. B ux ocHo-
BE JICKUT OCTpasi UILIEMHUs MO3Ta BCJIEICTBHE CHIbKEHUS AJl ipu auiiatanuu co-
CyJ0B paOOTaOIINX MBIIIIII.

OObekTuBHOE UccaenoBaHue. I3MeHeHus: Koxu (BbIpaskeHHasi OJIEAHOCTb, aK-
POLIMAHO3) MOSABJISIFOTCS JIMIIb B OYEHb MO3IHUX CTaausX 3a0oneBaHus. OOpariaer
Ha ce0s BHUMaHUE MEIJICHHBIN, MaJIbI U IJIaT000pa3Hbli apTepUaIbHBIN MyJIbC.

IIpy nanpnanuu onpenensaeTcss MEAJICHHO NPUIIOAHUMAIOLIUICS, BBICOKUH,
PE3UCTEHTHBIA BEPXYILICUYHBIN TOJIYOK, KOTOPBIM MOCTENEHHO CMENIAETCS BJIEBO
U KHU3Yy. B monokeHuu G0JIbHOTO Jiexka Ha JIEBOM OOKY €My MOKET IpelecT-
BOBaTh TOJYOK JIEBOTO MPEACEPAUS IPU €r0 YCUIIEHHOM COKpAIlCHUU U U3THa-
HUU KPOBH B HEMOJATIMBBIN JIEBBIH kenygouek. B oGmactu ocHOBaHUs cepalla,
SAPEMHOM BBIPE3KM U HAJ COHHBIMU apTEPUAMU OIPEIEIAETCS CUCTOIUYECKOE
IpoKaHHE («KOIIAYbe MYPJIBIKAHbE») C SIULEHTPOM BO BTOPOM MeEXpedephe
CIIpaBa y Kpasi IpyAUHBI.
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AycKynbTanus cepaua:

1. Cucronnueckuil urym. XapakTepHBbI [ CTEHO3a YCThsl aOPThl CUCTO-
JUYECKUH IIyM TpyObIii M MMEET SIUIIEHTP BO BTOPOM MEXpeOephe crpaBa y
Kpasi TpyauHbl. OH XOpPOIIO MPOBOJUTCSA MO TOKY KPOBH B OOJACTh SPEMHOM
BBIPE3KH U HA COHHBIE apTEPHUH, a TAKKE K Bepxylke cepaua. lllym oTinnmuaercs
XapaKTEPHBIM CKPEOYIIM OTTEHKOM U JIyUIIle CIBIIICH B MOJ0KEHUH O0IHHOTO
CHJIS C HAKJIOHOM TYJIOBUIIIA KIIEPEU.

2. Jlo6aBOYHBII TOH B MEPUOJ] CUCTOJIBI — IIETYOK OTKPHITHS A0PTaTHLHOTO
KJIaIlaHa.

3. CnusHue 11 ToHa Ha aopteH co Il ToHOM Ha JeroyHou aopre Wiu, Npu
PE3KO BBIPAXKEHHOM CTEHO3e, mapajokcainbHoe paciiemienue II Tona (P,A;) B
3aBUCHUMOCTH OT CTEIICHH YIJIMHEHUS CUCTOJIBI JIEBOTO JKEIIyJ0UKa.

4. Ocnabnenue Il Tona Ha aopre, BIUIOTh 10 €ro oTcyTcTBUA. OOYCIOBICHO
TYTONOABUKHOCTBIO (PMOPOTU3UPOBAHHBIX M OOBI3BECTBIIEHHBIX CTBOPOK KJIallaHa.

5. IV toH. CBsi3an ¢ runepTpodueii 1eBOro KTy J09Ka U TOBBIIICHUEM €ro
KI. Ilpy gunatanuu >kenyaodyka W Pa3BUTHUU JIEBOXKEITYJIOYKOBOW HENOCTA-
TOYHOCTH NMOABISIOTCA III TOH M akueHT Il ToHa Hax JIETOUHOM apTepUEn.

JMuarnoctuka. Ha OKI' BbIpakeHbl IPU3HAKH THOEPTPOPUU JIEBOTO Ke-
JyAOUYKa U €r0 MEPErpy3KH B BUJE Jenpeccuu cermeHra ST u mosiBieHus riry-
OOKHMX OTpULIATENBHBIX 3yOL0B T B JIEBBIX I'PyAHBIX OTBEEHUAX, | n aVL.

Penmeenocpagus epyonori kniemxu. BenencTBre KOHIEHTPUUECKOTO XapakKTe-
pa runepTpoduu JIEBOro >KeMyAo4ka Ha MPOTSHKEHUH MHOTHX JIET U3MEHEHUsS pas-
MepoB U (OpPMbI CepAlia HE MPOUCXOAUT. MOXKET OTMEUAThCS JIMIIb 3aKPYyTJICHUE
runepTpopupoBaHHON BepXylIKU. [Ipu BBIpaXKEHHOM CTEHO3€ Pa3BUBACTCS MOCT-
CTEHOTHUYECKOE PACIIMPEHUE BOCXOSIIEH YacTH a0pThl. BaxkHOE JUArHOCTUYECKOE
3HAYEHHE UMEET BBISIBIICHUE KAJIbLIMHO3a A0PTAJILHOIO KjamnaHa. Ero orcyrcTBue y
B3POCIIBIX MPAKTUUECKU UCKIIFOUAET 3HAYUTEIBHOE CYKEHHE YCThsl a0pThl. B mo3-
HUX CTaJUsSIX MPHU JEKOMIICHCAIMU JIMOO MPUCOSAWHEHUN HEIOCTATOYHOCTH aop-
TaJILHBIX KJIATIAHOB JICBBIN JKEITYI0UEK PACIIMPSETCS, U CEpALIe PUOOpeTaeT Xapak-
TEpHYIO aopTabHyIO (opmy. [0SBIAIOTCS MPU3HAKK BEHO3HOTO 3aCTOS B JIETKUX,
YBEJIMUYEHUE JIEBOTO NPEICEPINS, JIESTOYHOW apTEPUU U MIPABBIX OTIEIOB CEP/ILA.

[Ipu axoxapouocpaguu onpeaensaroTcss NPU3HAKH BBIPAKEHHOM TUIIEPTPO-
buu JIeBOTO KenyAouKa — YBEIMYEHUE TOJIIMHBI €ro 3aJHed CTEHKH U MEX-
JKEITY JOUKOBOM MEPETOPOJIKH.

Kamemepuzayus cepoya u ancuoxapouozcpagus nokazanbl BCeM OOJbHBIM,
y KOTOPBIX IO JIaHHBIM KJIIMHUYECKOT'O0 W HEMHBA3WBHOTO OOCJEIOBAHUS Juar-
HOCTUPOBAH BBIPAXKEHHBIN CTEHO3 YCThsl AOPThI, AJIsI OKOHYATEIbHOIO PELICHUS
BOIIPOCA O 11eJ1IeCO00Pa3HOCTU XUPYPTrUUYECKOTO JICUCHHUS.

J{MarHo3 KJ1anaHHOIO CTEHO3a YCThsl A0PThI CTABSAT HA OCHOBAHMM:

1) XxapaKTepHOr0 CUCTOJIMYECKOTO IIyMa M3THAHUS C DMUIIEHTPOM BO BTO-
poMm MexpeOephe cripaBa, KOTOPBIA MPOBOJUTCA HA COCYBI IIEU U COMPOBOXK-
naeTcs IposkaHueM, ocinabienuem Il Tona Ha aopTe;
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2) BbIpax€HHOU runepTpodueit ieBoro xenynouka Ha OKI;

3) 3amezuieHus MOAbEMA U 3a3yOPEHHOCTH BOCXOJISIIEH YacTH KPUBOM ap-
TEPUAJIBHOTO ITyJIbCa;

4) KaJIbLIMHO3a a0OpTaJIbHOIO KJalaHa IPU PEHTTEHOJIOMYECKOM HCCIIENI0-
BaHUU (y B3pPOCIIbIX);

5) dpubpo3a M KadpLUMHO3a AOPTAIBHOIO KianaHa U BBIPAKEHHOW rumep-
Tpo(uH JEBOTO KEITyA0UKA MO JAHHBIM dXOKapaAurpaduu.

OH moaTBep:KIAETCHA C MOMOIIbIO AOMIIEPIXOKApAUOrpaguu (rpagueHT
JABJICHUS HA A0PTaJIbHOM KJIAalaHe) U MpHU KaTeTepu3aluu cepala.

Oci10:kHeHUSIMU 3200JI€BaHUS ABIISIFOTCS:

1) HapylueHus: puTMa U BHE3AIHAsI CepJIeUHasi CMEPTb;

2) ocTpasi U XpOHUYECKAsl JIEBOKEIYJOUKOBasi HEAOCTaTOYHOCTh. Pa3BuBa-
€TCs Ha OTHOCUTENBbHO MO3AHEN CcTaguu 3a00J€BaHUs U SBJISIETCS CAMbBIM BaX-
HBIM [I0Ka3aHUEM K XUPYPru4eCKOMY JICYECHUIO;

3) undapkr mMuokapaa. Jlaxke npu HaJIMYUU HEM3MEHEHHBIX KOPOHApPHBIX
apTepuil AUTENbHAs MIIEMHUs MHOKapJa MOXKET BBI3bIBATH CyO’IHJIOKapaAHaib-
HbI uHGapkT. [Ipy comyTCTBYIOIIEM KOPOHAPHOM aTEPOCKIEPO3€ MOXKET BO3-
HUKaTh HHPAPKT MHOKapAa ¢ 3yorom Q;

4) aTpMOBEHTPUKYJIsApHasi OJiokaga. Bo3HMKAaeT CpaBHUTEIBHO PEAKO, HO
MOKET OBITh IPUYMHOI BHE3AIMHON CMEPTH;

5) nH(GEKIMOHHBIN dHI0KAPAUT. BeTpeuaercs 3HAUUTENBHO pexe, YeEM IPU
HEJ0CTaTOYHOCTU MUTPAIBHOIO KJIaaHa, — MpUMeEpHO Y 2% OOJIbHBIX;

6) cucteMHble 3MO0JIMU KyCOUKaMH Kalblus ¢ KiamaHa. OTMedaroTcsl He-
yacTo. MOTYT BbI3bIBATh MHCYJIBTHI U HAPYLIECHUS 3PEHUS.

Jleyenue. Ilpu 3HaUUTENBPHOM CTEHO3€ Ja)ke MpU OECCUMIITOMHOM Teye-
HUM 3a00J€BaHUsI HEOOXOJUMO HCKIIIOUUTh TSDKENYH0 (PU3MUYECKYH0 Harpysky.
Ponb meduxamenmosnoii mepanuu B 1€4€HUN ITOr0 3a00JI€BaHUS OTHOCUTEIb-
HO HEBEJIMKA, TaK KaK B JIETKUX CIIy4asX OHa He TpeOyeTcs, a B TSLKEIbIX Hedd-
¢extuBHa. Tepanus cuMnToMaTH4ecKasl.

[TokazaHUsIMH K XUPYPIHYECKOMY JIEYEHUIO CTEHO3a YCThsI A0PThI SIBJISIFOTCS:

® BhIpAXKEHHAsl CUMIITOMATHKA;

® GECCHMITTOMHOE TeUeHHeE TIPH IO A0PTATLHOrO OTBepCTHst MeHee 0,75 eM’;

® CPEIHMI TpajlieHT JaBiieHus Ooiiee 50 MM PT.CT.;

® IIJIOIA/Th A0PTAIBHOrO 0TBepCTHs MeHee 0,5 cM” Ha | M’ IOBEpPXHOCTH Tea.

HEJOCTATOYHOCTBH AOPTAJIBHOI'O KJIAITAHA

B ocHOBE HEZOCTATOYHOCTH AOPTAJBHOIO KJIANAHA JIEKUT pEryprura-
LY KPOBU M3 aOPTHI B JIEBBIM JKEIyJAOUEK BO BPEMS €r0 JTHACTOJIBI BCIEIACTBHE
HapyLIEHUS! CMBIKaHUSI CTBOPOK a0PTaJIbHOTO KJIalaHa.

Mexanu3mM HapylleHUWil reMOAMHAMHKH. V3-3a HapylIEHHS] CMBIKAHMS
AOpTAJIBHOTO KJIallaHa B IEPUOJ TUACTOJIBI KEIyAOUKOB O] IEMCTBUEM I'paIu-
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€HTa JIaBJIICHHUsI MEXJy aOpTOH, IIe OHO BBILIE, W JIEBBIM XEIYJOYKOM YacTb
KPOBH W3 aOpThl BO3Bpalaercs oOpaTHO B kemyaouek. BenencrBue storo ams
obecrnieueHus aaekBaTHOTO 3((HEKTUBHOTO (MOCTYMATEIHLHOT0) YIAPHOTO BHIOPO-
ca B OOJBIION KPYT KPOBOOOpAIIIEHHS JIEBBIN JKETYI0UEK YBEIMYUBAET CBOU 00-
mmid YOC Ha BenmnunHy oOpatHoro Toka. O0beM peryprutanuu y Takux Oolib-
HBIX MOXET ObITh paBeH 3ddextuBHOMy YOC, a npH BBIpaKEHHON aopTaIbHON
HenoctatoyHocTH o6t YOC B 3 mnu gaxke 4 pa3a mpeBbIIIaeT HOPMY.

i BBIpaK€HHOM AOpPTAIBHOW HENOCTATOYHOCTH XAPAKTEPHO Pa3BUTHE
ueMuu Muokapaa. Ona o0ycia0BII€Ha HECKOJIbKUMU IPUYMHAMU

1) yBenmmueHnreM noTpeOHOCTH MUOKap/ia B KUCIOPOJIE BCIIEACTBUE TUIATALIU
JIEBOT'0 eIy J0UYKa 1 MOBBILIEHUSI CUCTOIMYECKOTO CTEHOUHOTO HAIPSKEHMS;

2) CHI)KEHHEM JIOCTABKU KHUCJIOPOJAA U3-3a: a) YMEHbUIECHUs IepPy3UOHHO-
IO JABJICHUS B KOPOHAPHBIX APTEPHUAX NPU HU3KOM JUACTOJINYECKOM JABJICHUU
B aopTe, U (pexe) 0) mpu pacnpoCTpaHEHUH M1aTOJIOTMYECKOT0 Mpoliecca — BOC-
NAJIUTEIBHOIO WM JIETEHEPATUBHOIO (KaJbLMHO3a) — HAa yCThsl KOPOHAPHBIX
apTepuil ¢ UX Cy>K€HUEM JIMOO CIIaBJICHHEM IpPU paccilauBaloLIeil aHeBpU3ME
aopTel. OINpeieIeHHOE 3HAYEHNE NMEET TAK)KE YBEIMYEHHE MACChl MUOKapAa.

Kimnuka. J{axxe BeIpa)KeHHBIN NOPOK JUIATENBHOE BpeMs — 110 20—40 et —
MOKET OCTaBaThbCsl KOMIEHCUPOBAHHBIM, U y OOJBHBIX MPU CaMOM aKTHUBHOM
o0pa3ze KU3HU CUMIITOMATHKA JI0JITr0 OTCYTCTBYET.

OCHOBHBIMHU KalI00AMH SIBIISIFOTCS:

1) HEenmpUsATHOE OLIYIIEHHE COKpALIEHUM cepAlla B BUJIE TOJIYKOB, Ceplle-
OMeHMs WIH MYJbCALMU B TOJIOBE, OCOOCHHO B MOJIOKEHHUH JIEXkKa Ha JIEBOM OOKY
WK npu (usndeckoil Harpy3ke. OHO SBJIIETCS CaMbIM PaHHUM CHUMIITOMOM 00-
JIE3HU, KOTOPBIH, OJTHAKO, HE 3aBUCHUT OT BBIPA)KEHHOCTHU ITIOPOKA U HE IIPUHUMa-
€TCsl BO BHUMAHUE IIPHU ONIPEACIICHUN [T0KA3aHUI K XUPYPTHUECKOMY JICUCHHUIO;

2) onpllIKa NpU PpU3NYECKON Harpyske. SIBiseTcss Haubosee MOCTOSHHBIM,
HO 0o0Jjiee MO3JHUM CHMIITOMOM M CBHJIETEJILCTBYET O HACTYIUIEHUHU JIE€KOMIICH-
cauuu. Bckope npHCOeqUHAIOTCS U yAYLIbE B IOJIOKEHUH JIEKa U MPUCTYIBI
OCTPOH JIEBOKEIYIOYKOBOM HEAOCTaTOYHOCTU. OJbIIIKa CONMPOBOXKIAETCA PE3-
KOH CJIa00CTBHIO ¥ MOTJIMBOCTEIO BeiaeacTBUe cHIKkeHuI MOC;

3) crenokapanyeckas 00Jib B 00J1aCTH Ccep/lia BHaYale Mpu Harpyske, a 3a-
TEM U B MOKOE, 0co0eHHO o HouaM. OcoOeHHO XapakTepHa it cudumuTiye-
CKOTI'0 MOPOKa U MOXKMIbIX 00JbHBIX ¢ comyTcTBYtomel UbC.

[Ipn ocMoTpe BBIABIAIOT XapaKTEPHbIE KIMHUYECKUE MPU3HAKH, CBA3aH-
HBIE C PE3KHUM HAMOJIHEHUEM U KOJUIANICOM a0PThl U apTEPUl KPYITHOIO, CpeaHe-
IO ¥ MEJIKOTIO KaJuOpoB:

a) YCWICHHYIO IyJIbCALMIO JIyTW aOpThl B OOJACTH SIPEMHOM BBIPE3KU U
OpIOLIHOM YacTH aOpThl B HAAUPEBHOM 00J1aCTH;

0) BBIpaXXEHHYIO ITyJIbCALIMI0 COHHBIX apTepuil Ha miee («IUIsiCKa Kapo-
TU), & TaAKXKe MOJAKIIOYNYHBIX U MOJIMBIIIEYHBIX apTepUil COOTBETCTBEHHO B
o0acTy HAAKITIOUUYHON SIMKH U JIaTepaIbHO U KHU3Y OT KIHOUHIIbI;

27



B) PUTMUYHOE MOKAYMBAHUE TOJIOBBI C €€ OTKIOHEHHEM K3aAu B NEPUOJ
CUCTOJIBI. DTOT NpHU3HAK, TaK HA3bIBA€MbI NpHU3HAK Mrocce, IpeICTaBiseT B
OCHOBHOM MCTOPUYECKUU UHTEPEC;

I') MyJbCALMIO A3bIUKAa U MUHJAJIUH (NIpU3HaK Mriojuiepa);

J1) CHUCTOJIMYECKOE CYKEHHE W JIHACTOJIMYECKOE pAaCIIMpPEHUE 3pPadyKkoB
(npusnak Jlannonehu);

€) NCceBAOKaNMUIAPHBIN yJibc KBUHKE BCaeaCTBUE NATOJIOTMUECKON Iy JIb-
CalluM apTEepHOJ, KOTOPbIE B HOPME HE MyJbCUPYIOT. OH ONpenenseTcs: B BUAC
YepeayouXCcsl TUIEPEMUN U TIOOJIETHEHUS KOKU Y OCHOBAHUS HOT'TS IPH Ha-
JABJIMBAHUU HA €r0 KOHYHK, a TAaKXKe CIM3UCTON 00070YKH T'yObl IPU HAJIaBIIU-
BaHUU HA Hee MpeaAMETHbIM cTekioM. O0ycnoBieH yBenudenuem Y OC u nepu-
dbepuueckoii BazoaunaTanyei. KoHeYHOCTH TEIUIbie U BIAKHBIC HA OLLYIIb.

[Tpu ocMoTpe Takke HEOOXOAMMO OOpalllaTh BHUMaHUE Ha MPU3HAKHU 3a00-
JIeBaHHM, KOTOPbIE MOTYT OBITh MPUYMHON AOpPTAIbHON HEAOCTATOYHOCTHU: MH-
(EeKUMOHHOIO SHAOKAPANTA, CUHAPpOoMa MapdaHa, aHKHIIO3UPYIOLIEro CIOH]IHU-
JoapTpuTa, cuduirca u ap.

Becbma nokazarensHbl B3MEHEHUs TyJibca. OH OBICTPBIN, OOJIBIIION (BHICOKU)
U KOPOTKHI. Takol myJibC, 00yCIIOBJICHHBIN PE3KUMU KOJICOAHUSMU JIABJICHUS B a0p-
Te, HOCUT Ha3BaHMe ImyJibca Koppurana. Yacto HabmoaaeTcst CKIIOHHOCTD K TaXUKap-
mun. Kak v mpu cTeHo3€ yCThs a0pThl, MEpLATEIbHAS APUTMUS HE XapaKTEpHa.

BusyanbHO ¥ manbnaTOpHO OMPEACNIOTCS KOJieOaHWs BCEW JIEBOM MOJIO-
BUHBI TPYAHOW KJIETKH (CepleyHbI TOMYOK). BepxylieuHblii TOTYOK CMEIIeH
BJIEBO M KHU3Y JI0 IIECTOT0-CEIbMOr0 MEKpeOepbs.

BecpMa nokazaresbHbl JaHHBIE ayCKYJIbTAlMU CEPALIA, B YACTHOCTH:

1) mporoauacTonMuecKuil myMm «JekperieHao». OH uMeeT AYIOUMil XapakTep
¥ HauMHaeTcs cpazy ke 3a Il ToHOM ¢ AnHIeHTPOM 0OBIYHO B TPETHEM — YETBEPTOM
Mexpedepbe ciieBa y Kpas rpyauHbl. OH XOpOIIO MPOBOAUTCS MO TOKY KPOBH Ha
BEPXYILKY, [J€ U3pEAKa ONpPENeNsaeTcs ero MnuueHTp. 1IponomkutensHoCTh yMa
3aBHCHUT OT BBIPAKEHHOCTH MMOPOKA U MOJATIIMBOCTH JIEBOT'O JKENYA0UKA;

2) npyrue cepJieuHbIe IyMbl:

a) ME30CUCTOJIMYECKUI IIyM U3rHAHUS HAJl A0PTOHl C MPOBEIEHUEM Ha COH-
Hble apTepun. OOYCIOBIEH €¢ OTHOCUTENBHBIM CTEHO30M MPHU PE3KOM yBEIHYe-
HUU KPOBOTOKA Y€pe3 KJIAIaH;

0) KOPOTKUU ME30IMaCTOIUYCCKUN WU MPECUCTOINYECKuil 1mym dauHTa
HaJ Bepxyuikoi. O6pasyercs npu yaape oOpaTHOro TOKa KPOBU O CTEHKY Ke-
JyI0YKA U CTBOPKM MHUTPAJILHOIO KJIallaHa;

B) MAHCHUCTOJIMYECKHI IIYM OTHOCHUTEIIBHOW MHTPAIbHOW HEIOCTATOYHO-
cty. Bo3HUKaeT npy 3HaYMTENBbHON IUJIATAlUK JIEBOTO JKEIyA04YKa U IMTPOBOIUT-
sl B MOAMBIIIEUHYI0 0071acTh. CBUAETENBCTBYET O TaK Ha3bIBAEMOI MUTpaIn3a-
MU a0PTaJIBHOTO MTOPOKA;

3) u3MeHeHus! TOHOB ceplla:

a) ocnabnenue Il Tona Hax aoproit. O0yCNOBICHO HAPYIICHUEM CMbBIKAHHUS
AOpTAJILHOTO KJIAIAHa;
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0) nosieiienue 11l Tona. ToH «pa3zmauny» J€BOTO KETyJ0UKa MTPU OJHOBPEMEH-
HOM IIOCTYIUIEHUU KPOBU nipencepaust u aoptel. MHoraa onpenensercs u IV Tos;

B) HEMOCTOSIHHBIA J00ABOYHBIM CHUCTOJMYECKHI TOH W3THAHUS KPOBH B
aopTy IIpH €€ AWIaTalyu.

Menoaus aopTaabHON HEIOCTATOYHOCTH CTAHOBUTCS 00Jiee OTUETIMBOMN
IpU M30METPUYECKON Harpy3ke Win (papMakoIOTHUECKUX BO3JEHCTBUSX, IMO-
seimaromux OIICC.

[Ipu ayckynpTauuu Haj OeIpeHHON apTepHuell BhICTYIIMBAIOTCS:

1) rpoMKHil XJIONAKOIIKUKA CUCTOJMYECKUNH TOH («3BYK MHCTOJETHOTO BbI-
CTpeJia») BCIAEACTBUE PE3KOr0 PacTsHKEHUS €€ CTEHKU MPU BHE3AIMHOM MOBbILIE-
HUW BHYTPUCOCYIUCTOTO JABJICHHUS;

2) cucrosio-aracToandeckuil mym J[1opo3pe mpu JIETrKOM CIAaBJICHUH apTe-
pUH CTETOCKOIIOM.

JAunarnocruka. [Ipu xponuueckoi aopraibHOM HegocTarouyHocTh Ha OKI
OTIpECISAIOTCS MPU3HAKU THIEPTPO(UH JIEBOTO XKelly04Ka U JIEBOTO Mpezcep-
s, B psaae ciydaes, pu auddy3HOM MOpaKeHUH MHOKapja, — Oyokaaa Jie-
BOW HOXKM Iyuka ['mca. XapakTepHbl TakKe MPU3HAKU «IIEPETPY3KW» JIEBOTO
XKelmyJaouka B Bujae aenpeccun cermenta ST u orpunarensHoro 3youa T B Je-
BBIX TPYAHBIX OTBEIEHUsIX, [ m aVL.

[Ipu penmeenozpaghuu TpyJHON KIETKH B CIIy4ae T€MOJMHAMUYECKU 3HAYH-
MOM a0pTalbHOW HENOCTATOYHOCTH OTMEYAETCS YBEJIMYEHUE TEHU CEpALA U €ro
aopTaJIbHOM KOH(PUTypaIMK 3a CYET JTUIIATAI[MK JIEBOTO YKEITyA04Ka U BOCXOAALIEH
yacTu aopThl. BepXyilika cep/ia MokeT cMelarbes KHU3Y oA Auadparmy.

[Ipu axoxapouocpaguu 3ameTHa nunatanus JEBOrO KEIyJA04Ka C yBelude-
HUEM CHUCTOJIMYECKOM PKCKYPCHH €r0 CTEHOK, KOTOpasi COXPaHSAETCS /10 HACTyILIe-
HUs AekoMmrieHcanud. CrenuuyeckuM MNPU3HAKOM aOpPTAJIbHOM peryprutanuu
SBJIICTCS IMACTOJINYECKOE IPOKAHUE MEPEAHEN CTBOPKU MUTPAIIBHOIO KJlanaHa.

JAMarno3 aopTajbHON PETypruTaluy CTaBAT HA OCHOBAHMU:

1) BeIpakeHHOW apTepuaIbHOM MyJIbCALUUA U YBEIIMUECHUS TyJIHCOBOTO A/l;

2)[IpOTOAUACTOINYECKOTO LITyMa BJOJIb JIEBOTO Kpasi IPyAUHBI OCOOEHHO B
COUYETaHHH ¢ pe3KuM ocnadienuem Il Tona;

3) npusHakoB runeptpodun geBoro xerygouka Ha IKI';

4) aoptanbHoi (OpMBI cepjlla ¢ AWIaTalueld aKTUBHO COKPalAOIIEerocs
JIEBOTO JKEJIyZO0YKA U BOCXOJSIIEH 4acTH aOpThI IIPU PEHTIEHOJIOTUYECKOM HC-
CJIeIOBAaHUHU U IXOKapuorpaduu;

5) apoxxaHus nepeHeld CTBOPKU MUTPAIBHOTO KiarnaHa.

Jlnarno3 Bepu(pUIUPYIOT C TOMOIIBIO JOMILIEPIXOKAPNO- U aopTorpaduu.

OcioxHenus:

1. JIeBokenmynOUKOBasi HEIOCTATOYHOCTh. fBISETCA OCHOBHBIM OCIJIOYKHE-
HUEM MOpOKa. B oTiinuKe OT MOPOKOB MUTPAIBHOIO KJIallaHa BO3HUKAET OTHO-
CUTEIIBHO II03JHO W BHE3AIHO, BO3MOKHO, BCJIEACTBHE PE3KOr0 IEpexona OT
nepudepudeckoi BazoAUIaTallMM K Ba30KOHCTpUKIMU. OHa MpOTEKaeT npu co-
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XpPaHEHHOM CHHYCOBOM PUTME U IJIOXO MOJJAETCS JEUYCHHUIO B CTaJIUU pa3Bep-
HYTBIX KJIMHUYECKUX MPOSBICHUN.

2. UndexunoHHbIi 2HI0KApaUT. Pe3ko ycyryOsieT aopTaibHYyI0 perypru-
TaIMI0 U UMEET OCOOCHHO TSKEII0e TCUCHHE.

3. HapymeHnns aTpuOBEHTPUKYJISIPHOM NMPOBOAMMOCTH. Berpewarores pen-
KO ¥ TIPHU BOCIIAJIUTEIIHHOM T'€HE3€ MOPOKA.

Jleuenune. YMepeHHas aopTaibHas Peryprutanus U 0€CCHMITOMHOE Tede-
Hue 3a0oreBaHusl HE TPeOylOT JeUeHHUs. PEeKOMEHIYIOT MCKIIOYUTH TAKEITYIO
(bU3UYECKYIO Harpy3Ky BO u30ekaHHe yCyryOJeHUs TuaTalliH JEBOTO XKey-
JI0YKa W MPOBOJAUTH MPOPUIAKTUKY WH(DEKITMOHHOTO dHIOKAPIUTA.

Meouxkamenmo3snoe JedeHre NPOBOAIAT B OCHOBHOM IO MOBOJY 3aCTOMHOM
CEPICYHON HEJOCTATOYHOCTH 1O OOIIMM MPUHITUIIAM, U B HAYAJIBHBIX €€ CTaIu-
X OHO JTIOBOJIBHO 3(hPekTuBHO. OrpaHMUUBAIOT YIOTPEOJICHHE COJU, Ha3HaJa-
10T MOYETOHHBIC CPEACTBA, CEPJCYHBIC TIIMKO3UIBI U TIEpUPEPUICCKUE Ba30 -
JATaTOPbI, CPpeId KOTOPhIX 0co0OeHHO A PexkTuBHBI HHTHOUTOPHI AIID, crocob-
CTBYIOIIIME YMEHBIIEHUIO peryprutanuu. [Ipu aHTMHO3HOW OONMM MPUMEHSIOT
HuTpartsl. [lpu cudunutuyeckom aopTuTe NMokKazaHa aHTUOMOTUKOTEpAIus Ipe-
naparamy NeHUIWUIMHOBOTO Psija.

OCHOBHOW METOJ JICUEHUS — XUPYP2UUECKUU.

[TokazaHust it XUPYPrUYECKOTO JICUCHUS HEIOCTATOYHOCTH a0pTaIbHOTO
KJ1araHa (mpoTe3upoBaHusl):

® HAJIMYUE CHUMIOTOMOB HEJOCTATOYHOCTH A0PTAJBbHOIO KJarnaHa HE3aBH-
CUMO OT (DYHKIIHH JIEBOTO JKEITYI0UKa,;

e 0ECCUMIITOMHOE T€YEHHE C TUCHYHKIMEH JIEBOTO KEITyJ0UKa;

¢ 0ECCUMIITOMHOE T€UYCHHE C HOPMAJbHON (YHKIIMEH JEBOTO >KEIyJao4yka
Ipu BbIpakeHHOM conyTcTByromed MbC, Hanuuum Apyrux KIlanmaHHbIX IOpa-
KEHUH, YBEIIMYEHUU KOHEYHOTO JHMACTOIMYECKOT0 pa3Mepa JIEBOTO KEITyJ0uKa
10 JTAHHBIM dXoKapauorpaduu 6osee 70 MM, yBETMYCHUH KOHEYHOTO CHCTOJIH-
YECKOIro pazMepa JIeBOro xemygouka Oosiee 50 MM, YBEJIMYEHUHM KOHEYHOTO
JUACTOIMIECKOT0 00BEMHOT0 MHACKCA JIEBOTO JKelryouka oosee 150 MIT/M?.

KOMBUHUPOBAHHBIN AOPTAJILHBIN ITOPOK

KoMOMHHUPOBaHHBIH a0PTaJbHbIA MOPOK B OOJLITMHCTBE CIIy4acB UMe-
€T peBMAaTUYECKOEe MPOUCXOXkAeHUE. Pexxe OH 00yClOBIEH BPOXKIAECHHOW MaTo-
JIOTUEHN KJIAAaHA, €r0 JAET€HEPATHUBHBIM IMOPAKEHUEM — KaJIbLIHUHO30M y MOXKHU-
JIBIX JIMII, @ TAK)KE pa3BUTHEM MH(DEKIIMOHHOTO 3HIOKAPUTA HAa UCXOJHO CTEHO-
3UPOBAHHOM KJIANaHE.

Oco0eHHOCTH KJIAMHMYECKUX MPOsIBJIEHUH KOMOMHHUPOBAHHOTO a0pTajlb-
HOT'0 OPOKA B OTIIMYHUE OT U30JMPOBAHHBIX:

1) GonbIiiasi BEIPAKEHHOCTh OJIBIIIKYA M TIPU3HAKOB BEHO3HOT'O 3aCTOSI B JIETKUX;
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2) OTHOCUTEIILHO MEHbIIIAs BhIPAKEHHOCTh TEPUPEPUUCCKUX PU3HAKOB
A0PTAILHOM pErypruTaIyy, J1axe Mpu €€ CYIICCTBCHHON BEIIMYWHE, BIUIOTH JI0
UX MCYC3HOBCHHMSI IIPU PA3BUTHH CEPICIYHON HETOCTATOYHOCTH;

3) xapakTepHbIii mpu3Hak — pulsus bisferiens.

Bompoc o npeobiajaHuy TOrO WM WHOTO IOPOKA, OJHAKO, PEICTABIISCT
CKOpee aKaJIEMHUUSCKHI MHTEPEC, TaK KaK €JMHCTBCHHO d(P(PEKTHBHBIM CIIOCOOOM
JICYCHUS B 000MX CIIy4asx SIBJISICTCS MPOTE3UPOBAHUE aOpPTAIbHOIO KiaraHa. [To-
Ka3aHHUsI K HEMY aHAJIOTHYHBI TAKOBBIM IPH «YUCTOMY CTEHO3€ YCThsI A0PTHI.

CJIOKHBIE [TIPUOBPETEHHBIE ITOPOKU CEPALIA

JU CIOXHBIX, T. €. MHOTOKJIAIIAHHBIX, IPUOOPETEHHBIX MOPOKOB CEep/la, B
OTJIMYME OT M30JIMPOBAHHBIX, XapaKTEpHbI 00JIee BhIPAXKEHHBIE HAPYILIEHUS TeMO-
quHaMuku U cHikenrne MOC, uyTo npuBOAUT K O0Jiee paHHEH JeKOMITEHCAIIUH.

Haubosnee pacrpocTpaHEHHBIM SBIJISIETCSI MUTPAJIbHO-a0PTAJIbHBIH CTe-
HO3, KOTOPbIH B OOJIBIIMHCTBE CIIy4aeB MPOTEKAET ¢ MpeodialaHueM MUTPAIb-
HOro creHo3a. [Ipu 3ToM cy>KeHHe JIEBOrO aTPUOBEHTPUKYJISIPHOTO OTBEPCTHS,
co3JaBasl NpEIsTCTBHE NMPUTOKY KPOBU B JIEBBIN KEIYJIOYEK, YMEHBIIAET €ro
Harpy3Ky M T€M CaMbIM «CMsIYaeT» IPOSIBICHHS aoOpTalbHOrO cTeHo3a. B pe-
3yJbTAaTE XapaKTEpHBIE JJISI CTEHO3a YCThsl AOPThI NATO(U3HOIOTMYECKHE H3Me-
HeHus (runepTpodus v Mmocieayroias JUiaTaius JIEBOro KelyJouKa) U KIMHU-
YeCcKHe MPOsBICHUS (AaHTMHO3HAs O0Jb, OOMOPOKH) BBIPAKEHBI 3HAYUTEIHHO
cnabee W pa3BUBAIOTCA OTHOCHUTEIBHO MENJIEHHO. B MO3MHUX CTaausix JeBOXKe-
JyJIOYKOBas HEJOCTATOYHOCTb, MPOTEKAOIIAsl ¢ MOBBILIEHUEM KOHEYHOro Jna-
CTOJIMYECKOIO JaBJICHUS B KEIYyA0UKE, 3HAUUTEIBHO OTSrOIIAET TEUEHUE MOPOKa.

JlnarHoctuka CT€HO3a YCThsl a0pThl MpUOOpeTaeT OO0JIbIIOE 3HAYEHUE MPHU
HaIpaBJIeHUU OOJIbHBIX Ha OINEpaIHio, T. K. pe3KOE MOBBIIIIEHUE MPUTOKA KPOBU
K JIEBOMY JKEIyJOYKY IOCJE W30JMPOBAHHONW MHUTPAIBHOW KOMHUCCYPOTOMHHU
MOXKET MPUBECTU K TSHKEJION JIEBOXKEIYJOUKOBOM HEAOCTATOYHOCTU C HEKYMH-
PYHOLIMMCSI OTEKOM JierkuX. 1o 3Tol mpuyMHEe Ha ONEPallMOHHOM CTOJIE BHAJa-
JIe YCTPAHSIOT A0PTAIBHBIN ITIOPOK U TOJIBKO 3aTEM MUTPAJIbHBIN.

[Tpu npeobragaHuu CTEHO3a YCThs aOpThl T€UEHHE MOpoKa Ooiiee Onaro-
npusitHoe. Ilopok gospmie ocTaeTcss KOMIEHCUPOBAaHHBIM W IPH OTCYTCTBHH
XUPYPruuecKoro jJeueHus: 00IbHbIE YMUPAIOT B O0Jsiee cTapiieM Bo3pacTe.

C oHOHN CTOPOHBI, TP COYETAHUM MHUTPAJBHOI0 CTEHO03a C BBIPAXKEH-
HOU a0pPTAJIbHO HEI0CTATOYHOCTHIO BbI3HIBAEMOE €10 MOBBIIIEHUE KOHEYHOTO
JMACTOJIMYECKOTO JIaBJICHUS B JIEBOM JKEJTY/I0UYKE NMPUBOJUT K HAPYLIEHUIO OIO-
POKHEHHMS JIEBOTO IIPEACEePAUs, UYTO yCYryosseT MUTpaibHbIi cTeHo3. C npyroi
CTOPOHBI, CYKEHHUE JIEBOTO aTPUOBEHTPUKYJISIPHOTO OTBEPCTUS A0 HEKOTOPOM
CTEIIEHH YMEHBIIAET OTPULIATEIIBHOE BIIMSIHUE AOPTAIIBHOW pErypruTaluv Ha
JIEBBIN KellyAo4YeK. ITO, OJHAKO, JOCTUTAETCs «IEHOM», MEeperpy3Ku cradbIx
JIEBOTO MPEJICEPAUs U MPABOTO KEIYyJ0UKa.
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[Ipu npeobragaHu MUTPATIBHOTO CTEHO3a E€IMHCTBEHHBIM IPH3HAKOM aop-
TaJIBHOM HEIOCTaTOYHOCTH SIBJSIETCS TYFOIIMKA IPOTOAMACTOIMYECKUN IIYM BJIOJIb
JIEBOTO Kpasi TPYIMHBI, KOTOPBIN COTPOBOXKIAeTCs ocinadnenreM Il Tona Has aopToii.

[Ipn mpeobrnaganuy aopTaabHOM HEIOCTATOYHOCTH HA TEPBBIN TUIaH BbI-
CTYIAIOT €€ MPOSBJICHHS — XapaKTEpPHBIE jKaJo0bl, MepupepruuecKue Mpru3HaKH
Y JaHHblE ayCKyipTauuu. IIpm 3TOM IMACTONMYECKHM LIyM OPraHUYECKOIo
MUTPAJIBLHOTO CTEHO3a cieayeT auddepenmpoath ¢ mymom DiuHTa.

[Ipy c10)KHOM MHUTPAJIBbHO-20PTAJBHOM MOPOKE ¢ MpeodaaaHueM He-
AOCTATOYHOCTH 000MX KJIANIAHOB HEOJAronpUATHOE BIUSHUE 000MX MOPOKOB
Ha (QYHKLHUIO JIEBOTO KEIYJI0UKa CYMMHPYETCS. ITO NPUBOJIUT K BO3PACTAHUIO
€ro meperpy3ku 00beMOM U yCYTyOJIEHUIO BBIPAXKEHHOCTH runepTpoduu u am-
natanuu. [Ipu KIMHUYECKOM 00CIeIOBaHUM OTMEUYAETCs 3HAUUTEIBLHOE CMellle-
HUE Pa3JIUTOr0 BEPXYLIEYHOTO TOJIYKA BJIEBO M KHH3Y, a IPU PEHTIEHO- U 3XO-
Kapauorpaduu — pe3Koe paclIupeHue MOJI0CTH JIEBBIX JKeNyJA04Yka U MpeJcep-
nusi. B 3aBUCMMOCTH OT CTENEHH aOpTaJIbHOM PEerypruTalnuy OnpenesitoTes: 6o-
Jee WIA MEHEE BBIPAXEHHBIE COCYIUCTBIE NPOsBiICHUA. Menoauro aopro-
MUTPAJIbHOW HEAOCTATOYHOCTH HEOOXOJUMO OTJIMYATh OT «YUCTOW» aopTalib-
HOM PETypPrUTalyy ¢ MATPAJIU3aLUeH.

IIpn BBIpa)KEHHOM MUTPAIBHOM HEAOCTATOYHOCTH CO 3HAYMTENILHOW IWiaTa-
LIMEN cepua MPOSBICHNS] yMEPEHHOIO A0PTAIBHOIO MIOPOKA MOTYT CKPaJbIBAThCSL.
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JIEKIAS 3
HEKOPOHAPOTEHHBIE 3ABOJIEBAHUSI MUOKAPJIA

Hexoponaporennbie 3a00/1eBaHHMs MHOKapAa — TpyNIa PasIMYHBIX 10
ATHUOJIOTHH U MATOreHe3y OO0JIe3HEN CepJeYHOM MBILILIBI BOCIAIIMTENLHOIO, TUCTPO-
(pMYECKOro WM JIEr€HEPAaTUBHOIO XapakTepa, He 00YCIIOBJIEHHBIX OPAKEHUEM KO-
POHAPHBIX COCYIOB, apTEPUATIBHON TMIIEPTEH3UEN U XPOHUYECKOU PEBMAaTUYECKOU
oone3nbro. Kpome MuokapuroB, Auctpoduii MUOKapa U KapJUOMHONATUH, K 3TOM
IpYIIIE OTHOCATCS peAKUe OOJIE3HN Pa3IMYHOIO MPOUCXOKACHUS: OIyXOJIH CepLa,
aMHJIONZI03 CepALA, TEMOXPOMATO3, ININCTHAS MHBA3US U HEKOTOPBIE IPYTHE.

HEPEBMATHUYECKHWE MUOKAPJIUTDBI

OT0 BOCHaIUTENbHbIE 3a00J€BaHUsS MUOKAp/AA, PAa3IMYHON ITHUOJIOTHH, HE
CBSI3aHHBIE C [-TeMOJIMTHYECKUM CTPENTOKOKKOM TIpymibl A, 3a00JeBaHUAMU
COETMHUTENbHON TKaHU U JPYTMMH CUCTEMHBIMU 3a00JI€BaHUSIMU, TaTOMOP(dO-
JOoruyeckas KapTHHAa KOTOPBIX XapaKTepusyeTcsi odaroBod wiu nuddy3Hoi
TUMGOPTUCTUOIUTAPHON WHOUIBTPAINEH, PA3TUYHON CTENEHbIO TUCTPOPUU U
JECTPYKIIUU MBIIICYHBIX BOJIOKOH U MHTEPCTULIMATBHBIM OTEKOM, a IPH XPOHHU-
YEeCKOM TE€YEHHUU 3a00JIEBaHUSI 3aMECTUTENbHBIM U UHTEPCTUIIHAIBHBIM (PulOpo-
30M U rUnepTpoduerr MUOLUTOB.

dtuojorus. Hanbonee yacTtoil mpuuMHOM MHOKApIUTOB, OYEBHUJHO, SIB-
astores Bupycsl (Kokcaku, rpumnmna, naparpunna, aaeHoBupychl). Ocoboe 3Ha-
yeHue npuaaercs Bupycy Kokcaku B; pexe MHOKapIuThl UMEIOT OaKkTepuasb-
HOE€ MPOUCXOXKIEHUE (CTPENTOKOKKOBBIE, CTAPUIOKOKKOBBIE). DTHOJIOTUYECKUM
(bakTOpOM MHOKapAUTOB MOTYT OBITh 3H/IO- U SK30TOKCHHBI U aJUIEPreHbl pas-
JMYHOTO MpoucxoxaeHus. [IpubauzurensHo B 4eTBEpTH HAOIIOJEHUN THOJIO-
I'¥isl MUOKApIUTOB OCTAE€TCsl HEBBISICHEHHOM.

[To maToreHeTM4ECKOMY NMPU3HAKY PA3INYalOT MUOKAPIUTHIL:

1) nadexmoHHbie UM NHHEKITMOHHO-TOKCUYECKHUE;

2) annepruueckue (MMMYHHBIE);

3) TOKCUKO-aJIepruyeckue (B TOM YKCIIE JICKAPCTBEHHBIE).

CambIM pacnpOCTpaHEHHBIM SIBIISICTCS WH(PEKIMOHHO-TOKCHYECKUI MHUOKAp-
JIUT, B IATOT€HE3€ KOTOPOro Hapsily C MOBPEKIAAIOIINM JEMCTBUEM CaMOro BO30Y-
JUTENS] YYAaCTBYIOT MMMYHHbBIE PEAKIMU (IPEUMYILECTBEHHO 3aMEJIEHHOTO THIIA)
¢ ukcanyel IMMYHHBIX KOMIUIEKCOB Ha CTEHKaX COCYJIOB M B CTPOME MUOKAp/A.

B nuarnoctuke MHOKapAUTOB, COOCTBEHHO U B AMArHO3€, COrNIACHO COBpe-
MEHHBIM KJIacCU(DUKAIUSAM, CIEIYET OTpakaTh ITUOJOTHIO, BEAYIIUN MaToreHe-
TUYECKUNA MEXAHHU3M, PaCIpPOCTPAHEHHOCTh (04aroBbIi, AUQGY3HbIN), TeUEHHE
(ocTpoe, moaocTpoe, abOPTUBHOE, PELIUIMBUPYIOLIEE, JIATEHTHO-XPOHUYECKOE).

Teyenue MHMOKAPAMTOB. BOJBIIMHCTBO MUOKAPAUTOB MPOTEKAET J100pO-
Ka4eCTBEHHO M 3aKaHYMBAETCS BBI3JOPOBICHUEM (KJIMHUYECKUM U MOPQOJIOTH-
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YEeCKUM) WJIM Pa3BUTHEM OYaroBOr0 MHUOKAPAUTHUYECKOTO Kapauockieposa. Oco-
00€e MOJI0XKEeHUE 3aHUMaeT MHUOKapauT AOpamoBa-Dusiepa, KOTOPbI BO MHOTHX
Clly4asX HE UMEET YCTaHOBJIICHHON 3THOJIOTHH, T. €. SBJISIETCS WAUONATUYECKUM,
XOTS CYIIECTBYET MHEHHE O €r0 BUPYCHOM MPOUCXOXkAeHUH. Muokapaut AGpa-
MoBa-®dujiepa orianyaeTcss TiyOOKMMHU JECTPYKTUBHBIMH HW3MEHEHHSIMH MHO-
Kap/a 1 OpOrpecCUpPYIOLIUM TEYEHUEM C YaCThIM JIETAIbHBIM HCXOJIOM B IIEPBbIE
MecsIIIbI 3a00JIeBaHUsL.

Kannunka. bosbHble MUOKapAUTOM MPEAbABISAIOT Kajo0bl HA 00U B 00-
JacTH cepAla, KOTOpble yaule ObIBAIOT TYMblE, HOKIIKWE, HEMHTEHCUBHBIE WJIU
BOCIIPUHUMAIOTCSA KaK YyBCTBO JUCKOM(DOPTa U PEIKO HOCAT XapakTep OCTPbIX,
HallOMUHAIOLUX CTEHOKAPIHUIO.

becniokosT 00bHBIX cepAleOneHN s, O/IbIIIKA IIPU X01b0E U M0JbeME Ha JIECT-
HMUILY, Taloke 00111as ¢1abocTh, HEJJOMOIaHUE U CHIKEHHE TPYI0CIOCOOHOCTH. Tak
KaK 3TU NPOSBJIECHUSI BCTPEUAOTCs IIPYU MHOTUX OPraHMYECKUX U (PYHKIIMOHAIbHBIX
3a00JIeBaHUSX U, KPOME TOTO, BBIPAXKEHBI BECbMa YMEPEHHO, AUarHo3 MHOKapauTa
Hepenko ObiBaeT 3aTpyaHeH. Ocoboe 3HaYeHHE MMEIOT CIIAYIONINE KPUTEpUH Ju-
arsocTuky Muokapmra (Hero-MopKckast Kap/IHOIornuecKas acCoLHarus);

1) ykazanue Ha nepeHeceHHyto 3a 7—10 nHel A0 NMOSBIEHUS KapAHaJIbHbIX
CUMITOMOB HH(EKIHIO, 0OCOOCHHO €CIH €CTh MOATBEP)KIECHUE BUPYCHON HH-
¢dexuun (monoxutensHas peakius nerpanuzauuu, PUT'A u PCK);

2) cuHycoBasi TaXUKapaAus UM OpaauKapaus;

3) ocnabnenHsit I ToH;

4) HapyllleHHUEe PUTMa, PUTM «TaJlonay;

5) yBenuueHue pa3MepoB CEpLIa;

6) 3acToliHas ceplieyHast HEJOCTaTOUYHOCTb;

7) naronornueckue nsmenenus JKI';

8) MOBBIIIEHNE AaKTUBHOCTU ChIBOPOTOYHBIX (PEPMEHTOB U M30(EPMEHTOB,
B nnepByo ouepenp — JIAI' u JIAI', KOK u MB-KOK.

Membliyto 3HauuMOoCTh UMeIOT yckopenue COJ, neiikonuro3, C-peakTUBHBIM
O€JIOK, CHAJIOBbIE KUCIIOTBI, YBEJIMUEHHUE O U O,-TJI00YIMHOB, TaK KAK OHU MOTYT OT-
paXkaThb BOCHIAJIUTEIBbHBIE TIPOLIECCH MHOTO MPOUCXOXKICHUS, B TOM YUCIIE 00YCIIOB-
JIeHHbIE MH(EKLUeH, CTaBIIeH MPUIMHON MuoKapauTa. Criemyer OTMETUTbh, YTO 3a
NIOCJIE/IHEE JECATUIIETUE U3MEHWIIOCHh NIPE/ICTABIIEHNE O MUOKApIUTE KaKk 00 M301u-
POBaHHOM TIpoLecce, Y psifia OOJBHBIX OH MOXET CONPOBOXKIATHCS MEPUKAPIUTOM,
apTpaITUsIMU U JTAKE TOPAXKEHUEM SHAOKapAa, YTo BechbMa 3aTpyaHseT quddepen-
IUAIbHBINA AUarHo3 UHPEKLMOHHO-AJUIEPIMYECKOr0 MUOKapIUTa U peBMaTu3Ma.

BapI/IaHTbI KINHUYECCKOI'0O TCYCHUA
I/lH(l)eKHI/IOHHO-aJIJIepFI/I‘-IeCKOFO MHOKapIUTa

— MuoxkapauT 100pOKaueCTBEHHOTO TeueHUs (0OBIYHO oudaroBas Gopma
npoiiecca).
— OCTpBIil MUOKAPIUT TSKEIOTO TCUCHUSI.

34



— MuokapauT penuaIuBUPYIONIETO TEYEHUS C IMOBTOPSIONIUMUCS 00OCT-
PECHUSIMU.

— MuokapIuT ¢ HapacTarlen TUIaTaluend MOJ0CTeN CepAla U B MEHb-
el crenenu runeprpodueit Mmuokapaa (ooeraHo nuddysnas hopma mporecca).

— XPOHUYECKUN MUOKAPIUT.

CxeMa KJIMHNYECKOH IMATHOCTUKHN MHUOKAPANTA M0 KPUTEPUAM
Hbro-Uopkcekoi accounannu kapauosaoros (1964, 1973)

IlocTaHoBKa 1MarHosa:

1. Haimmuue mpenmecTByrome nHOEKIUN, TOKA3aHHOW KIMHUYECKUMU H
7a00paTOPHBIMHU JIaHHBIMH: BbIICJICHHE BO30YIHUTENs, PE3yJabTaThl pEaKluu
HEWTpaIu3aluy, peakuus CBSI3bIBAHUS KOMIUIEMEHTA, PEAKLMs reMarritoTHHA-
uuu, yckopenue COD, nosiBinenne C-peakTUBHOIO Oelka.

2. llpu3Hakyu nopaxeHuss Muokapjaa. bosbliue NPU3HAKU: U3MEHEHUS
OKI', noBbllIeHHE AKTUBHOCTU CApKOILJIa3MaTUYECKUX HH3UMOB B CBHIBOPOTKE
KPOBH — JIAKTATAETUAPOreHa3bl, KPEAaTUHUHKUHA3BI, KapJIHUOMETralus, 3acTOu-
Hasi HEJAOCTATOYHOCTh KPOBOOOpAICHMs, KapJIUOTeHHbIH 1IOK. MaJsble nmpwu-
3HAKM: Taxukapaus, ocinadienue 1 ToHa, put™m ramona. Jlmarnos MuokapauTa
CUMTAETCSl JAOCTOBEPHBIM INPU COYETAHUU IpENLIeCTBYIOIEH MHPEKUUUu ¢ Of-
HUM OOJIBIITUM U IBYMsI MQJIBIMU TIPU3HAKAMH.

Ha TspkecTh MMOKapAWMTa B MEPBYIO OYEpElb YKa3blBAET OYpHOE pa3BUTHE
CEpJICYHON JEKOMIICHCAIIUY, KapAUOT€HHbIN 10K, TpUcTynbl Mopransu-A iamca-
Crokca nim 6osnpime natonorndeckue n3meHenus DKI', Boicokas rumnepdepmeH-
TEMMUsI, 3HAUUTEIBHOE yBEIUYeHHE Kamep cepaua (1o ganHeiM IxoKI).

IIporno3: npu 10OpOKaYECTBEHHOM T€YEHUU MHOKapJIMTa B TE€UEHUE roaa
y OOJIBIIMHCTBA OOJBHBIX HACTYIAET MOJHOE BBI3IOPOBICHUE UM COXPAHSIOTCS
OCTaTOYHbIC U3MEHEHUS B BUJE JIETKOW OJBIIIKHA WM MAaTOJOTHYECKUX 3HAKOB
Ha OKI', yka3pIBarolMX Ha pa3BUTUE O4ArOBOr0 MUOKAapAMOCKIIEPO3a.

JAuddepeHuMAIbHBIA TUATHO3 MPOBOJUTCS C XPOHUYECKOW peBMaTHUYE-
CKOM 0oJie3HbI0, AUCTpoduei MHOKap/a, NP OTCYTCTBUU YETKUX MPU3HAKOB
MHOKapAUAIIBHOTO MMOPAKEHUS — C HEUPOUUPKYIATOPHOM JTUCTOHUEH.

Jleuenue

JleueOHasi mporpamma:

1. DTHonoruyeckas Tepamnus.

2. Pexxnum.

3. JleueOHOE ITUTAHUE.

4. MenukaMeHTO3HOE (aTOr€HETUYECKOE JICUCHUE):
— HECTEPOUIHBIE TPOTUBOBOCIIAIUTEIIHHBIE;

— TJIFOKOKOPTHUKOU/IBI;

— CpeJICTBA, YJIydIIaronie 0OMEeH B MHOKapP/IE;

— AHTHOKCHIAHTEHI;

— CUMIITOMAaTHY€ECKas Teparusl.
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6. JIOK.

7. CaHaTOpHO-KYpOPTHOE JICUEHHUE.

Imuonozuueckoe neuenue.

HeoOxoaumo, HO He Bcerna ocymecTBUuMoO. [Ipu BUPYCHBIX MOXHO HpPOTH-
BOBUPYCHBIE TIpenapaTsl (HO 3P eKT cinalsplif):

— uHTEp(DEPOH;

— MPOTUBOTPUIIIIO3HBIE — TJIOOYJINH;

— T-akTuBHH.

Ipu mokconnrasmeHHom Muokapoume:

— XJIOPUJMH;

— cyJab(haHuIaMUIBbI.

LIpu muonnazmenHoM, pUKKEMCUOZHOM.

— TETPALUKIINH,

— JIOKCULIUKIIVH;

— MOPQOIUKIIUH.

[Tpu GakTepHaqbHOM: COOTBETCTBYIOIIME aHTUOMOTHKHU: T€HULIUINH U €ro
rpy1ma, e agoCIOpUHBI.

[Tpu rpuOKOBOM: HHCTATHH, JIEBAPHH, TPU3e0(yIHBHUH.

IIpn amnepruyeckoM: yCTpaHUTh aJIEPreH.

PexxuM OOJIBHOTO: 3aBUCUT OT CTEIEHU TAXKECTH.

Jlerko¥i crenenn TsHKECTH — MOCTENbHBIN | Henens, 3—4 Heaen paCliMpPEHHBIN.

CpenHel cTeneHu TAKECTH — CTPOTUM MOCTEIbHBINA PEXUM 2 HEAENH, pac-
LIMPEHHBIN 4 HENEIN.

TsKeNbl — CTPOTruM MOCTENBHBINA PEKUM B ITAJIATE UHTEHCUBHOM T€paluu
10 4 Helelb.

JleueOHoe nuranue: croa Ne 10

MeaukaMeHTO3HOe€ JIeYeHue:

A) HIIBC

Het eauHoi TOYKM 3peHUS HA UX IPUMEHEHUE.

[Ipn nerkoM MHUOKApAWTE HEKOTOPhbIE€ HE Ha3HayaroT. l[IpuMeHstoT npu
CpeaHel TSHKeCTH, 0COOCHHO MPY MUOTIEPUKAPIUTAX.

J103bI COOTBETCTBYIOT J103aM MPU OCTPOM peBMATHUYECKOU Jimxopajke. Ha-
3HAYAIOT JO0 YJIYy4IlIeHUsS COCTOosiHUs, HopManu3ausa OKI' 4-6 nepens. Ecim
€CTh BO3MOXKHOCTH JIYUIIIC BOJIbTAPEH, METUHIOI-peTap, OpydeH.

— Wnpomeranun 150 mut B cyTku 1o 2 1abi. x 3 p. B JICHb;

— Boabrapen B Tou ke 103€;

— bpyden 1-1,6 r B cytku 0,2 mo 2 T. X 4 p B JIcHb;

— AcnupuH 4-5 1 B cytku 0,5 o 2 1. x 4 p B I€Hb.

b) I'11I0KOKOPTHKOUIBI

[Tokazanust — TspKENIOE TEYCHUE MUOKapAUTa:

— MHOKApJUT CPEIHEH CTENEeHU TIKECTH B COUECTAHUU C MEPUKAPAUTOM
npu orcytcTBuu 3 dexra ot HIIBC.
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[Tpenauzonon 60-90 mr/cyT. Jlo3y nenst Ha 2 npuema. J[atoT yTpom u B 00en
MOCTENEHHO YMEHbIIAIOT 103y 110 20 Mr B cyTku. Kypc neuenust 4—5 Henenb.

[Ipu cHMKEHUU 403 MPEAHU30I0HA HAJI0 MOAKI0YaTh AMUHOXHUHOJIIMHOBBIE
npenaparthl. Jenarun 1-2 T. B TeueHue 2-X MecCsIEB.

B) AHrHONIPOTEKTOPHI

OHM YKpEIUISIOT COCYIUCTYIO CTEHKY, T. K. OJIOKUPYIOT KHHUHOBYIO CHC-
TeMy, OpaJIUKUHU:

— MPOAEKTHUH | T. X 2 p. B ICHB;

— napMuauH 1 T. x 2-3 p. B JA€Hb;

— anruauH 0,25 1-2 1. x 3p. B CyTKU;

— TEOHUKOJ (KOMITIaMHH, KcaHTrHosa HuKotuHat) 0,15 o 1 T. x 3 pasa B cyTku.

Anmuaepecanmeol:

— TpeHTal 1 T. X 3 p. B I€Hb

— aronypuH 0,1 mo 2 1. x 3 p. B AcHb.

MoxHo KypanTuia 25 Mr no 2 T. x 3p. B 1eHb, acnupuH 50 Mr B CyTKH.

[Ipy TsKENBIX MMOKAapAUTAX: aHTUKOATYJISIHTBL: TeNapyH, CTPENTOAEKA3A.

I') Metaboinueckasi Tepanusi

— npenapathbl Kajaus (OpoTaT Kajius, TaHaHTUH, acapKam) 1o 2 T. X 3p. B JIEHb;

— KapJIMOMardui 75 mMr B JICHb;

— nunoeas kuciota 1o 0,05 mo 1T1. x 3p. B 1eHb;

— MOJINBUTAMUHHBIE KOMILJIEKCHI.

Takue mnpenapatbl, kak pubOokcuH, AT®, dochoden npumeHsIOT MOCITE
YMEHBILIEHUS KIIMHUYECKUX NIPOSBICHNN U Hadano Hopmaymsauuu OKI'. Oto cBs3a-
HO ¢ TeM, uTo uisl poHUKHOBeHUs1 AT® yepe3 kiieTouHble MeMOpaHbl TpeOyeTcs
OOJIBIIIOE KOJIMYECTBO SHEPTUH, KOTOPOM HEAOCTATOYHO B BOCTIAJIEHHOM MUOKap/e:

— Puboxkcun 0,2 mo 2 1. x 3p. B Aenb wiu 2% — 10,0 B/BeHO cTpyiiHO
1 pa3 B JieHb;

— AT® 1% — 1 M,

— @ochoaen 2% — 1 mua wim 0,05 o 1 T. X 3p. B 1eHb;

— IHuroxpom C 4—8 mi1 B/MBIIIEYHO.

VYiydiaeT TkaHeBOE JbIXaHUE.

/1) AHTHOKCHIAHTBI
Bur. E nogasnser nepukucHoe okucienue munuaoB. [1o 1 kancyne x 3 p. B
tedeHue 1 mecsma 1-2 Mo B/mM 1 p. B 1€Hb.

E) CumnToMmaTudeckoe jedeHue

— aHTUAPUTMUYECKHUE MIPernapaThl;

— nepudepruyecKre Ba3oAUIATaTOPhI;

— MOYETOHHBIC;

— CepACYHBIC TJIUKO3UJIBI (OCTOPOXKHO, T. K. MOTYT BBI3BaTh TJIMKO3UIHYIO
WHTOKCHKAIIHIO).
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JIOK

BpemenHasi HeTpy10CIOCOOHOCTD:

— €CIT HeoCIoKHEeHHOe Teuenue auddysznoro muokapaura — 1,5-2 mecsia.

— eCM JUINTEIbHOE, peuuAuBHUpYIoLlee TeueHue 3—4 Mecsla, MOTOM
BTOK.

— JIETKUM MUOKapauT 3—4 Hex.

— CpenHel CTEeTeH! TSKECTH 0KoJo 1 mec.

KAPANOMUOIIATUHN

Kapnromuonarus — nepBUYHOE NOPAKEHUE MUOKAP/A, BBI3bIBAIOLLIECE HApYILIC-
HUe (PYHKIMIA cep/Iia U He SBIISIOIIEECs CISCTBIEM 3a00JIeBaHNi BEHEUHBIX apTEpPH,
KJIAIaHHOT'O AIapaTa, MEPUKap/ia, apTePUATbHON TUIEPTEH3UHU WA BOCTIAJICHHS.

Knaccuguxkayusa kapouomuonamuii (BO3, 1995)

DYHKINOHAJIbHAS KJIaccupuranmus
JnnaranmoHHas KapAMOMHUOIIATHS.
['unepTpoduueckas kapaAMOMUOTIATHS.

PecTpukTuBHas KapAUOMUONIATHA.
ApUTMOTeHHAas KapAMOMHUOIIATUS IIPABOTO JKEJIy0UKA.

Crneunpuyeckne KapaAuOMHUONIATHH

Nmemuueckas kapaunomuonatus (Bcenencrsue UBC).

Kapaunomuomnarus B pe3yapTare KJIanaHHbIX IOPOKOB CEPALA.

['uneproHnyeckas KapAMOMHUOIIATHSL.

BocnanurenbHas kapauOMHONATHS.

Metabonnyeckue KapAHMOMHUONATUN (PHIOKPUHHBIE, CEMEWHbIE «00JIe3HU
HAKOTUICHUSD» ¥ MHPWIbTPAUU, AeUITATH BUTAMUHOB, aMUJIOU03).

['enepanu3oBaHHbIE CHUCTEMHBIE 3a00JIeBaHNUs (TIATOIOTHS COEAMHUTEIHHON
TKaHW, THQWIBTPAIUS U TPAHYJIEMBbI).

Mprieunsie TucTpoduu.

Heiupompliiieynsie HapyIEHHUS.

AJneprudeckue U TOKCUYECKUE PEaKIUU.

[lepunopranbHas kaparnoMuonarus (Bo BpeMsi 0epeMEHHOCTH U TIOCIIE POJIOB).

Hexknaccupuuupyembie KAapAMOMUONATUM (IPUYMHBI HEU3BECTHDI)

ApUTMOTEHHAsI KapJIMOMHUOIATHS TIPABOTO KETyJA0YKa — 3aMEHa y4acTKa
MHUOKap/ia MpaBoro >KeJyJ0ouka Ha KUPOBYIO WU (UOPO3HYIO TKaHb, MPOSBIIS-
€TCsl HKEIYJOUYKOBOW TaXUKAPAUEU U3 MIPABOTO KEITYIOUKA.

B ximnHu4eckon mpakthke 00Jiee NIMPOKO UCTOJb3yeTCsl (PYHKIIMOHATbHAS
KJaccudukanusi KapAuOMHOIIATU/, TIOIpa3eistonas NaToJIornuecKre u3MeHe-
HUS B CEp/IIe HA TPU TUNA: AWJIaTallUs, TUIEPTPODUs, PECTPUKIIHS.
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o Jlunaranusi XapakTepusyercsi MmpeoOiIagaHueM pPacHIMPEeHus] MOJOCTed Haj
runeptpodueii 1 mpeodaaJaHueM CUCTOIMIECKON CepACYHON HEIOCTaTOYHOCTH.

o ['uneptpodusi XxapakTepuszyercsi YTOJIIEHUEM CTEHOK cepiua (kak ¢ 00-
CTPYKIIMEH BBIHOCSIIIETO TPaKTa JIEBOIO KeNyJouKa, TaKk U 0€3 Hee) U BO3MOXK-
HOCTBIO PA3BUTHS JUACTOJIMYECKOU CEPACUYHON HENOCTATOUYHOCTH.

e PecTpukiusi MposiBIsiETCS HEaJeKBaTHBIM pacciablieHneM MHOKap/a Jjie-
BOI'O JKEJIYJIOYKA, BBI3bIBAIOIIMM OIPAHUYEHUE TUACTOJIUYECKOTO HAIOJIHEHUS
JIEBOT'0 KETyA0UKa.

J_II/IJIaTaIII/IOHHaH KapauoMuoInaTus

JlunaranvoHHas KapAMOMMOIIATUS — MEPBUYHOE MOPAXKEHUE Cepala, Xa-
paKTEepU3YIOLIEECs PACIIUPEHUEM €0 MOJOCTe W HapyUIEHUEM COKPATHUTEIb-
HOM PyHKIUU.

OTHOJIOI' A

BoO3HMKHOBEHNE NWJIATALIMOHHON KApJAMOMHUOIIATUH CBS3BIBAIOT C B3aWMO-
JNEHUCTBUEM HECKOJIbKMX (PAKTOPOB: T'€HETHMUECKUX HAPYIICHHH, 3K30I€HHBIX
BJIMSIHUM, Ay TOUMMYHHBIX MEXaHU3MOB.

ITATOT'EHE3

[Tox neficTBUEM SK30T€HHBIX (PAKTOPOB YMEHBIIAETCS KOJIMYECTBO IMOJIHO-
HEeHHO (YHKIUOHUPYIOIIMX KapJIHOMHUOIIMTOB, YTO MPHUBOAUT K PACIIMPEHUIO
KaMep cep/lla U HapyIIeHHUIO COKpaTuTeNnbHOM GyHKuuM Muokapaa. [lomoctu
cepAla paclupsAIOTCs, YTO IPUBOAUT K PA3BUTHUIO CUCTOJIMYECKON U JUACTOJIH-
YeCKON NMUCRYHKIIMU 000MX KeNyT0YKOB. Pa3BuBaeTCs M XpoHUYECKas cepey-
Has HEJI0CTaTOYHOCTb.

KIIMHMYECKAA KAPTUHA 1 JIUATHOCTUKA

[IposiBiIeHNsT TMIATAMOHHOW KapIWOMHOIIATUN BKIIFOYAIOT 3aCTOMHYIO Cep-
JIEUHYI0 HEJJOCTATOYHOCTb, HAPYIIEHUS] pUTMA U TPOMOO3MOOIHH (BO3MOXKHO Ha-
JIMYME KaK OJHOIO, TaK U BCEX TPEX MPHU3HAKOB). 3a00J€BaHUE pa3BUBAETCS IIO-
CTEMEHHO, HO MPU OTCYTCTBUM JICUEHHS (2 4acTo Jake U Ha (JOHE JICUCHUs) HEYK-
JIOHHO TIporpeccupyeT. XKanoObl AIUTETbHOE BpeMsi MOTYT OTCYTCTBOBATb.

o [Ipu cHUKEHUM COKPATUTEIBHON CIIOCOOHOCTH MHOKap/ia MOCTENEHHO BO3-
HHUKAIOT Kalo0bl, XapakTepHbIE JJISI XPOHUUECKOW CepJeUHON HEI0CTaTOYHOCTH:
OJIBIIIIKA, C1a00CTh, yTOMIISIEMOCTD, CepricOneHre, nepudepruaeckue OTeKH.

e [Ipy pexomMneHcauuu OTMEYAIOT NPHU3HAKH 3aCTOS B MaJOM (OZBIILIKA,
XpHUIIbl B JIETKUX, OPTAlIHO3, MPUCTYIBI CEPACUYHOM acTMbl, «PUTM TajloNa») U
OonbioM (mepudepudeckue OTeKH, acIUT, rernaTroMeraius) Kpyre KpoBooopa-
IICHUS, CHIYKEHUE CEPCUHOr0 BhIOpoca (CHIKeHue neprudepudeckoii nepdpys3uu B
BUJIE 1IMAHO3a U XOJIOAHON BJIAYKHOM KOXH, HU3KOEe cuctoinyeckoe AJl) u Herpo-
OHJIOKPUHHOW aKTUBAIMH (TaxuKapus, nepudepruueckas BA30KOHCTPUKIINSA).
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OpHuM U3 paHHUX MPOSIBICHUN JUIATAIIMOHHON KapAMOMMOIIATUNA MOXKET
OBITh TApOKCU3MaJbHAsI MEpIaTeNIbHAsl apUTMUS, KOTOpasi, KaK MPaBHIIO, ObICT-
PO MEPEXOAUT B MOCTOSHHYIO (opMy. OgHAKO AaKe MPU HATIMYUU TaXUCHUCTO-
Juu 00JTBHOM YacTO JTOJITO€ BPEMsI HE ONIYIIAeT MEPIATEIbHYI0 apUTMUIO.

[Ipu mepkyccuu cepjilia MOKHO BBISIBUTh PaCIIMPEHUE T'PAHUI] OTHOCH-
TEJIBLHOM CepJIEYHOMN TYIIOCTH B 00€ CTOPOHBI (KapIMOMETamus), Py ayCKyJIbTa-
U1 — CHCTOJMYECKHUE IIYMbl OTHOCUTEJIbHON HEIOCTATOYHOCTH TPEXCTBOpYA-
TOTO M MUTPAJIBHOTO KIJIAMAHOB. XapaKTepHO HapylleHue purMma B Buje (uod-
puuALMK nipeacepaui. Bo3aMoxxHbl TpoMO03MOOIMUECKUE OCI0KHEHUS B BUJIE
NOpPaYKEHUsI MEJIKMX BETBEH JIETOYHOM apTepuu, OKKIIIO3UM apTepHuil OOJIBIIOro
Kpyra KpOBOOOpallleHUSI MNpU HAJUYUU TMPUCTCHOUHBIX BHYTPUCEPCUHBIX
TpoMOOB. K 4acThIM OCJI0KHEHUSM AWJIATAllMOHHON KapAMOMHOINATUHA OTHOCST-
cs1 TpoM003MO0JINK, BO3HUKAIOIIME 00JIee YeM y TpeTH 00JIbHBIX. Puck TpoMOo-
IMOOJTUYECKUX OCJIOXKHEHUN Hanbosiee BBHICOK Y OOJIbHBIX C MOCTOSIHHOM (op-
MOW MEpLATEJBbHOM apUTMHUU U BBIPAXKEHHOM CEPIEYHON HEIOCTATOUYHOCTHIO.
Opnako TpoMO003MOOIMM BO3HUKAIOT U MPU CTAOMIBHOM COCTOSIHUU OOJIBHBIX,
HE BHYIIAIONIEM Kakux-1u0o onaceHuid. TpomMO0IMO0IMK B MO3TOBBIE apTEPUH
Y KpyIHBIE BETBU JIETOYHOW apTEPUU MOTYT CTaTh IPUUMHON BHE3AIIHOM CMEp-
TH 00JBHBIX. OTHAKO HEKOTOPHIE TPOMOO0IMOOIHH (HapuMep, B COCYIBI TTOYECK)
IPOTEKAIOT OECCUMIITOMHO M MHOT/1a OOHAPYKUBAIOTCS JIMIIb HA CEKITHH.

Ha OKI' npu nunataiiioHHOM KapJUOMHOIATUU MOXKHO OOHApYX HUTh MpH-
3HaKM TUneTpoduu U Meperpy3ku JIEBOro keayaouka (nenpeccusi cermenta ST u
orpuniatenbubie 3yOunl T B I, aVL, Vs, Vi), neBoro npeacepaus. Y 20% O601bHBIX
JJIATAIIMOHHOM KapIUOMHUONATUEN OOHapy UBAOT (PUOPUIUIALMIO TPEACEPAUN.
Bo3MoXkHBI HapyIIeHUs! MPOBOAMMOCTH, B YaCTHOCTH 0JIOKa/Ia JIEBOM HOXKKH ITy4-
ka ['uca (mo 80% O60JbHBIX), HATMYUE KOTOPOU KOPPEIUPYET C BHICOKUM PUCKOM
BHE3AITHOW CepJieuHON cMepTH (MosiBieHue OJ0Kaabl JeBOM HOXKHM Myd4ka ['uca
CBSI3BIBAIOT C pa3BuTHEM (UOPO3HOTO IMpollecca B MUOKAp/IE). XapaKTepHbI YIIU-
Henne unatepBaia Q — T u ero qucnepcus. Pexxe Bo3Hukaer AB-6mokana.

Oxokapauorpadusi MO3BOJISET BBIIBUTh OCHOBHOW TMPHU3HAK JHMJIATAIlMOH-
HOW KapJAWOMHOIIATUU — JWJIATAINIO MOJIOCTEeH ceplla ¢ yMEeHbIIeHHeM (pak-
MU BBIOpOCA JIEBOTO JKETyA0UKa. B TOMIIIepOBCKOM peXUME MOKHO OOHAPYKUTH
OTHOCHUTEJIbHYIO0 HEJOCTATOYHOCTh A0PTAJILHOIO KJIallaHa, HapyLIeHUs JUacTOJIU-
yecKol (pyHKIUM JIEBOTO skenyiouka. Kpome Toro, nmpu 3xokapauorpaguu MOxHO
npoBecTy auddepeHnanbHy0 TUarHOCTUKY, BBISIBUTh BEPOSITHYIO MPUYHHY CEp-
JIEYHOM HEIOCTaTOYHOCTU (ITOPOKH cepila, MOCTUH(APKTHBIN KapAHOCKIEPO3),
OLIEHUTh PUCK TPOMOOIMOOINH TTPU HATMYUU TPUCTEHOYHBIX TPOMOOB.

Pentrenosnornueckoe Mccie0BaHUE MOMOTaeT BBISIBUTh yBEIMYECHHUE Pa3-
MEpPOB cep/lia, MPU3HAKU JErOYHOM TUIEPTEH3UH, THIPOTIepUKap/Ia.

OCHOBHBIM METOJIOM JMArHOCTUKU JWJIATAIMOHHOW KapIUOMHUONATHH
CITYXUT dXOKapauorpadusi, mo3BOJISIONAs BRISIBUTH IUJIATAIIMIO KaMep cepaia
U CHUKEHUE COKPATUMOCTHU JIEBOTO JKEIYJI0UKa, a TaKkKE HCKIIOUUTH MOpaxe-
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HUE KJIAalaHoOB cepAlla U MepUKapAUaibHbIi BbINOT. OOHAPYKMBAIOT yBEIUYe-
HU€ KOHEYHOI'0 CHCTOJHMYECKOIO M JHMACTOJUYECKOTO Pa3MEpPOB JIEBOIO KEIy-
JI0YKa, YMEHBIIICHHE ero (ppakiuu BeIOpOCca, HHOTJIAa YMEPEHHYIO THIIEPTPOQHIO
muokapaa. [lo3iHee pa3zBuBaeTCs AWIIaTalUs IPABOTO KEITyJ0UKa.

VY nunaTanuMoHHOW KapAMOMMOIIATUM HET KAKUX-IMOO MaTOrHOMOHUYHBIX
KIMHUYECKUX WIH MOP(OIOTUIECKUX MapKepOB, U4TO 3aTpyAHseT auddepeniu-
QJIBHYIO JIMaTHOCTHKY €€ C BTOPUYHBIMHM MOPAXKEHUSIMU MHUOKApJA WU3BECTHOU
npupoasl (npu UBC, aprepuaiibHON runepTeH3un, MUKCEAEME, HEKOTOPBIX CHUC-
TEMHBIX 3a00JieBaHMsIX W T. 1.). [locienHue npu Hamu4yuu AWIATallUA KaMep
Cep/illa Ha3bIBAIOT BTOPUYHBIMU KapauoMuonatusiMu. OCoOEHHO TpyJHOU HHO-
raa ObiBaeT nauddepeHiraibHas IMarHoCTHKa AWIATallMOHHON KapauoMuona-
TAU C TSOKEJNBIMH HMIIEMUYECKUMH IMOPAXKEHUSIMU MHUOKApJAA Y OTHOCHUTEIBHO
MOXKWJIBIX JIOJEH MpU OTCYTCTBHHM XapaKTEpHOro OOJIEBOTO CHHIpPOMA B BHUJE
creHokapauu. [lpu saToM crenyer oOpaiaTh BHUMaHUE HA Hanuuue (akTopoB
pUCKa aTEPOCKIEPO3a, HAIMYME ATEPOCKIEPOTUYECKOrO IMOPAKEHUSA aO0pThI U
JPYTUX COCYJOB, HO PEIIAIOIIMMU MOTYT OBITh JJaHHBIE KOpOHaporpaduu, mo-
3BOJISIOILEH UCKIIIOUNTh CTEHO3UPYIOLIEE ITOPaKEHNE KOPOHAPHBIX apTEPUN.

Haubonee gactbie OCIOXKHEHHS TUIATAIMOHHON KapIMOMHONATHH: apTe-
pUaNbHON H JIeTOYHON TpomOodmMOouu (20% OONMBHBIX), HAPYIICHUS PUTMA U
npoBoguMocT cepamna (30% OoNbHBIX), BHE3aMHasi CepJedyHas CMepTh, Mpo-
rpeccupyronias cepacyHasl HeIOCTaTOYHOCTb.

JledeHne AuIAaTaMOHHOW KapJIMOMHUONATHUM 3aKJIKOYAETCS B AJACKBATHOU
KOPPEKLUH IIPOSIBIICHUN CEpACYHOU HEAOCTATOYHOCTH.

e B nepBy1o ouepesib HEOOXOAMMO OTPAHUUYUTH (PU3UUYECKYIO HArpy3Ky H
KOJIMYECTBO MOTPEOIIIEMOI JKUKOCTH U COJIH.

e BceM OONBHBIM JUIATAIMOHHOW KapAUOMHOIATUEW IPU OTCYTCTBUH MPO-
THUBOIIOKa3aHUI HE0OX0ANMMO Ha3HayaTh MHTUOMTOPH! AIID (kamrompwi, >Hana-
IPUJI, PAMUIIPWIL, IEPUHAONPUI U Jp.), B TOM YHCJE AK€ MPU OTCYTCTBHUM 3a-
CTOMHOM CEPAECYHOM HENOCTATOUYHOCTH. [IpemapaTsl 3TOM TPyIIbl HE TOJBKO J1a-
I0T CUMIITOMAaTHYecKuil 3((PeKT, HO U MPEeayNpPEKIAIOT Pa3BUTUE U MPOrPECCH-
pOBaHUE CEPACYHOM HENOCTATOYHOCTU. [Ipy mMOsBIEHMU 3alE€pKKHA KUIKOCTU
uHruouTOpsl AIID KOMOMHHUPYIOT C IUYPETUKAMHU, B OCHOBHOM C ()ypOCEMUIOM.

e [Ipu TsKENION CepIeUHON HEAOCTATOYHOCTH MMOKA3aHO MPUMEHEHHUE CIIU-
POHOJIAKTOHA B 103€ 25 MI/CYT.

e Kpome TOro, MO>KEeT MCHOIB30BATHCS TUTOKCHH, OCOOCHHO MPH HATHYUU
MEpLATEIbHON apUTMHUH.

3HauUTENbHbIE TPYAHOCTU B JICYEHUU OOJBHBIX AWJIATALIMOHHON Kapauo-
MHOTIATUEN BO3HUKAIOT IIPU HAJTUYAMU CTOMKOW TAXUKAPAUU U TSKEIBIX HApY-
meHuit putma cepaua. Tepanusa gurokcuHoM B ao3ax 6onee 0,25-0,375 mr/cyt
y TakuxX OOJIbHBIX OBICTPO MPUBOAUT K PA3BUTUIO TITUKO3MIHOM MHTOKCUKALIMU
JaKe TpPU HOPMAJbHOW KOHIICHTPAIlMM Kajiusig B CHIBOPOTKE KpOBHU. B Takumx
ciydasx IIeJecoo0pa3HO HCIOJIb30BaHKE B-aApeHOo0J0KaTOpoB (Oucompoliona,

41



KapBenwiona, Mmeranposnosna). [lpumenenue B-aapeHoOI0KaTOPOB OCOOEHHO MOKa-
3aHO TIPU MOCTOSHHOW (opme MepraTenbHol apuTMun. O OJIarompuUsSTHOM JEHCT-
BUU [3-aIpeHOOIOKATOPOB TMPH AWJIATAIIMOHHON KapAMOMHOIATHH CBUAETEIbCT-
BYIOT pe3YJIbTaThl psAa KIMHUYECKUX HCIIBITAHUI, KOTOPBIE MOATBEPAWIIN YBEIHU-
YEHHUE BRIKUBAEMOCTU OOJIBHBIX MO BIUSHUEM MIPENapaToB ATOM IPYIIIHL.

B cBsi3u ¢ HAKIOHHOCTHIO K TPOMOOOOpPA30BaHUIO IEIECOO0Pa3HO JIJTH-
TEJIbHOE NMPUMEHEHHE AHTHUArpPEraHTOB, B YACTHOCTH AallCTUJICAIULIMIOBON KH-
cinotel o 0,25-0,3 r/cyT.

Kak mepBuyHasi nunaTallMOHHAs KapJIMOMUOIATHS, TaK MHOT/Ia U BTOPHUY-
Hast npu UBC — 0HO 13 TJIaBHBIX NTOKa3aHUM K TPAHCIUIAHTALIUM CEPALA.

I'MIEPTPO®OUYECKASA KAPANOMMUNOIIATHUA

['uneprpoduueckas KapAUOMUONATHSI — MEPBUYHOE MOPAXKEHUE CEepLa, Xa-
PAKTEPU3YIOLIEECS YTOJIIEHUEM CTEHOK JIEBOI'O JKEIy/JI0YKa U PA3BUTUEM CEplEY-
HOM HE0CTaTOYHOCTH, PEUMYIIIECTBEHHO IUACTOIMYEcKon. ['uneprpodust creHKu
jeBoro Oosiee 15 MM HESICHOTO T€HE3a CUMTAETCS TUArHOCTUYECKUM KPUTEPUEM M-
nepTpoduyeckoil kapauoMuonaThy. Paznuyaror 00CTpYKTUBHYIO (CYKaIOUIYIO BbI-
HOCSILLIUH TPAKT JIEBOT'O JKETy10YKa) U HEOOCTPYKTUBHYIO TUIIEPTPOPHUUECKUE Kap-
auomuonaTtuu. I'uneprpodus MoKeT ObITh CUMMETPUYHON (YBEIMYEHHE C BOBJIE-
YEHHEM BCEX CTEHOK JIEBOTO JKEJIyJI0UYKA) U aCCUMETPUYHOM (yBEJIMUYEHUE C BOBJIE-
YeHHEM OJTHOM U3 CTEeHOK). ['unepTpodust MOKeT 0XBaThIBaTh U30JIMPOBAHHO JIMIIIb
BEpPXYILIKY cepila (anukaibHas runeprpodpuyeckas kapauomuonarus). [lpu runep-
Tpouu BepXHEW YaCTH MEXKIKETYJIOUYKOBOM MEPEeropoiky HEMOCPEICTBEHHO 0]
(bUOPO3HBIM KOJIBIIOM a0PTATLHOTO KJIAllaHA TOBOPAT O Cy0A0OPTaIbHOM CTEHO3E.

BaxxapiMu 001MMI 0COOEHHOCTSIMU THIIEPTPOPUIECKON KapAUOMHUONATHH (KaK
c oOcTpyKiuel, Tak U 0e3 Hee) BBICTYMAIOT BBICOKAs 4acTOTa HapyIICHHH pUTMa
cepaua, HapylIeHUe AUACTOJIMYECKOrO HAIOJIHEHUS JIEBOTO KENMYJ04Ka, YTO MOXKET
NPUBOANUTH K CEpIeUHOM HenocTaroyHOCTU. C apUTMUSIMU CBS3BIBAIOT BHE3AIHYIO
CMepTh, HacTynaiyto y 50% O0bHBIX TUIEPTPOPUUECKON KapAMOMHUOIIATUEH.

OTUOJIOT' A

['unepTpoduueckyto KapAMOMHUOINATUIO CUUTAIOT HACIEACTBEHHBIM 3a00-
neBaHueM. OHa BO3HMKAeT B pe3yJbTaTe MyTalUid OJHOTO U3 YETHIPEX I'€HOB,
KOJMPYIOIUX OeJIKu cepua (B-MHO3MH TSHKENBIX LIENeH, T'eH JIOKATM30BaH B XPOMO-
come 14; tpononnn T cepaua, reH JIOKATM30BaH B XPOMOCOME 1; O-TpOMOMHO3MH,
I'€H PAcIoJIOKEeH B XpoMocome 15; Muo3uHcBs3bIBaomuil 0enok C, red pacno-
JI0’KeH B XpoMocome 11).

['uneprpoduueckass KapAHUOMUONATUS YACTO HOCHUT CEMENHBIA Xapakrep.
BrisiBneHno no kpaitHen Mepe 6 TeHETHYECKUX JIOKYCOB, OTBETCTBEHHBIX 34 BO3-
HUKHOBeHHUE 3a0oreBanus. [IprmurHamu runepTpoduueckoil KapAMOMUONIATHH MO-
I'yT OBITh pa3IMYHbIE MyTALlMH OJTHOIO U3 MATH I€HOB, KOAUPYIOLINX CUHTE3 OEJIKOB
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cepAeyHoro capkomepa (tporionuna T, TpornoHuHa I, o-TpornoMuo3uHa, B-MrUo3MHa
1 MUO3MHCBs3bIBatolero oenka C). B aTux renax oOHapy»keHO okoso 70 MyTarmi,
BBI3BIBAIOIIMX THIEPTPOPUUECKYIO KapAHOMHUONATHIO. BbDKHBaeMOCTh OOJNBHBIX
rUnepTpoPUUECcKoi KapIMOMHUOTIATHEH, BO3HUKIIICH B pe3ysbTaTe 0CO00 KIMHU-
YEeCKOM 3JI0KaYE€CTBEHHOM MYTallMi T'€Ha TSHKEJION LIeN B-MHUO3UHA, CYILIECTBEHHO
HI)KE YeM IpU MYyTallMM I'€Ha CEepAECYHOro TpomnoHWHa T, mpuyeM B MOCHEIHEM
cllydae KIIMHAYECKHE MIPOSBICHUS BO3HUKAIOT B 00JIee MO3AHEM BO3PACTE.

B narorenese runepTpopuueckoil kKapIMoOMHONaTU UMEET 3HAYCHHUE YBEIH-
YEHHE COJIEP>KaHUsI HOHOB KaJIbLIUS B KApAMOMHOLUTAX. B BO3HUKHOBEHUU THUIIEP-
TPO(UYECKON KapJIUOMUONATUN UMEET 3HAYEHHE W MAaTOJIOTMYecKass CTUMYJIISIUS
CUMIIAaTUYECKOM HEpBHOM cucteMbl. Kpome TOro, aHoMajabHO YTONILEHHbIE WH-
TpaMypajibHbIE apTepUUd HE O0JIAAAIOT CIOCOOHOCTBHIO K aJeKBATHOM JUIIATAllUY,
YTO BEJIET K uileMuu, puOpo3y MHUOKap/ia M €ro NaToJIOrn4ecKoi runepTpodun.

OcHoBHOE MOp(doIOruYecKoe MPOSBICHUE TUIEPTPOYUUECKON Kapauo-
MHOIIATUH — YTOJIIIEHUE CTEHOK JICBOTO enyaouka 6osiee 30 MM (MHOTIA 10
60 MM) B cOYE€TaHUM C HOPMAJIbHBIMU WJIM YMEHBIICHHBIMH Pa3MEpPaMu €ro mo-
noctu. Hapsiny ¢ aTuM umeeTcs auiaTtainus JIEBOro npeacepaus (BO3HUKAET U3-
32 YBEJIMYEHHOTO0 KOHEYHOT'O TUACTOJIMYECKOIO JIABJICHHS B JIEBOM JKEITYI0UKE).
VY GosbmiMHCTBA OOJIBHBIX THIEPTPOPUPOBAHBI MEKKEITYJOUKOBAsT IEPETOPOI-
Ka 1 0oJpIas 4acTb OOKOBOM CTEHKH JIEBOTO JKEIYJI0YKa, B TO BpEMs Kak 3a-
Hsi CTEHKa BOBJIEKAETCS B MPOLECC pexe. Y IpYrux NarueHToB runepTpodupy-
€TCSl TOJIbKO MEXoKenyaoukoBasi neperopojika. ¥ 30% OOJIbHBIX MOXKET OBbITh
JoKanbHas runeprpodus CTEHKU JIEBOTO KEIyJouKa HEOOJbUIMX pPa3MEpOB:
BEPXYLIKU JIEBOTO XKeIyJ0uKa (anukaiabHasi), TOJbKO 3aJlHE CTEHKH, MepeHe-
6okoBoi cTeHku. Y 30% 60JIbHBIX B TUNIEPTPOGUUYECKUI TIPOIIECC BOBIIEKAIOTCS
MIPaBbIi KEITYI0YEK, COCOUYKOBBIE MBIIIIBI WJIM BEPXYILIKA CEPALA.

Knunnueckue mnposiBieHus runepTpoduyeckord KapauoMuonaTtuu o0y-
CJIOBJIEHBI OOCTPYKIMEH BBIHOCALIETO TpaKTa JEBOTO KENyJl0uKa, ero Juacto-
JUYEeCKOW AUCHYHKIMEH, WIIeMUed MHOKapAa M HapYLIEHUSMU CEepJIeYHOTO
putma. [Ipu runeprpoduueckoil KapAHOMHOINIATUU BO3MOKHA BHE3aIlHas cep-
ne4yHasi cMepTh. B OonbpmmHcTBe ciydaeB (80%) oHa BO3HUKAET B pe3yJibTare
GubpmIAIMN  KEeTyI0YKOoB. J[pyruMu mNpUYMHAMHM BHE3AIMHOM CEepACUHOM
CMEPTU MOTYT OBbITh (GUOPMIIALINS MPEACEPAN C BBICOKOW YaCTOTON COKparle-
HUS KEITYJOUYKOB, HAJIKETYI0UKOBAsl TAXUKAPAUS U PE3KOE CHUKEHUE CEPICUHO
BbIOpOCa ¢ pa3BuTueM moka. K (hakTopaM pucka BHE3amHOM ceplieyHON CMEPTH
pU rUnepTpoGUUEcKor KapJMOMUONATUH OTHOCSITCS CIIETYIOUIUE:

e OCTaHOBKa Cep/illa B AHAMHE3E.

e CToiiKas *KelnyJ0uKoBask TaXUKapaAUs.

¢ Pe3ko BbIpakeHHasi TUIIEPTPOPUS JIEBOTO JKETYyI0UKa.

® OCcOOCHHOCTH T€HOTHUIIA T CEMEHHBIN aHaMHE3 BHE3AITHOW CEp/IeUHON CMEpTH.

e YacTble MapOKCU3MBbI KEITYI0YKOBOW TaXWKapAHH, BBISBISEMbIEC MPU CY-
TOYHOM MOHUTOpHUpoBaHuU DKI'.
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e PanHee mosiBJIeHHE CUMITOMOB TUTIEPTPOGUUECKON KapIUuOMHONATUH (B
JIETCKOM BO3pacTe).

e YacTeie 0OMOpOKHU.

e HenopmanwHas peakuus A/l (cHmkeHue) Ha GU3NYECKYIO HATPY3KY.

3abosieBaHuE AJUTEIILHOE BPEMSI MOXKET MPOTEKaTh OECCUMIITOMHO, U €T0 CITy-
YaiiHO BBISIBJISIFOT TIPU 00CIIEIOBaHUH TI0 JipyroMy noBoxy. Harbosnee yacto 0oabHBIX
OECIOKOST OABIIIKA TIPU (PU3MYECKON Harpy3ke, O0JIM 3a TPyIUHON (pa3iIu4HOro, B
TOM YHCJIE aHTMHO3HOT0, XapaKTepa), cepAleOreHre, ToJI0BOKPYKeHuUsI, 0OMOPOKH.

e O/1pIIIKa BOZHUKAET B PE3YJIbTaTE YBEIUUYEHUS JUACTOJIUYECKOTO AaBiie-
HUS HAIOJHEHUS JIEBOT'O JKEIYyI0UKa U TACCUBHOIO PETPOIPATHOrO YBEIUYECHHUS
JIABJICHUS B JITOYHBIX BEHAX, YTO MPUBOAMT K HAPYIICHHUIO Ta3000MeHa. YBe-
JMYEHHUE JAaBJICHUS HAMOJIHEHUS JIEBOTO JKeNy0YKa O0YCIOBIEHO YXYIIICHHEM
JMACTOJIMYECKOT O pacciiabiaeHus BCIEACTBUE BbIPAXKEHHON TUNEepTPOPUH.

e ['0J10BOKpYy>XeHHE U OOMOPOKH BO3HHUKAIOT MPU (PU3NYECKUX HArpy3Kax B
pe3yibTaTe yXyIUIeHUs] MO3TOBOI0 KpOBOOOpAIllEHUs BCIEACTBUE YCYTyOIeHUs
OOCTPYKILIMH BBIHOCSILEIO TPaKTa JIEBOrO JKeIyJouka. Takke 3MU30/bl OTEpU
CO3HAHUS MOTYT OBITh 00YCJIOBJICHBI APUTMHUSIMHU.

e boyin 3a rpyIMHON NOSIBISIOTCA BCJIEACTBUE YXYALICHHS JHACTOIMYE-
CKOTO pacciiabJIeHusl ¥ yBEJIWYEHHs MOTPEOHOCTH MHUOKap/Aa B KUCIOPOJE B pe-
3ynbTaTe runeprpoduu. MoryT BO3HUKATh THUIMYHBIE MPHUCTYNbl CTEHOKAP/UHU,
NPUYMHAMU KOTOPBIX BBICTYIAIOT HECOOTBETCTBHE MEX]Yy KOPOHAPHBIM KPOBOTO-
KOM M BO3pOCILEH NOTPEOHOCTHIO B KUCIOPO/I€ TUIIEPTPO(PUPOBAHHOTO MHOKAP/a,
C/IaBJICHHE UHTPaMypPaJbHBIX BETBEM KOPOHAPHBIX apTepui, CyOdHI0KapAraIbHAs
UIIEMUS B pe3yJibTaTe HApYIICHUs TUACTOIMUYECKOTO paccaaOIeHusl.

e CepanieOueHre MOXET ObITh TPOSBICHUEM HAJDKETYJOYKOBOW WITU Ke-
JTyJTOYKOBOM TaxuKapuu, GUOPUIUISAIIUN TIPEICEPAHIA.

N3menenuss Ha OKI' mpu runeprpoduyeckoil KapAHOMUONATUU OOHapy-
xuBatoT y 90% 6onbHbIX. K ocHOBHBIM DKI'-nipu3znakam 3a001eBaHusl OTHOCST:
TUIEPTPOUIO JIEBOTO KENyAouKa, u3MeHeHus cermenra ST u 3ybua T, Hamu-
e naronorudeckux 3yomnos Q (B orsenenusix 11, III, aVF, rpyaasix oTBeneHu-
ix), GUOPWIUISIIIUIO U TpereTaHue MpeACepaAnil, KeIyJOUKOBYIO SKCTPACUCTO-
o, ykopoueHue untepsaia P-R (P-Q), nemonnyto Omoxanay Hoek myuka [ u-
ca. [IpyunHbl MosIBIIEHUS MaTOJOTMYeCKUX 3yOnoB Q Heu3BecTHbI. Ero cBs3bI-
BAIOT C MIIEMUEH MHOKApJa, HEHOPMAJIBHOW aKTHBALUEW MEKKEIYIOYKOBOU
NEPErOPOAKHA U CTEHKHU IPABOT0 KEITYI0UKA.

Oxokapauorpadusi — OCHOBHOM METOJ AMArHOCTUKHU AaHHOTO 3aboieBa-
Hus. Onpenenstor JIOKaNU3aluio TunepTpo@UpoBaHHBIX YyY4acTKOB MHUOKapia,
CTENEHb BBIPAXKEHHOCTH TUNEepTpoGUH, HANUuUe OOCTPYKLUMU BBIHOCSILIETO
TpakTa JieBoro xenyaouka. B 60% BBISBISIOT aCHMMETPUYHYIO TUNIEPTPOPHUIO,
B 30% — cummerpuunyto, B 10% — anukanbHyro. B nomiepoBckoM pexnme
OIPEJIEIISIIOT BBIPAKEHHOCTh MUTPAJILHOM PETYPruTalvK, CTEIEHb MPAJAUEHTa J1aBJie-
HUSL MEXKJTY JIEBBIM KEJTyI0YKOM M a0pToi (TpasueHT nasienust oonee S0 MM pr. CT.
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CUMTAETCsl BBIpAXKEHHBIM). KpoMe Toro, B AOMIIIEPOBCKOM PEKUME MOXKHO TaK-
K€ BBISIBUTH COIMYTCTBYIOIIYIO HE3HAYUTEIILHYIO WM YMEPEHHYIO a0pTAIBHYIO pe-
ryprutaiuio y 30% 6onbHbIX runiepTpodudeckoit kapanomuonatuein. Y 80% 60:1b-
HBIX MOYXHO BBISIBUTH MPHU3HAKU JHACTOJIUYECKON MUCPYHKIIUU JIEBOTO KEIy-
nouka. @pakmus BEIOpOca JIEBOTO KETYJ0UKa MOXKET OBITH YBEITUYCHA.

JIEYUEHUE U ITPOT'HO3

[Tpu runeprpoduueckoii kapuoMuonaTi (0COOEHHO MPU OOCTPYKTHUBHOM
dbopme) pEeKOMEHAYIOT H30eraTb 3HAYUTENbHBIX (PU3NYECKUX HATPy30K, IO-
CKOJIBKY TIPH 3TOM MOTYT YBEIWYUBATHCA TPAJAMCHT JABIICHUS MEXY JIEBBIM
KEITYJJOUKOM U a0pPTOH, BOZHUKATh QpUTMHH CEPIa 1 OOMOPOYHBIE COCTOSIHUSI.

JIEKAPCTBEHHOE JIEHEHUE

o [Ipu OeccHMNTOMHOM TeYeHHUM TUNEPTPOPUUECKON KapAMOMHUONATUU
BO3MOKHO Ha3zHaueHue [-aapeHoOiokatopoB (ot 40 mo 240 Mr/cyT mporpaHo-
jona, 100200 mr/cyT aTeHos0JIa UM METONPOJIoia) Uiu O0JIOKaTOPOB MEJICH-
HBIX KaJIBIIUEBBIX KaHAJOB (Bepanammiia B jo3e 120-360 Mr/cyT), XOTs TaHHBIH
BOIIPOC JI0 CUX TIOP OCTAETCS CIIOPHBIM.

o [Ipn ymepeHHO BbIpaKeHHBIX CHMITOMAX Ha3HA4alOT JMOO [-agpeHo-
6mokatopsl (mporipanosnion B 03¢ ot 40 1o 240 Mr/cyT, aT€HOJION WM METOMPOIION
B 03¢ 100-200 mr/cyT), 1160 610KaTOphl MEUIEHHBIX KAJIBIIMEBBIX KaHAIIOB (Bepa-
namu1 B fo3e 120-360 mr/cyt). Orn ymenbmator YCC 1 yUIMHSIOT TUACTONY,
YBEJIMYUBAIOT TACCUBHOE HATIOJIHEHUE JIEBOTO JKETYJI0UKA U YMEHBINAIOT JIABJICHUE
HanoHeHus. [TomoOHas Tepanus Takke MoKa3aHa NPy BOSHUKHOBEHUH (hUOPUILIS-
K npenacepauii. Kpome Toro, B CBSI3M € BBICOKMM Pa3BUTHsI TPOMOOIMOOIUH 1pu
GuOpHWILISAIIY TTpeIcepi OOIBHBIM CIIEAYET Ha3HAYaTh AHTUKOATYJISIHTHI.

o [Ipyn 3HAYMTENBHO BBIPAKEHHBIX CUMITOMAX THUMEPTPODGHUUECKON
KapJMOMHOIIaTUH, TIOMUMO [3-aipeHOOIOKATOPOB WUIIM BepanaMuia, Ha3HA4aroT
JTUYPETUKH (HalpuMep, TUAPOXIOPTHA3U B fo3e 25-30 mr/cyT).

o/Ipu obcmpyKmusHoU 2unepmpohpuueckol KapoOUuOMUOnamuu ciedyem
usbezamv NPUMEHEHUSl CePOUHBIX 2IUKO3UO08, HUMPAMO8, A0PEeHOMUMEMUKOB.

e [Ipu 00cTPpYKTHBHOI runepTpopuueckoil KApAMOMUONATHN HEOOXO-
MO TIPOBOAUTH MPOPUIAKTUKY MHDEKIIMOHHOTO dHIOKAPAUTA, TOCKOJIBKY Ha
nepeHel CTBOPKE MHUTPAJIBHOTO KJIallaHa MOTYT IMOSIBIATHCS BETeTalluu B pe-
3yJIbTaTe €€ MOCTOSHHOM TpaBMaTH3alIUU.

e OnepaTUBHOE JIEYEHUE MPOBOAST MPU OOCTPYKTUBHOU (hopMe TrunepTpo-
(budeckoil KapJMOMHUOTIATHHU C BHIPAKEHHBIMU CUMIITOMAMH U PEPPaKTEPHOCTHIO
K JIEKapCTBEHHOU Teparnuu. [Ipu 3ToM ocyllecTBisieTcs cenTalibHasi MUOTOMUST —
Muo3KkTOMUSA (omepanusi Moppoy). [Ipy HanmuuuyacThlX NapOKCU3MOB KEITY104-
KOBOMTaXWKapAUK NMPUOETaIOT K UMIUIAHTALUK KapauoBepTepa-aepudpuistopa.
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PECTPUKTUBHAS KAPANOMUOIIATHUA

PectpukTuBHAs KapAMOMHOIATUS — TEPBUYHOE WM BTOPUYHOE IMOPAKEHUE
cep/ua, XapaKTepu3yoleecs: HapyIEeHUEM AUACTOIMYECKON (DYHKIMHU JKEITy TOUKOB.

PecTpukTuBHas KapIMOMHUOIATHS XAPAKTEPU3YETCS MNPEUMYIIECTBEHHBIM
HapyLIEHUEM JTUACTOJIMYECKONW (DYHKIIMM M TOBBIIICHWEM JIaBJICHUS HAMOJHe-
HUS JKEIyJAOYKOB NPU HOPMAJIBHOW WM MAJIOU3MEHEHHOW COKPAaTUTEJIbHOM
(GYHKIIMM MUOKapJa U OTCYTCTBUHU €ro 3HAUMMOM runepTpoduu U JuiiaTaluu.
PecTpukTUBHOE MOpakeHUE MUOKap/a HaOIIoAaeTcs Mpu OOJBIION U HEOIHO-
POJIHOM rpyne 3a001eBaHUM, OTINYAIOIINUXCS 10 THOJIOTHH U TATOTEHE3Y.

XapaKkTepHO MOBBILEHUE )KECTKOCTU (WJIM CHUKEHHE MOAATIIMBOCTH) CTEHKU
KETyJJOYKOB, KOTOPOE MOXKET ObITh ciieAcTBHEM (uOpo3a 3HI0- MM MHOKapHa
pPa3IMIHON 3THOJOTHH (HIOMHOKAPIUATBHBIN (HUOPO3, CUCTEMHAs CKJIEPOJIEp-
MUs) 1 UHQUIBTPATUBHBIX 3a00JI€BaHUI (aMUIION03a, HACIEACTBEHHOTO I'eéMO-
Xpomaro3a, omyxosjei). OJHONW U3 pacnpOCTPAaHEHHBIX NPUYMH PECTPUKTHUBHOIO
NOPaKEHUSI MUOKap/ia BBICTYNAET TUIEPI03MHODUINS, BbI3bIBAIOLIAS MOBPEXKIC-
Hue cepana B 95% ciydaes. K so3uHopuiibHOMY TopakeHHIo cepAta OJIM30K SH-
JTOMHOKapAUAIbHBIN (GrUOpO3.

OCHOBHBIM MOMEHTOM B AaTOT€HE3€ PECTPUKTUBHON KapJAUOMHUONATUN CUH-
TalOT HapYLICHUE HANIOJHEHUS JIEBOTO JKEyJI0UKa M3-3a YTOJIIECHUS U YBEJIUYECH-
HOM PUTHIHOCTH 3HJOKap/ia U MUOKapja B pe3yJsibTare MHPUIbTPALMA aMUJIOU-
noM win (pubpo3a. Bo3HUKAIOT 3HAYUTENBHOE MOBBIIIEHUE TUACTOIMYECKOTO JaB-
JIEHHS B JIEBOM U IIPABOM JKEIyJOUYKaX U JeroyHas runeprensus. B nocnenyromem
pa3BUBAETCs JMACTOIMYECKAs CEpACYHas HEN0CTaTOYHOCThb. CHcTonnueckas
(YHKLMS JIEBOTO JKETYJ0UKa IIUTEIBHOE BpEMS HE yXyIIIaeTCsl.

Pa3BuTue cepaeuHON HEJOCTATOYHOCTH Y TAKUX OOJIBHBIX HE COITPOBOK/IA-
€TCsl YBEJIMYEHUEM 00BbEMA JIEBOTO JKEIIyJ0YKa — HA000POT, OH MOKET YMEHb-
muThes. CXOHbIE TEMOAMHAMUYECKUE U3MEHEHHSI HAOII0Ial0T MPU KOHCTPUK-
TUBHOM NEPUKAPAUTE.

KIIMHNYECKAA KAPTUHA U TUATHOCTHUKA

[Tono3peBaTh peCTPUKTUBHOE MOpPAXKEHHE MUOKap/aa HeoOX0uMoO y 00Jib-
HBIX C 3aCTOMHON CEPIEeYHON HEAOCTATOYHOCTHIO IIPU OTCYTCTBUM AWJIATALUU U
PE3KO BBIPAXKEHHBIX HapyIIEHUH COKPATUTENIbHON (DyHKLIMHU JIEBOTO JKEIyI0UKa
0 JIaHHBIM 3XOKapauorpapuu; Ipyu 3TOM pa3Mephbl JIEBOTO MPEACEPAUS U 4acTO
IIPaBOI0 JKEIyA0UYKa YBEIUYCHBI.

[Tpu pecTpuKTHBHON KapIMOMHONATHH OOJIbHbIE OOBIYHO >KAIYIOTCS Ha
OJIBIILIKY TP (PU3UYECKON Harpy3ke, 00K B cepAle npu GU3NIecKoil Harpyske,
nepudepudeckre OTeKd, 00JIM B MPaBOM MOApeOephe W YBEIHMUEHHUE >KMBOTA.
[Tpn ocMOTpE MOKHO BBISIBUTh HAOYXILHE IIEHHBIE BEHbI. XapaKTEPEH CUMIITOM
Kyccmayns — yBenuyenne HaOyxaHusi IIEWHBIX BeH Ha Baoxe. [lpu ayckynbra-
LMY MOKHO BBICIIYIIATh «PUTM TaJOIay», CUCTOJIMYECKUN IIyM HEJOCTaTOYHOCTH
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TPEXCTBOPYATOrO0 U MUTPAJIIBHOIO KJIanaHoB. 1Ipu jilerouHol runepreH3uu omnpee-
JISIFOT €€ XapaKTEpHbIE ayCKYyJIbTaTUBHbIE IPU3HAKU. B JIETKHUX MpU 3HAYUTEIBHOM
3aCTOE KPOBHU BBICIYIIMBAKOTCS XPUIIbL. XapaKTEPHbI YBEIUUECHUE TIEUECHU U ACIIUT.

[Ipu pectpuktuBHOi Kapauomuonatuu Ha DKI' MOXHO OOHapyXUThH MPH-
3HaKM OJIOKaJbl JIBOM HOXKKHM Imyuyka ['mca (peako — mpaBoii), CHUKCHHBIM
BOJTbTaX KoMmIuiekca QRS (6oree xapakTepeH A aMuiIon103a cepiia), Hecme-
nupuueckre usmenenus cermenta ST u 3y6ua T, paznuuHble apuTMHH, MPU-
3HAKHU MEPETPY3KHU JIEBOTO NIPEACEPANSL.

9XOKAPINOT'PA®UA

IIpy pecTpUKTUBHON KapAUOMMOIIATUH Pa3MeEPbI MOJIOCTEN CEpJILla HE U3Me-
HEHbI. B psiie ciaydaeB MOKHO BBIIBUTH YTOJIICHUE JHAOKApa. XapaKTepHBIM
MIPOSIBJICHUEM PECTPUKTUBHOM KApJIMOMHUONATUU CUUTAKOT HAPYLICHUS AUACTOJIU-
YecKOM (DYHKIMHU JIEBOTO KEITYJI0UKA: YKOPOUECHUE BPEMEHU H30BOJIOMUYECKOTO
pacciabrienus, Ipy JONTUIEPOBCKOM 3XoKapArOTpaprul YBEIMUCHHUE ITMKA PAHHETO
HAITOJIHEHUS, YMEHBIIICHUE MUKA MO3IHETO NPEICEPAHOTr0 HANIOJIHEHHUS KEITyA04-
KOB U YBEJIMYECHUE OTHOIICHUS! PAHHETO HAIOJHEHHUS K IMO3IHEMY.

JIEHEHUE

Jleyenue, Kak MpaBUIIO, CUMIITOMATUYECKOE U HAIIPABJIEHO HA YMEHBIIICHUE 3a-
CTOsI B OOJIBIIIOM U MaJIOM Kpyre KpOoBOOOpaIeH!sI, CHY)KEHHE KOHEYHOTO TMacTONU-
YECKOr'o JIaBJICHUsI B JIEBOM JKEITyJI0OUKE M YMEHBIIIEHHE pucka TpomOosmOomwid. [1o-
ITOMY TIPU PECTPUKTUBHON KapIMOMHOMATUH WCIONB3YIOT JUYPETUKH (TUAPOXIIOp-
THa3u B 103e 50 MIr/CyT), Ba3oIuIaTaTophl (HaIpuMep, M30COpOU TMHUTPAT U U30-
cop6un moHoHUTpar 20—60 MI/CyT), HETIPSIMbIE AaHTUKOAryJISIHTHL. [lMypeTuku u me-
pudepryeckie Ba30AMIATATOPbl B OOJNBIIHMX J103aX MOTYT YXYIIIUTh COCTOSIHHE
OOJIbHBIX, CHMKasl CEp/ICUHbIN BBIOPOC (M3-32 YMEHBILEHHUS [IPEAHATPY3KH) U IIPOBO-
Pyl apTepUaIbHYIO THIOTeH3MI0. CepieuHble TIMKO3UIbI OOBIYHO HE HA3HAYAIOT,
TaK KaK CUCTOJIMYEcKasi (PyHKIMS cepAlia coXxpaHeHa (MX MOXKHO MPUMEHSTh TOJIbKO
NP 3HAYUTEIILHOM HapyIIEHUW CUCTONHYECKON GyHKIuH). CreayeT MOMHUTS,
YTO MPU aMHUJIOW03€ y OOJIBHBIX MMEETCS TIOBBIINICHHAS YYBCTBUTEIBHOCTH K
CEpJICYHBIM TIMKO3UAAM B PE3yJIbTAaTe CBA3BIBAHUS JUTOKCUHA AMHUIIOUIOM.

[Ipn BTOpUYHON PECTPUKTUBHON KAPJUOMHOIATUU MPOBOJAT JICUEHHUE OC-
HOBHOT'O 3a0o0sieBaHus (HarpuMmep, B ocTpoit daze 6onesnu JIEpdaepa npume-
HSIIOT TTFOKOKOPTUKOUIBI, IUTOCTATUYECKUE CPEJICTBA).

[Ipu remoxpomaro3e MOryT ObITh d(PPEKTUBHBI MOBTOPHBIE KPOBOIYCKa-
HUS, TIPU KOTOPBIX BBIJICIICHUE U3 OpTaHn3Ma U30bITKA jKelie3a COMPOBOKIACTCS
€ro U3BJICUEHUEM U3 JICTIO B Pa3HBIX TKAHIX, B TOM YHCIIE U U3 CEp/Iia.

Xupypruueckoe jgedeHue npu GuOpOIIacTUIeCKOM dHAOKAPAUTE COCTOUT
B MCCEUCHHUH YTONIIEHHOTO YHA0KapAa U OCBOOOKICHUH CYyXOKUIbHBIX XOPA U
TKaHU KianaHoB. [Ipu Tsokenol HeZOCTAaTOYHOCTH MPEACEPIHO-KETYA0IKOBBIX
KJIaIIaHOB MPOU3BOJIAT UX MPOTE3UPOBAHHUE.
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JIEKIIUA 4
OCTPAA JIYYEBAS BOJIE3HD

Ocrtpas sy4eBasi 60JIe3Hb — ITO COCTOSIHUE, KOTOPOE BO3HUKAET IIPH O~
HOKPaTHOM, MOBTOPHOM WJIM JJIUTEIBHOM (Ha MPOTSIKEHUH HECKOJIBKUX YacoB
WIM JTHEN) OOJyYEHUU BCEro Tejla WIM €ro YacTh MPOHUKAIOIUMU U3JTy4YEeHHUSI-
MU (TamMMma-JIy4d, pEHTI€HOBCKUE Jy4Yd U HEUTPOHBI) B J103€ OOBIYHO IPEBHI-
maroteid 1 I'p. D10 3abosieBaHrEe XapaKTEpU3YeTCsl ONMpPEACICHHON MepuoIny-
HOCTbIO T€UEHHSI: (Pa30BOCTHIO U MOJIUCHHIPOMHOCTBIO KIMHUYECKUX MPOsBIIE-
HUHM, CpeIu KOTOpBIX BEIYyIIME — CHUHIPOMBI MOPAXKEHUS T'€MOIOAITHYECKOI
CUCTEMBI, JKETYIOYHO-KUILIEYHOTO TPAKTa U HEPBHOM CUCTEMBI.

B TunuuHbIX ciyyasx 3a0o0JieBaHMs, BBI3BAHHOTO OTHOCHUTEIHHO PaBHO-
MEpHBIM 00JIydeHrEeM, HaOI01aeTCs YEThIpe ePHOIa:

1) HayabHBINA WU TIEPUOJ] OOIIECH MEPBUYHON PEAKINN;

2) CKPBITBINA UK TIEPUO]] OTHOCUTEIHHOTO KIMHUYECKOTO OJIaromnonyyus;

3) nepuoj pasrapa;

4) nepuos; BOCCTaHOBJICHHUS.

BbIpa)keHHOCTh CUMIITOMOB 3a00JI€BaHKs B TOM WJIM HHOM IIEPUOJE U MPO-
JOJDKUTENBHOCTD OTAENIBHBIX NEPHOJOB ONMPEIEISIOTCA CTEINEHbIO TSKECTH JIy-
yeBol OoJie3Hu. PaznuuaroT JiyueByro 00Jie3Hb MEpBOM (JIerkas), BTopout (cpea-
HsIsl), TPETheH (TspKesast) U YeTBepTo (KpaifHel Tskesnas).

JlyueBast Oone3nb | crenenu paszBuBaercs npu oOiaydeHuu B aoze 100—
200 pan (1-2 I'p).

JlyueBas 60ne3ub I crenenu (cpeansisi) pazBuBaeTcs Mpu 00JyUYEHUU B J0-
3¢ 200400 panx (2—4 I'p).

JlyueBas Gose3np Il cremenu (Tspxenasi) pa3BUBaeTCs NMPU OOJYyYEHUU B
no3e ot 400 go 600 pan (4—6 I'p).

JlyueBast 6omne3np IV crenenu (kpaifHe TspKesasi) pa3BHBAETCS MPU OOIy-
yeHuH B J103¢€ cBbiiie 600 paxg (6 I'p).

[Tpu obmyuenun B no3e cBoie 1000 panx (10 I'p) BozHuKaroT Takue GpopMsl
ocTpoii yueBoil Oosie3nu, kak kuiieuHas (10-20 I'p), cocyaucTo-TokcemMuueckas
(20-80 I'p) u uepedpanbuas (cBoimie 80—-100 I'p), mporekaroniye B BUIE OCT-
peiiuieil iyueBoit 00se3HU.

B Teuenue octpoit 1yueBoi 00JI€3HU BBIIEISIOT Psijl XapaKTEPHBIX CHHAPOMOB:

I'emaTosiornyeckuii CHHAPOM

PannanmonHoe mopa)k€eHHe CONPOBOKAAETCS BO3HUKHOBEHHUEM XapaKTep-
HBIX U3MEHEHUI KOCTHOTO MO3Ta, CeJIe3eHKHU, JIUM(PaTUUYECKUX y3JI0B U COCTaBa
(bOpMEHHBIX 3JIeMEHTOB nepudeprudeckoit kpoBu. OHU pa3BUBAIOTCS HEMOCPE-
CTBEHHO IOCje OOJyuYeHHUs, 3aHMUMAIOT OCHOBHOE€ MECTO B Pa3BUTHUH KOCTHO-
Mo3roBoit popmer OJIb 1 onpenenstoT ee UCxo.
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Pemaromiee 3HaueHue B HapyLIEHMM KPOBETBOPEHHUS HMEET MOpa)KEHHE
CTBOJIOBBIX KJIETOK B OpraHax KpOBETBOPEHHMSI M LIUPKYJIUPYIOIMIUX B KpoBU. Tem
camMbIM HapyulaeTcs MPOIyKIUS KIETOK, Tu(depeHIUPYIOIUXCS aajee 1Mo po-
CTKaM KpoBeTBOpeHus. Panuanys nmoBpexaaeT He TOJIbKO IyJI CTBOJIOBBIX KJle-
TOK, HO M pa3MHOXkaromuecs, auddepeHupoBanHble KIETKH (MHEI00IacTHl,
IPOMHUEIIOIUTHI, MUEJIOUUTHI), a TAaKXKe€ IyJ CO3PEBAIOIIMX M 3pEJbIX KIETOK
(MeTaMUeIOUUThI, TATOYKOSIIEPHBIC U CETMEHTOSIEPHBIE HEUTPOQHIIBI).

I'emopparuyeckuii CHHAPOM

[ToBbiienHast kpoBotounBocTh pu OJIb umeer cnoxuelil rene3. OHa o0y-
CJIOBJICHA:

— W3MEHEHHEM COCTOSTHUS COCYIUCTON CTEHKU;

— HapyILEHUSIMU B CBEPTHIBAIOIIEH, (PMOPHITMHOTUYECKON 1 KHHUHOBOM CHCTEMAX;

— CHIDKEHHUEM Yucia TPOMOOLIUTOB.

['maBHass mpuuMHa — TPOMOOIIMTONECHUSI UM HW3MEHEHHE KaueCTBEHHBIX
CBOMCTB KPOBSIHBIX IUIACTUHOK.

Knunnyeckue nposiBieHrs: KPOBOTOUMBOCTH BO3HUKAIOT Ha 2—3 Hezele B Iie-
pHoA pa3rapa 3a00J€BaHuUs M COBIAJIAIOT C Pa3BUTHEM BBIPAKEHHOM TPOMOOIUTO-
nennu. Hanbosee xapakTepHble CUMITOMBI — KPOBOM3IHMAHUS, MaKpO- U MHKPO-
LUTYpUsi, KPOBaBasi pBOTA, MOHOC, KpOBOXapKaHbe. COXPaHSIIOTCS STH MPOSBICHUS
Ha IPOTSHKEHUH BCEro TIeproa riy6okoit (amke 30x10°/1) TpopMOOLHTONCHHH.

CuHapoM HHPEKIUOHHBIX 0CJI0KHEHU I

OOycoBieH pa3BUTHEM BTOPUYHOIO UMMYHO1e(hULIUTHOTO cocTosHus. Ha
3TOM (POHE PE3KO CHUXKAETCS YCTOMYMBOCTh K Pa3jIMYHbIM BUJAaM alui03a, ak-
TUBHpyeTcs ayrodiopa. Knunnyeckue nposiBieHus: HHPEKIMOHHBIX OCJIOKHEHUN
PETUCTPUPYIOTCST OOBIYHO C MOMEHTA Pa3BUTHSI TITyOOKOM JIGHKOIIEHUH CO CHHKE-
HueM yucia JerkouuToB 10 1000. K HUM OTHOCATCS: TMXOpaaKa, HEKPOTHYECKHUM
TOH3WJUIUT, CTOMATUT, TMHTUBHT, ITHEBMOHUS, TOKCUKO-CENTHYECKUN SHTEPOKO-
JWT, JTy4eBo# cercuc. MH(peKImoHnbie mporeccsl Ha (OHE OTCYTCTBUS TPaHyJIO-
LUTOB MPOTEKAIOT 0€3 TUIMUYHOTO HarHOEHWsI C OOLIMPHBIM HEKPO30M TKaHeil. C
HAyaj0M BOCCTAHOBJIEHUS TPaHyOJIOLMTOI033a OOBIYHO HACTYIAET IEPEJIOM B Te-
YeHUHM UH(PEKIIMOHHBIX MPOIIECCOB U OBICTPOE 0OPATHOE UX Pa3BUTHE.

I'acTporHTECTHHAJIBLHBIN CHHIAPOM

XKenmynouHo-KHIlIEUHBIE paccTpoiicTBa XapakTepHbl st Bcex dopm OJIb.
[To MexaHM3My WX pPa3BUTHS, BHIPAKCHHOCTH U BPEMECHH KIMHUYECKUX TPOSB-
JICHWI MO>KHO BBIJICIUTH 3 BHUJIa TACTPOMHTECTUHAIIBHOTO CHHJIPOMA:

— racTPOMHTECTUHAIILHBIN CUHAPOM KaK MPOSBICHUE IEPBUYHOMN pPEeaKIIuu
Ha 00JIyYeHUE;

— TaCTPOMHTECTUHAIBHBIMA CHUHJIPOM KaK MPOSBICHUE PAIUAIMOHHOTO Ta-
CTPOIHTEPHUTA,
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— FaCTPOUHTECTUHAIILHBIN CUHAPOM €€ MPOSIBICHUE TOKCUKO-CENTUYECKOTO U
FEMOPPAruYeCKOro raCTpOIHTEPOKOIIUTA.

['acTpOMHTECTUHAIIBHBIN CUHIPOM KAaK IIPOSIBIICHUME INEPBUYHOM pEaKIUU
Ha 00JIy4eHHE BO3HUKACT MPHU Pa3IpakKeHUH XEMOPEIENTUBHON TPUTTEPHOM 30-
HbI U PACIOJI0KEHHOTO PSIZIOM C HE PBOTHOIO LIEHTPA B PE3yJIbTaTe BO3JCUCT-
BUS 00Opa30BaBIIUXCS TP OOJIyYCHHHM TOKCHYECKHX BemecTB. PBoTa kak oc-
HOBHOW CHMIITOM, B JIAHHOM CJIy4ae, [0 BBIPAXXEHHOCTU U JJIUTEIIBHOCTH KOP-
peupyerT ¢ 10301 00ITyUeHuUs.

["acTpOUHTECTUHAIBHBIN CHHAPOM KakK MPOSIBICHHE PaAUallMOHHOTO TacT-
poaHTepuTa Habmogaerca npu kuiedHoir popme OJIB. On 00ycnoBieH auc-
TPOPUYECKUMHU U HEKPOTHUECKUMH MU3MEHEHUSIMH dMUTENUs Kuleunuka. [Ipo-
SIBJIIETCSI HEYKPOTUMOM PBOTOM, CIIM3UCTO-KPOBSIHBIMU IOHOCAMU, MTApAIUTHYE-
CKHUM pacCUIMPEHHUEM Key/IKa, TMHAMUYECKOU HEMPOXOAMMOCThIO KUILIEYHUKA.

["acTponMHTECTUHAIBHBIA CUHIPOM KaK MPOSIBICHUE TOKCUKO-CENTHYECKOTO
TaCTPOHTEPOKOJIUTA XAPAKTEPEH [JISl TSDKEIOW CTENEHU KOCTHO-MO3rOBOI
dbopmbr OJIb. OH Bo3HUKAET B Mepuoj pasrapa Ha (OHE arpaHyJIOIUTO3a, Cel-
cuca, KpOBOTOYMBOCTU. B ero pazBUTHUM HECOMHEHHA pOJib aKTUBU3AIUU U3MeE-
HEHHOU MUKPOQIIOPHI KUIIIEUHHKA.

ACTEHOTMNIOTUHAMUYCCKHI CHHAPOM

Ha pannux sranax passutus OJIb BaxXHOE€ MECTO 3aHMMAKOT CHUMIITOMBI
(YyHKUMOHAIBHBIX U OPraHUYECKUX HapyUIEHUI HEPBHOW M 3HJIOKPUHHOU CHC-
TeM. OHU onoCcpeAyrOT OOJNBIIMHCTBO MATOJIOTMYECKUX U3MEHEHUN rOMeocTasa
IIpU JACUCTBUM MOHM3UPYIOLIETO U3JIYy4YECHHUS. 3HAYEHUE ITUX HAPYLIEHUU OCO-
OCHHO BEJMKO IPU BO3JACHCTBUU OTHOCUTEIIBHO HEOOIBIIMX /103 OOJyYEHHS.
[Ipr 5TOM pa3BUBAIOTCS ACTEHUYECKUE COCTOSHUS, HAPYILUECHUS HEUPOBUCIIC-
PaJIbHOM PETYJISALIMU, BETE€TaTUBHBIE PACCTPOMCTBA.

OcTtpo Bo3HUKawIMe PpyHkimoHanbHbIe paccTporictBa [THC u aHmokpuHHON
CHCTEMbl — OCHOBHBIE MMaTOJOrH4Yeckue (haKTopbl Pa3BUTHUS MPOSBICHUN OOIIEH
NEPBUYHON peakinu Ha oOimydeHwne. K HUM OTHOCSATCS MPEXIE BCETO CHUHAPOM
JKeITyJOYHOU U kuieyHou aucnerncun, HI/I, kak nmposiBieHus HapyeHnii Henpo-
BHCLIEPAIBHOM peryisinuu. Kak mposiBiaeHHe OCTPBIX HEWPOIHIOKPUHHBIX pac-
CTPOMCTB CO CHIDKEHHUEM M MCTOLICHUEM KOMIIEHCATOPHBIX BO3MOYKHOCTEW HEPB-
HOW CHUCTEMBI CIIEYET pacCMaTpUBaTh U Pa3BUTHE NOCTPAAHALMOHHON aCTEHUN U
TUIMOAMHAMUY, HAa (OHE KOTOPHIX BO3HUKAIOT PA3HOOOPA3HBIE CHUMIITOMBI Hapy-
IICHUs] BEreTaTMBHON PEryJisiluu pa3HbIX OpPraHoB M CUCTEM (HEYCTOMYHMBOCTb
KO>KHOHM Ba30MOTOPHOM peakiuu, OpaauKkapans, TMIOTOHMS, TOTIIMBOCTb U JIp.).

B TecHOM CBSA3M C MOpaXEHUEM HEPBHOM CUCTEMBI HAXOIATCS DHIOKPHUH-
Hble paccTporcTBa. Oco00i YyBCTBUTEIBHOCThIO K MOHU3UPYIOIIEMY H3IIyde-
HUIO O0JiajlaeT runotajaMo-TunodusapHo-HaIOuYeyHUKOBas cuctema. Ee Ha-
pyiieHust (GyHKIIMOHAJIBLHOTO COCTOSIHUSI UMEIOT HETIOCPEJACTBEHHOE OTHOLICHUE
K Pa3BUTHIO TOCJE O0IyYeHHs] HEKOTOPBIX U3MEHEHUI B KPOBETBOPEHUH, 0OMe-
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He OEJIKOB M 3JEKTPOJIUTOB. B 4aCTHOCTH, BHICOKHE KOHIIGHTPAIIMH TIIFOKOKOP-
TUKOUJIOB, KaT€XOJAMUHOB B TKaHAX, CHUKECHHUE COMATOTPOMHOW aKTUBHOCTH
runodusa CrocoOCTBYIOT THOeH JTUMGPOUIHBIX KIETOK, YTHETCHUIO KICTOYHOM
nponudepauy U MUTPALUUA CTBOJIOBBIX KIIETOK.

CunapoM o011eii TokceMun

PaznuuaroT nepBMYHYIO M BTOPUYHYHK) TOKCEMHIO. K mepBUYHBIM paano-
TOKCHHAM OTHOCSITCS TPOMYKTHI MEPBUYHBIX PATHOXUMUUYCCKUX OMOXUMUYE-
CKUX M3MeHEeHMH. K BTOPUYHBIM TOKCHMHAM OTHOCSTCS METa0OJUTHI OEIKOBOIA
IpUPOAbl, OAKTEpUATIbHBIE 3HIOTOKCHHBI, BELIECTBA, MOSBISAIOIIMECS NpPU JHUC-
Tpo(pUUECKUX M3MEHEHMSIX Pa3IUYHbIX TKaHel. JlefcTBHE TOKCHMHOB Ha KJIETKHU
HENOCPEACTBEHHOE, a TAKKE Yepe3 HEPBHYIO U TYMOPaJIbHYIO CUCTEMbI. OHU - UC-
TOYHUK ayTOCEHCHOWJIM3ALMK OpraHu3Ma W HapylIeHUH HEWPOIHIOKPUHHOM pe-
TYJSIIAN Pa3MYHbIX QyHKIUI opranu3zma. CUHIPOM TOKCEMUH HaOIHOAaeTcsi BO
Bce nepuoabl OJIb, nposBiseTcst IMXopaakon, aguHaMuel, TOJIOBHOM 00Jbt0, 60-
JISIMU B MBIIIIAX U cycTaBax. B nepuoa pasrapa OJIb pa3Butue TOkCEMUU CBSA3aHO
C BO3HUKHOBEHUEM TOKCHKO-CEITHYECKOIO SHTEPOKOJIMTA, CETICHCA U IIPOIPECCH-
PYIOLIMX HapyIIEHUI BceX BUIOB oOMeHa BelecTB. J[oKka3aTeabCTBOM IMaTOreHe-
TUYECKOM 3HAYMMOCTH TOKCEMHUHU NPU PaJUALMOHHBIX MOPAXKEHUSX CIYKUT (-
(heKTMBHOCTH MPUMEHEHHS METOI0B JeTokcukanuu B Teparmu OJIb.

[Ipn paccMOTpEHMH HENOCPEICTBEHHO KIMHUYECKOM KAPTHHBI KOCTHO-
Mo3roBoit popmbel OJIb HeoOxoauMMO erie pa3 BCIOMHUTh, YTO OHA 3aBUCHUT OT
CTENEHU TSKECTH U MEePUOJa TeUEeHHUs (B COOTBETCTBUM C PACCMOTPEHHOU paHee
knaccupukanueit). Haubosee oTyeTinBOi nmepuoau3anmeil Te4eHUs Xapak-
Tepusyercss OJIb cpeaneii um Tsaxkesoi crenenu. [Ipu nydeBoii Gosie3Hu Jier-
KO CTETEeHHM, a TaKXKe IMPH KpalHe TsHKEJION CTENEeHH KOCTHO-MO3TOBOM (POPMBI
Jy4eBOM OOJIE3HU MEPUO/Ibl BEIPAKEHBI HEOCTATOYHO YETKO.

Ilepsbiii mepuoa OJIb, KOTOPBI pa3BUBAETCS B OTBET HA PAIUAIIMOHHOE
BO3JICHCTBUE, HA3bIBACTCA TMEPUOJOM O0Iel mepBuyHOM peakimu. Ero nambonee
XapaKTEPHBIMH TIPOSIBIICHUSIMH SIBIISTFOTCSI CUMITOMBI OCTPBIX (DYHKIIMOHAIBHBIX
pacctporictB [THC, xemy104HO-KUIIEYHOr0 TPaKTa, CEpJIEYHO-COCYAUCTON CUCTe-
MBI, JABIXaHUS U TEPMOPErySALUU. Bpems MOsBIEHUS OTIEJIbHBIX CHUMIITOMOB,
UX BBIPAXEHHOCTh, UIUTEIBHOCTh COXPAHEHMSI 3aBUCHUT OT CTEIICHU TSIKECTH
Jy4€BOT'0 NTOPAKECHUS.

Haunbonee xapakTepHO MOSBJICHUE TOIIHOTHI, PBOTHI M aguHamuu. OHa B
HauOOJbUIEH CTENEHU KOPPEIUPYIOT € 0301 00IyUYeHus.

[IponomxurensHOCTh nepBuuHOW peakuuu npu OJIb 1 cremenm no He-
ckonbkux yacos, ipu OJIb II crenenn no 1 cytok, npu OJIb III crenenu no 2 cy-
Tok, ipu OJIb IV crenenu Tsbkectu 6onee 2—3 CyTOK.

B Teuenne 3—4 CyTOK NpOSIBICHUS MEPHOJA NEPBUYHON PEAKIUH YMEHb-
HIAOTCA W MCUYE3al0T, U HacTynaer cienyromui nepuoa OJIb — mepuoa oTHOCH-
TEeJIbHOT0 KJIMHUYECKOro 0J1aronojay4usi Wi CKpPbIThIA nepuoa. OH MOXKET OT-
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CYTCTBOBATh MPU KpailHE TsSxeNbIX (hopMmMax MOpPaKeHHs, T. K. HA CUMITOMBI
NEPBUYHON pEaklUMM HACIAWBaIOTCSl CUMITOMBI pasrapa Oone3Hu. B ckpbiTom
nepuojJe, HECMOTPSL Ha YJIy4dllIEHUE CaMOYyBCTBHs OOJBbHBIX, MPU CIELHATb-
HOM OOCJIEIOBaHUU BBISABISAIOTCS MPU3HAKU IMPOTPECCUPYIOIIUX HapyLICHH
(GYHKIIMOHAIBHOTO COCTOSIHUS pA/la BaKHEHIINX (DU3UOIOTUYECKUX CHUCTEM H,
B IIEPBYIO OYe€pelb, CHCTEMBI KPOBH, HEPBHOU M HAOKPUHHOM CUCTEM, a TaK-
e 0OMEeHa BEIECTB.

JnurenbHOCTh CKpbITOro nepuoaa pasnuyna: 10 30 cyrok npu OJIb I cre-
neny, 15-25 cyrok npu OJIb II crenenn, no 8—17 cyrok npu OJIb III crenenn,
OoTCyTCTBYET uiu MeHee 6 cyrok — tipu OJIb IV crenenn TsxecT.

Ilepuon pasrapa. KnuHnueckass kapTUHa 3TOrO NEPUOJA B OCHOBHOM $IB-
JISIETCS CIEICTBUEM JICTIPECCUU KOCTHOMO3IOBOTO KpoBooOpaieHus. [lanuuro-
IIEHUSI UMEET CBOMM CJEACTBUEM PE3KOE CHHKEHHUE UMMYHOPEAKTHBHBIX 3a-
LIUTHBIX CUJI OpraHu3ma. BciencTBue 3TOro pa3BHUBarOTCS BCE OCHOBHBIE pac-
CMOTPEHHBIE paHEe CUHPOMBI U, IPEK/IE BCETr0, MHPEKIMOHHBIX OCI0KHEHUH.
Haubonee xapakTepHbl — HEKPOTHYECKHE AHTMHBI, CTOMATUThI, ITHEBMOHUH,
arpaHyJIOUUMTAapHbIE SHTEPOKOJIUTHI. B TSDKENbIX cilydasX pa3BUBaeTCAd pe3u-
CTEHTHOCTb COCYJMCTON CTEHKH, HAPYIIEHUS] CUCTEMbI KOATyJISILIMU BEAYT K Ha-
PYLIEHUIO T€MOCTa3a U Pa3sBUTHIO INE€MOPpPArnyeckoro cuHapoma. Kposorouu-
BOCTh OOHApPYXUBAETCS PAHbBILE BCEIO HA CIU3ZHUCTHIX MOJIOCTH PTa, KOKHU Maxo-
BbIX 00JacTeil, YaCcTO MPUCOEIUHSIOTCS HOCOBBIE M KHILIEYHbIE KPOBOTEUEHHS,
KPOBOW3JIMSHUA B CETUYATKY TJIa3, FEMaTypHs.

VY OO0JIbHBIX HapyIIAETCs COH, MOSBIISIETCS pe3Kasi ClaboCThb, aluHAMUS, TOJIOB-
HbIEe 00JIM, TOJIOBOKpYKEHHE, acTeHn3auus. [Ipu HeBposoruyeckoM o0CeI0BaHuI
BBISIBJISIFOTCS. CUMITTOMBI Pa3/Ipa)KeHUsI MO3TOBBIX 000JI0UEK, aHM30pe(IIeKCHs.

Ha DOKI' peructpupyroTcsi Npu3Haku yXyIIeHUS (YHKIIMOHAIBHOTO CO-
CTOSIHUSI MUOKap/a.

O6miee coneprkanne 0eika B CBIBOPOTKE KPOBU YMEHBIIIEHO 3a CUET allb-
OYMHUHOB.

[Tpu GakTepHONIOrMUECKOM HCCIEA0BAHNUN BBISIBISIOTCS MPU3HAKU aKTHUBA-
1y H(pekuuu. 13 KpoBH U KOCTHOT'O MO3r'a BHICEBAETCS Yallle BCEr0 KUIIEUHAs
Najg04yKa, CTA(hUIOKOKK U CTPENTOKOKK.

Ilepuox BoccraHoBJIeHMs. HaunHaeTcs ¢ NMpU3HAKOB O0KUBJICHUS KpOBe-
TBOpeHus. B nepudepuueckoit KpoBu 00HAPYKUBAIOTCA €IMHUYHbBIE MUET00a-
CThI, MIPOMMEJIOUUTHI, MUEJIOLUThI, PETUKYJIOLUUTHI, B JAaJIbHEWIIEM OBICTPO (B
TE€YEHUE HECKOJIbKMX JIHEW) HapacTaeT Yucio JEHKOUUTOB. B KOCTHOM Mo3re
KapTuHa OypHOH pereHepanuu ¢ OOJBIIMM YHUCIOM MHUTO30B, MPOTrPECCHUPYIO-
UM YBEJIMYEHUEM OOIIEro Yucia MUETOKapAUTOB.

OIHOBPEMEHHO C HAa4aJOM BOCCTAaHOBJIEHUS KPOBETBOPEHHUS IMPOHMCXOIUT
KPUTHUYECKOE MaJeHUE TeMIepaTyphbl Tela, yiIydylleHHue OOIIero caMouyBCTBHS,
MCUYE3HOBEHUE IPU3HAKOB KPOBOTOUMBOCTH. Y OOJBHBIX BOCCTAHABIMBACTCS
JIBUraTelIbHAsI aKTUBHOCTD U AIIETHT.
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JIEYUEHUE OCTPOM JIVUEBOM BOJIE3HU.
COBPEMEHHBIE I[TPUHIUIIBI TEPAITNN

OcHo8y KOMNIIEKCHOU mepanuy cocmasisem:

— paHHEe JIEYEHUE C LENbI0 YMEHBIIEHUS TAKECTU KIMHUYECKUX MPOSB-
JICHUU U NPEIyNPEKACHUSA OCIOKHEHUM;

— rocCnuTaIn3aluus NOpaXKeHHbIX U 00eCeueHe TMIMEHUYECKUX YCIOBUI
UX COJEp>KaHMsI, HANPABICHHBIX HAa MPEIyNpeKICHUE BTOPUYHBIX HMHQEKIIU,
0COOEHHO B MEPUOJ] Pa3BUTHUS arpaHyJIOLUTO3a;

— MpOBEACHUE MEIUKAMEHTO3HOM Tepaluuy, HalpaBJIeHHON Ha Mpeaynpe-
KJICHUE U CMSTYEHUE IeMaTOJIOTMYECKUX HapyIIEHUH, NH(EKIIMOHHBIX OCIIOXK-
HEHU, KPOBOTOYMBOCTH, OOMEHHBIX U TPO(YUUECKUX PACCTPOUCTB;

— OpraHM3auys palMOHAIBHOIO TUTAHUS.

Ocnoenvie Hanpasnenus 6 aeuenuu OJIB 6 ouanazone 003 obyuenus 1-0 I'p
credyrouue:

— KYIIMPOBaHUE NEPBUYHON peakuy Ha 00TydeHue;

— mpoUIaKTHKA U JICUEHUE OCIOXHEHHM, BBI3BAHHBIX OCTPOM JTydeBOM
JENpeCCUel KPOBETBOPEHHUS, TOPAKEHUSIMHU OPIaHOB IMHILEBAPEHNUS;

— YMEHBILIEHHE U KOMIEHCAUUsl BBIPAXKEHHOCTH MHTOKCHKALMU, T€MOJIU-
HAMUYECKUX U BOJHO-JIEKTPOIUTHBIX HAPYLICHUI;

— npujaiue (pU3NONIOrHYecKO HApaBICHHOCTH IMpolleccaM pernapaluu,
yIIy4IIEHUS 1€ATEIbHOCTH CUCTEM PETYJIALNU U MPUCITIOCOOICHUSI.

OcHosHble HanpasieHus 8 KyNUpoSaHuu NepeudHoOU peakyuu.:

— HOpMalM3alus JesTEIbHOCTH LIEHTPAIbHOW HEPBHOM CUCTEMBI;

— YMEHBIIEHUE U IPEKPAILCHUE TUCIIENTHYECKUX PACCTPOMCTB;

— nojjepxkaHue QyHKIHUHU CEpIAECYHO-COCYIUCTON CUCTEMBI;

— KOPPEKLHMs HapyLIEHU BOJHO-3JIEKTPOJIIMTHOTO COCTOSIHUS U O0opb0a C
TOKCEMUEHN.

Jnst npomIakTUKY M KynUpoBaHKs pBOTHI Ha3Havaetrcst srarepasuH (0,006 1)
WIM AUTMETKapO (auMernpaMu] + cuAHOKapO) MOBTOPHO. MOKHO MPUMEHSTH
aumetpamug 0,02 T oTaensHO.

B npyrue nepuonsl OJIb neuebHyr0 TaKTUKY ONpPENEIsieT TSKECTh IENPECCUI
KOCTHOMO3TOBOT'O KPOBETBOpPEHUS. TpOoMOOLIMTONEHHS, JIEMKONIEHHUs], arpaHyJIoLu-
TO3 U CHIDKEHHE UMMYHHUTETa OOYCIIOBJIMBAIOT PAa3BUTHE T'€MOPPArnyecKOro CHH-
JpOMa 1 aHEMUHM, & TAKKE MHPEKIIMOHHBIX OCIIOKHEHHUM, COMTPOBOMKAAIOLIMXCS T10-
[aJaHUEM B KPOBb TOKCHUYECKUX IPOJYKTOB U MUKPOOOB. ITH OCOOEHHOCTH IPOSIB-
JIEHUsI OCTPOM JTyueBOM OO0JIE3HH, a TAKIKE NHTOKCHUKALMSL, 00YCIIOBJIEHHAsl HAKOILIe-
HHEM B KPOBU IEPEKHUCEH, aHOMAIBbHBIX MENTUI0B HEMOCPEICTBEHHO IOCie 00ITy-
YeHUs], IPEJONPENIEIISIOT COAEepPKaHue TPaHC(PY3NOHHO-UH(PY3UOHHOM TepaIuH.

JU1st KynupoBaHUsl FEMOPPAarn4ecKoro CHHApOMa M0Ka3aHO BBEJIEHHUE KOM-
IUIEKCA CPEJACTB C yUETOM MEXaHM3Ma HAPYLIEHUsS TeMOocTas3a, B TOM YHCIIe: TUC-
TOCOBMECTHMOTO TPOMOOLUTHOro KoHIeHTpara (2,5-4,5x10°/1 kierok) omgHo-
MMEHHOW I'PYIIOBOW M PE3yCHOM NMPHUHAMICKHOCTH 2—4 pa3a B HEAENIO, CBEXKeE-
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3aMOpOKEHHOW WM aHTureMopmisHOM Twiazmbl (0,25 11 yepe3 JeHb, SICUIIOH-
aMUHOKAIIPOHOBOM KUCIIOTHI 3—5 T, 4-5 pa3 B cyTkH, Tpacuiiona (300-500 Teic. en).

JU1 NOBBIIIEHUST IMMYHHUTETA OKA3aHbl IOBTOPHBIE BBEJIEHUS] HMMYHOIJIO-
OyJIMHOB HAIIPaBJICHHOTO AECUCTBUS (aHTUCTApUIOKOKKOBOTO, AHTHKOIM U JIp.)
WJIM COOTBETCTBYIOILEH HIMMYHHOU I1a3Mbl. [Ipu BbIpakeHHOM JIeHKO (HEHUTPO)-
nernn (0,5x10°/1) 1 HanHIuN HHOEKIMOHHBIX OCIOKHEHHH C CeITHUCCKIM Te-
YEHHEM 1€JIECO00Pa3HO UCIOJIb30BATh MOBTOPHBIE TPAHCHY3UH JIEUKOIUTHOTO
KoHIeHTpara (1o 20x10°/1 kerox), coBMecTiMOro 1o cucremam ABO, pesyc, a
TaK)KE€ B PEaKIMU JICHKOATTIIOTUHALMN WIH MO JTUM(OIMTOTOKCHIECKOMY TeC-
Ty, @ IP¥ MHOTOKPATHBIX TpaHCPy3usx, KpoMe Toro, mo anturenam HLA.

[Ipu pa3zBuTHM aHEMUU MOKa3aHbl MOBTOpHbIE TpaHchy3uu (1-3 pasza B He-
JIEJI0) SPUTPOLUTHOTO KOHIIEHTPATA, SPUTPOLUTAPHON Macchl (B3BECH) UIIU OT-
MBITBIX 3PUTPOLIUTOB.

C uenplo JE3WHTOKCHKAIUMU MPUMEHSIOT MOBTOPHbIE MH(DY3UH TremMoje3a
(mo 0,2-0,4 11 yepe3 JeHb).

JleyeHne KMIEYHOTO CUHIPOMA MPOBOJAUTCS MO TEM K€ MPUHLHUIAM, YTO U
o0e3BokuBaHus. [Ipyu pa3BUTUM SHTEPONMATHUM TPOBOJUTCS JIEKOHTAMHUHAIIMS
KUIIIEYHUKA C HWCIIOJIb30BaHWEM HeaOCOpOMpYyeMbIX aHTHOMOTHUKOB (Te€HTaMU-
[IUH, TUTHKOMUIIMH) B COUYETaHUH C OMCENTOJIOM U METPOHUIA30JI0M.
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JIEKIIAS 5
MOJATPA. OCTEOAPTPO3

IMonarpa — xpoHuyeckoe 3a0o0JieBaHHWE, BO3HUKAIOIIEE BCIICJICTBHE Ha-
pYIIEHUS IMyPUHOBOTO OOMEHA, XapaKTEpHU3YIOIIeecs MOBBIIMICHHBIM COACpIKa-
HUEM B KPOBU MOYEBOW KHCIIOTHI U OTJIOKCHHEM B TKaHAX €€ KPUCTAIIOB, UTO
KIIMHAYECKU TIPOSIBIISIETCSI 00pa3oBaHUEM TO(YCOB, pEIIUIUBUPYIOITUM OCTPBIM
apTPUTOM M IMOPAKCHUEM BHYTPEHHUX OPTaHOB.

HcrounnkoM 00pa3oBaHUs MOYCBOW KHUCIOTHI B OpTraHU3ME SIBJISIOTCS ITY-
PUHOBBIC OCHOBAHMSI, KOTOPBIC TIOCTYIAIOT C MHUIIEH, a TAKKe 00pa3yIoTcs B Op-
raHu3Me B mpoiecce oOMeHa HyKiaeoTu10B. CHHTE3 MypUHOB HAYMHAETCS C TO-
r0o, 4TO U3 MOJIEKYJbl pochopudozmnnupodocdara u riIyTaMUuHa MO BIUSHUEM
amuHoTpaHc(depassl obpazyercs pochopudosmnamun. M3 storo coenuHeHus
oOpasyeTcsi IepBbIid MyPUHOBBIA HYKJIEH]I — MHO3WHOBASI KUCJIOTA, 3HAYUTEIb-
Hasi 4acTh KOTOPOHM MpeBpallaeTcsi B MypPUHOBBIE HYKICOTHIbl HYKJICHUHOBBIX
KHUCIIOT — aJICHWIOBYIO M TYaHUJIOBYIO KHCIIOTBI, KOTOPBIE UIYT Ha TIOCTPOCHHE
HYKJIEMHOBBIX KUCIOT. OTHAKO YacTh aJ€HUJIOBOM U T'yaHWJIOBOW KHCJIOT METa-
OoM3upyeTcsi, MPEBPAIIasACh B MPOCThIC MyPUHBI: TyaHWH, KCAHTUH U JPYTHE,
KOTOpBIE IO/ BIUSHUEM (EepMEHTa KCAHTHHOKCHIa3bl MPEBPAIAIOTCS B MOYe-
BYIO KHUCJIOTY, OOJbIIas ke ux yacth npu yyactuu ['T'OT BHOBB oOpa3yer rya-
HUJIOBYIO KHCJIOTy. TakuMm 00pa3oM, HEMOCPEICTBEHHBIMU IPEAIIESCTBCHHUKA-
MU MOYEBOW KHCJIOTHI SIBIISIFOTCS TyPUHBI — T'YaHWH U KCAHTHH.

MeTa601u3M MOYeBOH KHCJIO0THI B opranusme: dochoprbdo3mnamMua —
HNHo3uHoBas kucnota — ['yanunoBas kucinora — ['unokcantun, Kcantun, I'ya-
HuH, ®ochopudosunnupodochar — MoueBas kuciaora (pUCyHOK 1).

c
H::fg T ITypHHoBLIe HyKTEOTH B HyxNeHHOEBIE KHCIOTEL
=P OpTaHHFMA - OpTaHH3IMA
Mypmnsx ‘
womare
TP 0y KTOE

Movegasn
KHCII0 T2

r
o ———— | HIEP YP HEOS ¥YP HSL |

OTnoFEHHe KPHCTALIOE
MOueEsH KHCI0 THL B
KaHANEUAX T0YEK
NP HEO AT K PasEHTHE
0 JATP HYeCKoit
Hedyp ONATHH

OTmosEeHHe
Kp HCTAILIOB MOMeBo i
KHCJI0 THL B CYCTABaX,
PATBHTHE
0 JR TP HYECKOT0
AP TPHTA, TO YO B

Pucynok 1 — MeTa00,113M MO4Y€BOM KHUCJI0THI B OPraHusMe

55



B mazme kpoBH MoueBas KMCIOTa HaXOJUTCS B BUIE CBOOOJHOIO ypara
HaTpusi. HopManbHOE coiepaHue ypara HaTpHsi B CHIBOPOTKE, ONPEAEISIEMOro C
MIOMOIIIBIO KAJIOPUMETPHUIECKOro MeToAa cocramisger misl myxanH 0,30 MMob/,
tst sxkeHiH 0,24 MMonbe/l. BepxHsis rpanuiia HOpMbl Uit My»KauH 0,42 MMOJIB/JI,
st xeHimH 0,36 MMOJIB/JI.

ITaTorenes mogarpsni:

v’ VBenu4yeHHe CHHTE3a MOYEBOU KUCIOTHI B KPOBH.

v’ CHIKEHHE COJIEpKaHMs B IJIa3Me YPATCBA3BIBAIOIIETO OeJIKa.

v’ 3aMeUIEeHHOE BHIBEICHHE C MOYOM.

[lepBruHas runepypuKeMusi — 3TO KOHCTUTYLIMOHAJIbHBIA AUCITYPUHU3M,
T. €. CEMEHHO-TeHEeTUYECKasi aHOMaJIUsl ITypUHOBOTO OOMEHa, JIeTepMEHUPOBAH-
Has HECKOJIbKUMU Te€HaMHU.

IpuunHbL:

1) yBenuueHue CUHTE3a SHJIOTEHHBIX MyPUHOB, TaK Ha3bIBa€MbId MeTa0o-
JIMYECKUW THI TUIIEPYPUKEMUH, XAPAKTEPUIYIOIIUICS BBICOKOW YPUKO3YpUEN U
HOPMAaJIbHBIM KJIMPEHCOM MOYEBOW KUCIIOTHI;

2) HapylI€HUE BBIBEJCHHS MOYEBON KHUCIOTHI MOYKAMU (MOYEUYHBIA THI
TUIEPYPUKEMUN ), 00YCIOBIEHHBIN HU3KUM KJIMPEHCOM MOYEBOU KUCIOTHI;

3) coderanne 00ewX MPUYHMH (CMEMIAHHBIN THI TMEPBUYHON THIIEPYpPHUKE-
MUHU, TPOSIBICHUEM KOTOPOIO SBJISIETCS HOpPMalbHas WM MOHUYKEHHAs ypaTy-
pus PU HOPMAJILHOM KJIMPEHCE MOYEBOM KUCIIOTHI).

Dakmopwl pucka zunepypukemuu: mepeeaHue, HEYMEPEHHOE YIOTpeO-
JIEHUE AQJIKOTOJISl, TUIIEPTEH3Us, THUIEPTPUINIMIEPUAEMUS, CTPECCOBBIE CUTya-
WU, JeTUApaTaIusl.

JH3uM-Ie(eKThI NP mojaare:

1. IloBbIIeHrEe aKTUBHOCTH (ochopudozunnupodocdar — cUHTETA3HI.

2. Yactrunslii geduiut runokcanTuHryaHuHdochoprdo3mn — tpanchepasbl.

Iy Mo4eBOii KHCJIOTHI B OpraHu3Me:

e Myxunnbl — 866—1659 mr.

e Keumuurl — 541-636 mr.

da3bl NaToreHesa:

1. l'unepyprikeMusi 1 HAKOILUIEHHE YPATOB B TKAHSX.

2. OTJIO)KEHHE YPAaTOB B TKAHSX.

3. OcTpoe nogarpu4eckoe BOCIaJICHUE.

IIpyu¥HBI BTOPMYHBIX HAPYLIIEHHH MYPHUHOBOI0 O0OMeHa:

e [Tuma ¢ BEICOKMM COJIEp’KaHUEM ITyPHUHOB.

® AJIKOTOJIb.

e HIIBC, nuypeTuku, HIMTOCTATUKH, CATUITUIATHI, HUKOTHHOBAs KUCIIOTA.

e XIIH.

e ['oJi01aHHKE.

e Metabonrueckuii KeToauma03.

¢ 3a00JIeBaHMS C MOBBIIIICHHBIM PACIIAJIOM KJIETOK.

e CBuHeELl.
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Kannnyeckue nmposiBjaieHus MOAarpbl:

e OCTpBIN NOarpUYECKUM apTPUT.

e [lonarpuueckas Hedponatus.

e Todychl.

[TepBBIM KIIMHUYECKUM IPOSBIECHUEM MOJArPHI ABISAETCS IPUCTYI OCTPOrO
apTpUTa, Pa3BUBAIOILEIOCs BHE3AMHO, KaK Obl Cpe TIOJIHOTO 310POBbsI, XOT 3a
1-2 nHA MOTYyT HaOJIIOJAThCS MPOAPOMANIbHBIE SIBJICHUS: 00LIee HETOMOraHue,
HEPBO3HOCTh, IUCIICIICHS, TUXOpaJiKa, 0ECCOHHUIIA, 03HOO.

@akTOpbI, MPOBOLUPYIOIIUE OCTPHIA MPUCTYN NOAATPHI: NEPEETAHUE, OCO-
O€HHO ynoTpeOsieHre MUK, 00TaTON IMypHUHAMH, 3JI0YIOTPEOICHUE ATKOTOJIEM,
TpaBMBbl U MUKPOTpaBMBI, (pu3ndeckas meperpyska, HHGEKInu, U3MEHEHUE T0-
roJipl, IpueM AuypeTukoB. KimHHuYecKass KapTHHa OCTPOro IOJAarpu4ecKoro
IPUCTYIa COCTOUT BO BHE3AITHOM MOSIBJIEHUU (0OBIYHO HOYBIO) pe3daiiux 0o-
Jiel, Jaie Bcero B 1 mitocHe(anaHroBoOM CyCcTaBe, ¢ €ro IPUIyXJIOCThIO, SIPKOil
TUIEpPEMHUEN KOXKU M MOCHEAYIOMIMM IIETyIIeHueM. JTU SIBJIEHUSI ObICTPO Ha-
pacTaroT, J0CTUras MakCMMyMa 3a HECKOJIBbKO YaCcOB U COINPOBOXKJIAIOTCS JIUXO-
paakoi, o3HOOOM, JselkouuTo3oM, ysenndeHuem COD. MyuurenbHsle Oonu,
YCUJIMBAIOILIMECS J1aK€ NPU CONPUKOCHOBEHHM OOJIBHOTO CyCTaBa C OJESIIOM,
00yCI1aBIMBAOT MOJIHYIO HEMOABWXHOCTh 00JIbHON KOoHeuHocTH. Yepes 5—6 nueit
NPU3HAKYA BOCHAJIEHUSI IOCTENEHHO CTUXAIOT U B T€UEHUE nocienyommx 5—10 qaei
y OOJBIIMHCTBA OOJIBHBIX MOJHOCTHIO HCUE3AIOT.

ATUnu4yHbie GOPMbI NOAATPUUYECKOT0 APTPUTA:

e Pesmarounonono6Has.

e [IceBnodnermano3Hasl.

e []o TUIy peBMaTu4eCcKoro.

e [Tomocrpas.

e AcTeHn4ecKasl.

e [IlepunapTpurnyeckas.

BropsiM XapakTepHbIM MPOSBICHUEM TOJArphl SBISIETCS OTIOKEHUE ypaTOB
107, KOJKeM ¢ 00pa30BaHUEM IUIOTHBIX, JOBOJBHO YETKO OTIPAHUYEHHBIX U BO3BBI-
MIAIOMIMXCS HaJ MOBEPXHOCThIO KOXKU MOAArpUYECKUX Y3J0B Wi TodycoB. OHu
Pa3BHBAIOTCS B CPEIHEM 3a 6 JIET TIOCIIE MEPBOTro NpHUcTymna. PazMepbl pa3imuHbie —
0T OyJIaBOYHOW TOJIOBKH JI0 HEOONBIIOrO A0J0Ka. OHU JOKAIM3YIOTCA Ha YIIHBIX
paKoBMHAX, B O0JIACTH CYCTaBOB, Yallle BCEro JIOKTEBBIX, KOJEHHBIX, HA CTOMAX,
KUCTSIX, B 00JIACTU MATOYHOTO CYXOXKUJIUSL, CYXOXKWINM Thula KUCTH. [Ipu moBepx-
HOCTHBIX OTJIOKEHHUSIX YpaTOB CKBO3b MOKPBIBAIOILILYIO MX KOXY IPOCBEYMBAET CO-
nep>kanue TodycoB Oenoro ngera. [Ipu uzbsi3BieHnn Todyca 00pa3yroTcsi CBULIH.

IHonarpuyeckas HepponarTus:

e Mouekuciblil HepoauTuas.

e XpOHUYECKUN ypaTHBIN TyOYyTOUHTEPCTULMATBHBIN HEPPUT.

e Mouekucinas 0J10Kajja KaHaJIbLIEB [TOYEK.

o IMMyHHBII TIIOMEpyIOHEDPUT.
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JlabopaTopHble JaHHBIE NPU MoJarpe:

e OAK — B0 Bpems mpucTyrna HEHTPO(DUIbHBIN JEHKOIMTO3 CO CABUTOM
BJIeBO, noBkilieHHue COD.

e bAK — mnoBbllIeHHEe coaepkaHusi CEpOMYKOU/IbI, FaNTIo0MHa, CHaIOBBIX
KHCIIOT, alb(da 2 1 raMMa-rio0yJIMHOB, MOYEBOM KUCIIOTHI.

e CHHOBHAIbHAA KUIKOCTh — I[BET MPO3PAUHbIA, BA3KOCTh HE M3MEHEHA
WM CHIDKeHa, yeiikomutsl 1-15x10°/1m, rpaHynonutoB 25-75%, KpUCTaIbl
yparta HaTpusl.

JI71st BBISICHEHUS] TUIIEPYPUKEMUHN ONPEIEISIOT COACPHKAHUE MOUYEBOU KH-
CIIOTHl B CYTOYHOM MOY€ MOCJIE HEAEIbHOro MpeObIBaHUS OOJBHOIO Ha JHUETE C
HU3KUM cojiep>kaHueM mypuHoB. Ecnu 3a 24 yaca Bwigensiercst 6onee 3,6 MMOJIb/J
MOYEBOM KHUCIIOTBI, THUIEPYpPUKEMUsI OOYCIIOBJIEHA MOBBIIIEHHBIM O00pa30BaHUEM
IYpPUHOB; €Cci MeHee 1,8 MMOJIb/1T — HEAOCTaTOYHBIM BBIAEJICHUEM YPATOB IOY-
kamu. Ecin 1,8-3,6 MMoutb/J1, TUTiepypukeMust 00ycIIoB/IeHa 00eUMH MEXaHU3MaMH.

Penrtrenorpagus cycraBos:

o «llITamnoBaHHbIe» AEPEKTHI B dNUPU3AX.

e CHMIITOM B3IyTHsI KOCTHOTO Kpasi.

e [lonHoe pa3pyieHue 3nuQpu3oB.

PeHTreHosornueckue cTajiui XpOHUYECKOTO MOAArpUYECKOro apTpuTa:

1 — xpynHbIe KUCTHI (TO(YChI) B CYOXOHIpaIbHON KOCTH M B 0oJiee Iily-
OOKHX CJIOSIX, MHOT/IA YIUIOTHEHUE MSTKUX TKaHEH;

2 — KpymHbBIE KHCTHI BOJM3M CyCcTaBa M MEJIKHE IPO3UH Ha CYCTaBHBIX I1O-
BEPXHOCTSAX; TOCTOSHHOE YIIOTHEHHE OKOJOCYCTAaBHBIX MSATKHX TKaHEH, WHO-
r/1a ¢ KATbIIu(PpUKATaMU,

3 — OombIMe 3po3uK HE MEHee YeM Ha 1/3 CycTaBHOM MOBEPXHOCTH;, OCTEO-
m3 Snudu3a, 3HAYUTENBHOE YIUIOTHEHHE MSTKUX TKAHEW C OTJI0KEHUEM U3BECTH.

Juaznocmuueckue Kpumepuu AmepuKancKoili peemamonoZudeckou ac-
coyuayuu:

1) 6oee oaHOM aTaku OCTPOro apTPUTA;

2) BoCIaJeHUE CycTaBa JIOCTUTAeT MaKCuMyMa B 1-if ieHb OOJIe3HH;

3) MOHOAPTUKYJISIPHBII XapakTep apTpuUTa;

4) noxkpacHeHue KOXU HaJ CyCTaBOM BO BpEMS aTaKH;

5) nmpunyxanue u 60Jib B 1 mitocHedalaHrOBOM CyCTaBe;

6) oqHOCTOpPOHHEE MopaxeHue | IUICcHe(aTaHroBoro cycraBa; OQHOCTO-
POHHEE MOPaXEHUE CYCTaBOB CTOIIBI;

7) momo3penue Ha TOQYChI;

8) runepypuxKemus;

9) acuMMeTpuYHbIE U3MEHEHUS CYCTABOB Ha PEHTI€HOTPaMMe;

10) cyOkopTHKaIbHbIE KUCThI 0€3 3pO3Uil HA PEHTTEHOTPaMME;

11) orcyrcTBUE (hI0OPBI IPH TOCEBE CUHOBUAIIBHOM KHJIKOCTH.
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JAunarnocruyeckue kpurepuu nogarpsl (Pum, 1966)

1. IToBbIIEHHE MOYEBOI KUCTOTHI B KpoBU (O0mee 0,42 MMOJB/T y My K4YUH
u y xxeHiuH 6omnee 0,36 MMOIB/).

2. Todycsr.

3. Kpucraiuibl ypara Hatpusi B CHHOBUAJIBHOM KUAKOCTH WJIMA B TKAHSX,
BBISIBJICHHBIE IPU MUKPOCKOMMMYECKOM MJIA XUMUYECKOM HCCIIETIOBAHUM.

4. OcTtpble MPUCTYIBI APTPUTA, BOZHUKAIOIINE BHE3AIMHO C MOJHOW KIWHHU-
YECKOHM peMuccue B TeueHue 1-2 Hep.

JleyeHune nmoaarpsmi:
e KyrnupoBaHue OCTPOro MOJarpuuecKkoro apTpura.
e basuchHas tepanus.

JleueHue 0CTPOro NOJArpMYECKOro apTpPUTa:

e Konxuumn 0,6—1,2 Mr ogHokpatHo, 3aTeMm no 0,6 M Kax bl 4ac, HO HE
0osee 6 Mmr.

e Konxwuiun 2,0 Mr B/BEHHO, 3aTeM 10 1 Mr B/BeHHO 2 pa3a 4yepe3 6 4acoB.

e lupomeraimn 100 mMr BHYTpb 1 uepe3 2 4. 75 mr, 3atem 50 mr 3p.a. — 1-2 ausi.

e Humecymua 400 mr B mepBbIe 1BOE CYTOK, 3aTeM 200 mr/cyTku 7—10 maHei.

e [Ipennu3zonon 20-30 mMr 1-2 aHst co cCHIXKEHUE 1036l B TeueHue 10—12 qHeil.

Juera npu noxarpe:

Hcknrouarwm: xode, Kkpenkuil yaii, KOHCEpPBbI, OyJIbOHBI, O000BBIE, KUP-
HBIE COpPTa ChIpa, MsACA, KOMMUEHOCTH, BAHOTPAl, U3IOM, aJIKOr'0JIb, IIIOKOJIA]

Ozpanuyuearom: 5XKUBOTHBIN KUp, MyUYHbIE U3/1EIUs, LA, HE)KUPHBIE COPTa
Msica, MAHHYIO KpYyIy, IOMUJOPHI, OaKJIa>KaHbI

Pexomenoyrom: pacTuTeIbHOE Macyio, HEXHUPHBIE COPTA PHIObI, OBOIIH, KUCIIO-
MOJIOUHBIE MTPOIYKTHI, TPEUYHEBYIO, OBCSHYIO KPYITY, PHC, apOy3, AbIHIO, OpyCHHKY.

ba3ucHble mpenaparsl Ipu moaarpe:

1. Ypukoodenpeccuenwvie npenapamul:

a) Amnonypunon 200400 mr/cyT.

0) I'emarokaramaza 10000-25000ex B/M.

B) OpoToBas kuciaora 2—5 mMr/cyT.

2. Ypukosypuueckue npenapamoi:

a) Autypas 0,5 r/cyT.

0) Otamun 0,7 r 3—4 pa3a B JIcHb.

3. Komounupoeannuwlit npenapam: AnoMapoH

INEPBUYHBIN OCTEOAPTPO3:

Bone3HeHHbIN Mpolecc, XapakTepu3yOIUNUC HAPYIIEHUEM HOPMaJIbHOTO
OanaHca MpOIECCOB JETpajallii U BOCCTAHOBIICHUS B CYCTaBHOM XPSIIE U MOJ-
XPSIIIIEBON KOCTH M COMPOBOXKIAIOIIMICI PUOPO30M CyCTaBHOM Kamcyibl, Gop-
MHUPOBAHUEM KPAEBbIX OCTEO(PUTOB M HEOOIBIINM BOCIIAJICHUEM.
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MKB 10: M 15 —M 19 ApTpo3sl.

3a0oaeBaemocth 8,2 Ha 100000 HaceneHwus.

Pacnpocrpanennocts: 20% HacenaeHus 3eMHOTO 11apa.

[Tpeobnanaromuii Bo3pact 40—60 net

[Ipeobnanaronuii mos: JJisi OCTE0apTPO3a KOJICHHBIX CYCTaBOB — JKEH-
KCHI1, 1711 0CT€0apTpo3a Ta300€JPEHHBIX CYCTaBOB — MYXCKOM.

daxkTopsI 001Iel MPeAPACIOT0/KEHHOCTH:
e Bospacr.

e Ty4HOCTSb.

e HacneacTBeHHOCTS.

e ['OpMOHaAJIbHBIE U3MEHEHUS.

¢ [ 'urepMoOUILHOCTH CYyCTaBOB.

e CaxapHblii AMa0eT, TUIEPYyPKEMHUSL.

Mexanudeckue (paKToOpbI

IK302eHHbBIE

e MukpoTrpaBmMaTu3anusi.

e [leperpy3ku.

¢ ['unepmMoOUIBLHOCTD.

e HenonHolnieHHOE NUTaHME.
e lIHTOKCHKAIHSI.

e M30bITOUHAs Macca Teia.

JHoozeHHblIE

®DHJIOKpUHHBIC 3a00JICBAHUS.

o[ cHeTHUECKHE.

eHapyiieHue cTaTUKU, aHOMaJIuU Pa3BUTHSL.

eCOCyIUCTHIE.

CycTtaBHOM Xpsl] BMECTE C MOJXPSAIIECBON KOCThIO, KaIlCyJOH cycTaBa U
MBIIII[AMH TIOTJIONIAET SHEPTUI0 JABIICHHS Macchl Tejla. B Hopme cycTaBHOM
XPSIIIl SJIACTUYEH M CIIOCOOEH CKUMATHCS, MMOBEPXHOCTU CyCTaBa MPHU BBICOKUX
Harpy3Kax J1aBJICHUS MOKPBIBAIOTCS 0CO0OM CMa3Koii, 4TO 0OECreYrBaET IIaB-
HOE JIBIDKCHHE TOYTH 0€3 TPeHHs. 3a 3TH CBOWMCTBA XpsIla OTBETCTBEHHBI KOJI-
JlareH, MPOTEOrJuKaHbl U THATYpOHOBas Kuciiota. dopma U NpOYHOCThH Xpslia
IIPU PacTsHKEHUHM 00€cTeunBarOTCsl KoymareHoM Tuna II, KoToperit xapakTepeH
TOJIBKO JIJIs1 CYyCTaBOB. MoJieKyJjia MPOTEOTJIMKaHA COCTOUT U3 MNIMKO3aAMUHOTJIU-
KaHOB, XOHJPOUTHHCYJIb(aTa U KEepaTUHCYJb(paTa, KOTOPhIC BBICTYMAIOT U3
CepAleBUHBI O€liKa, MpUaBasi 3TONH MOJeKyJie KOHQUTypaluio METKU JJIsl YH-
CTKH OYyThUIOK. OTJEIbHbIE MOJEKYJIbl MPOTEOIVIMKAHA CBS3aHbI JJIMHHOW Iie-
MbI0 THAJYPOHOBOM KHCJIOTHL. KpymnHble arperarbl NPOTEOTJIMKAHOB YPE3BbI-
JaiiHO TUAPO(PWIBHBI U CBSA3BIBAIOT OOJBIIYIO YacTh BOJIbI, COACPKAIICHUCS B
xpsiiie (70% xpsima — Boga). KpymnHble ruapoduiibHbIe arperaTbl IPOTEOTIIH-
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KAHOB NEPEIUIETEHBI APYT C APYTOM U CTSHYThI CEThIO BOJIOKOH KOJUIar€Ha, Ipu-
JIaBasi XpsILLy JIACTUYHOCTh. HOpMalIbHBIN CYyCTaBHOM XPSI IPETEPIICBAECT HENPE-
PBIBHOE BHYTPEHHEE OOHOBJICHHWE CBOCH CTPYKTYpPBI. XOHIPOIUTHI CEKPETUPYIOT
KOJIJIareH W MPOTEOTJIMKAHBI TaKKe, KaK U (JEPMEHTHI, KOTOPHIE BHI3BIBAIOT JIeTpa-
nanuio Matpukca. K urciay 3Tux ¢pepMeHTOB OTHOCATCS KaTerncuH D, HelTpaibHbie
npoTeas3bl M KoJlareHasa. BerecTBo, Ha3piBaeMoOe KaTaOOIMH, KOTOPOE BBICBOOO-
KTACTCSl W3 MOHOHYKJICAPHBIX KJIETOK CHHOBHUAIBHOW OOOJIOUKH, CTHMYJIHAPYET
BBIPA0OTKY XOHJIpoLUTaMu (HDEPMEHTOB, BBI3BIBAIOLIUX JIErPAfallMi0 MaTpUKCa
xpsa. [Iporecc nerpaganuu KOHTpOIUpyeTcs OeaKaMuy, YTHETAIOMUMU 3TU (ep-
MEHTBI, CEKPETUPYEMbIMU KJIETKAMH CHHOBHAJIbHON 000jouku. IlyckoBoit mexa-
HU3M, BEIYIIMI K CTUMYJUPOBAHUIO XOHJPOLIMTAM U U3MEHEHUSM XpsAIla HEU3-
BECTeH. TakuM MHHUIMUUPYIOMUM (aKTOPOM MOTYT ObITh MHUKpOIEPEIOMbI MO/I-
XPALIEBON KOCTH, KOTOPBIE IPOUCXOAAT IIPU MOBTOPHBIX YAAPHBIX HArpy3Kax. 3a-
YKUBJICHUE TaKUX IEPEIOMOB AENAET MOAXPSIIECBYI0 KOCTh KECTKOW M yTOJIIEH-
HOM, IJTOXO MOTJIONIAOIIECH SHEPIUI0 JaBJICHUS MAacChl Tena. [loaTomy Ha XOHIpO-
AT CYCTaBHOI'O Xpsllla HAYMHAET JACMCTBOBAThH IOBBIIEHHOE AABJICHUE, KOTOPOE
ctumyJiapyer aenenue kierok u cuHre3d JIHK, xorrarena u nmporeoriimkaHos, a
Takxke (DEPMEHTOB, BHI3BIBAIOIINX JCTPATAIMIO XpAIIa (METaUTONMPOTENHA3, JIN30-
COMaJIbHBIX ()epMEHTOB). B KOHEYHOM WTOTE TIPOIIECC Erpaaallii HAYMHAET TIpe-
obnanate. [IpoaykThl pacnana xpsia CTUMYJIMPYIOT BEICBOOOXKICHHE KOJLIareHa-
3bl U IPYTUX TUAPOJIUTUYECKUX (PEPMEHTOB U3 KJIETOK CUHOBUAIBHOU OOOJIOUKH.
JlereHepaTUBHBIE U3MEHEHUS B XPALIEBOM TKAHU MPOSBIISIIOTCS JACTOIUMEPU3ALIN-
el U yObUIbIO KOMIIOHEHTOB MpoTeorukaHoB. CoJiepikaHue MPOTEOTTIMKaHOB B
apTPO3HOM XPSIIIE YMEHbINAETCS TJIABHBIM 00Pa30M 3a CUeT XOHAPOUTHHCYIIb(a-
Ta. OHOBPEMEHHO MPOUCXOIUT CHUNKEHHE (DYHKIMH U THOENb XOHIPOIMTOB B
MOBEPXHOCTHBIX CJIOSIX Xpslla MpH Npoiudepaiui 3TUX KIETOK B 0oJiee rTyOOKUX
cnosix. XpsAl[ TEPSET CBOK AMACTUYHOCTb, PA3BOJIOKHSETCS, B HEM MOSBIISIOTCS
TPEILMHBI, B TATbHEHUILIEM XPAILl MOKET MOJIHOCTBIO UCUE3HYTh. OTCYTCTBUE aMOp-
TU3AIUH TIPH JTABJICHUU Ha CyCTaBHYIO MIOBEPXHOCTH MPOBOJUT K CyOXOHAATLHOMY
OCTEOCKIIEpO3y C 00pa30BaHHEM YYaCTKOB CKJIEpO3a, uiieMud u KucT. [lo kpasm
CYCTaBHBIX TOBEPXHOCTEN XPSI KOMIIECHCATOPHO Pa3pacTaeTcs, a 3aTEM IPOUCXO-
JIUT OKOCTEHEHUE — 00pasyroTcs KpaeBble ocTeouTsl. OTIOMKHN Xpsmia (aromm-
TUPYIOTCS JICHKOIIUTaMH, BRICBOOOKIAIOTCS JIM30COMAJIbHBIE (DEPMEHTBI, UTO TIPH-
BOJIUT MEPUOJUYECKH K CUHOBHUTY, a MPHU pelUauBaX — K (GUOPO3HBIM H3MEHe-
HUSM CHUHOBUMU M KarcCyJibl. B mociienmHee Bpemsi MoKa3zaHa poJib IOBBIMICHUS
dbyHkiuu T-xenmnepoB B pa3BUTHH ayTOUMYHHBIX MPOIECCOB, B PE3yJIbTaTe KOTO-
PBIX MOSIBIISIOTCS CTIeUU(UUYECKUE ayTOAHTUIE€HbI XPsllla, CHHOBUHU, ayTOAHTUTEIA
Y UMMYHHBIE KOMILUIEKCHI, IOBPEXKIAFOLINE XPSLLI.

IIpuyunbI 00J1€li MPH 0CTEOAPTPO3E:

e MukpormneperaoMbl TpabeKy.

e CUHOBUMT.

e bjioKaia cycTaBoB.
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e PacTspkeHue KariCyJibl.

e Mrpimeyasie 60u.

e [loBbIlIEHNE BHYTPUKOCTHOTO JIABJICHUS.

e OcTJoiika nepuocra.

Knunnueckue Gopmbl ocTeoaptpo3sa:

Tunwt 00211t npu ocmeoapmpo3se:

e MexaHnnyeckue.

e «CocyIuCThIEY.

e «CTapTOBBIEY.

o «brokagnan.

Mexanudeckuii xapaktep OoJieii — Tpu Harpy3ke Ha OOJBHOM CycTaB TpHU
x0/1p0€, 00N TyTible, HanOOJIEE MHTEHCHUBHBI 110 BEUYEpaMm, Mocjie JHEBHOM Harpy3KH.

CrapToBble 00 - BO3HUKAIOT MPU MEPBBIX 1Iarax 00JbHOro, 3aTeM OBICT-
po ucuesaror. CTapToBble 00U MOT'YT BO3HUKATh IPU TPEHHUH JAPYT O JIpyra Io-
PaXEHHBIX XPALIEH, Ha IIOBEPXHOCTH KOTOPBIX OCEAAeT XpsuieBon aerpur. Ilpu
NEPBBIX JABMKEHHUSIX B CyCTaB€ 3TOT JETPUT BBITAJIKUBAETCS B CYCTAaBHYIO IO-
JIOCTh U 0OJIM MTPEKpaIAOTCs.

[TocTosiHHbIe 00K OOYCIIOBIEHBI CHHOBUTOM, TEHIOOYPCUTOM H pedIiek-
TOPHBIM CIla3MoM Oju3nexaiux M. [Iporpeccupyrommii pudpo3 KarncyJsl
CyCTaBa BEJET K CAABJICHUIO HEPBHBIX OKOHYAHUH, PE3YJIbTaTOM YETO SIBJISIOTCS
001, CBA3aHHBIE C PACTSHKEHHUEM KarlCyJibl P JBHXKEHUU B CYCTaBe.

Benosznas runepemus u cra3 B CyOXOHIPaJIbHOM KOCTH BBI3BIBAIOT HEIIpe-
PBIBHBIE HOYHBIE 0O0JIM, HCYE3aIOINe NPU X0Ab0e.

«CycTtaBHOM 0JI0K» — BHE3amHasi 0CTpasi 007k, JUIIaroIIas 60JILHOTO BO3-
MO>XXHOCTU CJeJlaTh MaJeillliee JBUKEHHWE B JaHHOM CyCTaBe, BCIIEICTBHE
YILIEMJIEHUS «CYyCTaBHOM MBILIN» MEXKIY CYCTaBHBIMU TOBEPXHOCTSIMU.

Kiauanyeckas kiaccupukanms

e [lepBuuHBI (MaAUONIATHYECKHUI) OCTEOAPTPO3

— JIOKQJIM30BaHHBIN: CyCTaBbl KUCTEH, CyCTaBbl CTOM, KOJECHHBIE CYCTAaBbI,
Ta300eAPEHHbIE CYCTaBbl, TO3BOHOYHHUK, IPYTHUE CYCTaBbI;

— IeHEPATM30BAHHbIN: MOpayKeHUE TPeX 1 00JIee Pa3IMUHBIX CYCTABHBIX TPYIIIL.

e BropuuHslil ocTeoapTpo3. Pa3BuBaercs BeiencTeue psjga NpudmH.

— MOCTTPAaBMAaTUYECKUM;

— BPOXK/EHHbIE, TPUOOPETEHHbIE WM 3HJEMUYECKHe 3abosieBaHus (0O-
ne3nb [lepreca, CMHAPOM THIIEPMOOMIIBHOCTH U AP.);

— MeTabonyecKre OOJIE3HU: OXPOHO3, TeMOXpoMaTo3, 0oJie3Hb BuibcoHa-
Konoaiiosa, 6oe3nn I'omre;

— JHJIOKPUHONATUU: CaxapHbId nUabeT, akpoMeralus, rurnepnapaTupeos,
TUIIOTUPEO3;

— 00J1e3Hb OTIIOXKEHUSI Kablns ((hocdaT KambIys, THIPOKCHATIATUT KAJTBITHS).

62



— HeBponatuu (6ose3np [llapko);
— JIpyrue 3a00JIeBaHUs: aBACKYJSPHBIM HEKPO3, PEBMATOUIHBIA apTPHT,
6one3nb [lemxera.

Knunuueckue ¢popmut ocmeoapmposa:

1. Kokcaptpo3 — nopakeHue tazo0epeHHbIX cycTaBoB B 40% ciryuaes.
2. 'oHapTpo3 — nopaxeHue KoJIeHHbIX cycTaBoB — B 30% ciydaes.

3. ApTpO3 AUCTAIBHBIX U MPOKCUMAIBHBIX MeK(aTaHroBbIX cycTaBoB — 10 20%.
4. lepopmupyromuii cnonammuies — 5—6%.

5. MexX1no3BOHOYHBIN OCTEOXOHAPO3 — 5—6%.

6. [TonmmocTeoapTpos.

Cmaouu ocmeoapmpo3sa no Kellgren:

1. Octeoutsl y Kpasi CyXOKMJIBHBIX IOBEPXHOCTEH WJIM NPUKPEIUICHUS
CYXOXKHUIUH.

2. IlepuapTuxysspHas OcCCUPUKALUSA JUCTAIBHBIX U IPOKCUMAIBHBIX MEX-
(hanaHroBbIX CYCTaBOB.

3. CyxeHue CyCTaBHOM MIETN U CyOXOHIpaIbHBIN OCTEOCKIIEPO3.

4. KuctoBuaHble IPOCBETIICHUS B AU (PU3AX.

5. 3meHeHus: GopMbl CyCTABOB.

Knunuko-penmezenonozuueckue cmaouu OA:

1. OrpanvdeHne ABWXCHHUI, HEOOJBIIIOE HEPABHOMEPHOE CYXKEHHUE CYyC-
TaBHOM IIENIN, HA4YaJIbHbIE 0CTEO(UTHI.

2. OrpaHu4eHre MOABMKHOCTH, TPYOBIH XPYCT MPH JIBIKEHUSAX, YMEPEH-
Hasi aMUOTPOdusi, BBIPAXKEHHOE Cy’KEHUE CYCTaBHOM ILeiau B 2—-3 pasa 1o cpas-
HEHUIO C HOPMOM, 3HAUYMUTENbHbIE O0CTEO(PUTHI, CyOXOHAPAIBHBIN OCTEOCKEPO3,
KHCTOBH/IHBIE POCBETICHUS B MU (PH3ax.

3. dedbopmaius cyctaBa, OrpaHUYCHHE €0 MOIABUKHOCTH, MOJHOE OTCYT-
CTBHE CyCTaBHOW mienu, aedopmanus CyCTaBHBIX TOBEPXHOCTEH HSMHU(HU30B,
oOIIupHBIE OCTEO(PUTHI, CYyCTABHBIE «MBIIINY», CYOXOHIpAIbHBIE KUCTHI.

Kokcaptpo3z — naunbonee Tsxenas popma 6one3nu. Yame siBiasieTcs cliel-
CTBHUEM JIMCIUIa3UU CYCTaBa, TPABMbI, IEPEHECEHHOTO apTPHTA.

Knunuka: «ytuHas» mnoxojka, 0oy B Oenpax, sroauiax, rnaxy. Brauane
OTPaHUYUBAIOTCS POTALMOHHBIC ABM)KCHHUS, a 3aTeM crudarenbHbie. Pa3BuBaior-
csl XpOMOTa, TUIIOTPO(US MBI Oeapa U ATOTUIBI, OTMEYaeTCs JoKaabHas 00-
JIE3HEHHOCTH MIPU NajblaluK B 00J1aCTU rOJIOBKU Oefpa.

T'onapmpo3. ManudecTtarus yacto cBa3aHa ¢ TpaBMoi. Hauano nmocremnen-
HOe, 00JIM HOCAT HapacTarolmui xapakrtep. B HayanbHOM cTaguu 060J1b MOSBIS-
eTCs JIMIb MPU 0COOBIX CUTyalusAxX (CIHYyCK IO JISCTHHIIE, B HaYaie ABM)KCHUN).
[TaccuBHBIC U aKTUBHBIC JABMKEHHUS MOTYT COIMpPOBOXKIAThcs Xpyctom. I[locte-
neHHO 0oJib mpuodperaeT Oosee BHIPAXKEHHBIM XapaKTep, WHOI/Ia Pa3BUBAETCS
cuHOBHUT. [Ipu BbIpa’keHHOM apTpo3€e MOKET HAOII0AATHCSI CUMIITOM OJOKAaIbI.
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Ocmeoapmpo3 OUCMAanbHLIX MeHCHANAH208bIX CYCMABO8 KUCmu (V3enKu
lI'ebepoena). Y3enku ['ebepieHa BOSHUKAIOT TJIABHBIM 00pa30M Y JKEHIIUH B TI€-
puoa meHomay3bl. OHM OOBIYHO MHOXECTBEHHBIE, HO B MEPBYIO OYEPE/Ib BO3HU-
KaroT Ha | 1 3 manbiax KucTu. Yepes HeCKOJIbKO MECSIIEB MIIH JIET OOBIYHO MPO-
UCXOJUT CHUMMETPUYHOE TIOPAXKEHUE W JPYTUX AUCTAIBHBIX MeEXK(aTaHTOBBIX
CYCTaBOB. Y3€JIKH PACOJaratoTcsl Ha ThIIbHO-OOKOBO MOBEPXHOCTH CYCTABOB.

Ocmeoapmpo3 NpOKCUMATILHBIX MeHCPananeo8vlx cycmasos kucmeu (yze-
ku bywapa). Tlo hopme OHM OTIMYAIOTCS TEM, YTO pacroJiaratoTcsi Ha OOKOBOM
MOBEPXHOCTH CYCTaBa, BbI3bIBasi OOKOBOE YBEJIMYEHUE CyCTaBa, OTYEro Majell
npuobperaet BepeTeHOo0pa3Hyo hopmy.

Hepopmupyrowuii cnonounnes. XapakTepusyercs HaIU4YUeM KpPaeBbIX KO-
CTHBIX pa3pacTaHuil B 00JacTu M03BOHKOB. OcTeo(UThl pacTyT B JAaHHOM CITy-
Yyae HEMOCPEJACTBEHHO M3 KOCTeH (B APYrux Ciayyasx BO3MOXKEH POCT OCTEO(u-
TOB M3 COEAMHUTEIBHOW OOOJIOUKM CycTaBa). 3a0oJjieBaHME HAYMHAETCS IpH-
MepHO ¢ 20 1ner. JlereHepainsi MEKIMO3BOHKOBBIX JUCKOB MPEUMYIIECTBEHHO
BbIpakeHa Ha nepudepun. KocTHast TkaHb Tpe/icTaBieHa B BHJIe TyO4YaThIX Ha-
cnoenuii ¢ nedexramu. OcteodUTHl BRITISASNT KaKk BRIOyXaHHE, BOSHUKAET OTEK
U3-3a cAaBjeHUs cocyaoB. OTMedaeTcsl TyronoJABMKHOCTh IT0O3BOHOYHHKA, HHO-
r7a ObIBalOT HEBPOJIOTMYECKUE PACCTPOICTBA (KOPEILKOBBIA CUHIPOM).

Medscnoszsonkosuiti ocmeoxonopos. NHoraa coueraercs ¢ aedopMupyro-
UM CIIOHAWIIJIE30M, UCKPUBJIEHHUEM MMO3BOHOYHHUKA. [[pouCX0auT nereHepanus
JTUCKA, BBITITYNBAHUE sIIpa B Pa3IMYHBIC CTOPOHBI, YTO MPUBOJMUT K TPaBMaTH-
3auuu. KocTHbIE TOBEPXHOCTH UMEIOT y3ypaluu, ckiepo3upoBanue. OnHOBpe-
MEHHO TIPOUCXOJUT pa3pacTaHUE OCTEO(PUTOB M YBEIUYUBAETCS MOBEPXHOCTD
cycraBa. Ctpaznaer cocyaucras 000J04YKa CycTaBa, BOZHUKAeT BacKyiuT. boe-
BOM CHHIPOM BBIPAXKEH U sIBiIsieTcsl BeaymuM. [Ipu ToM oTMeuaeTcsi BHE3amHOe
Pa3BUTHE KOPEIIKOBOTO CUHJIPOMA, CBSA3aHHOE C TSKEIONU (PU3MUECKONW Harpys-
KoM u mepeoxiaxaeHueM. Ha QoHe 3THX W3MEHEHHI BO3HHMKAIOT TPBLKH
[IImopist, uTo GoJIee TUITUYHO JIJISt TPABMBI.

HccaenoBanue CMHOBHAJBHOM KUJIKOCTH:

— npo3payHas 1100 cinaboMyTHasi, BBICOKOW WM CPEAHEN BSA3KOCTH, MY-
LIUHOBBIN CTyCTOK IUIOTHBIN. KommmuecTBo kierok B 1 Mk ot 500 no 5000, Heut-
Tpoduisl MmeHee 50%, pparMeHTHI XpSIIeBON TKAHU.

buonrtat cMHOBHAIBHON 000JIOUKH — MOKPOBHBIE KJIETKH PACHOJIOKEHbI B
OJIUH Psii, BOPCUHBI aTpO(UUHBI, COCYJIOB MaJlO, 3HAYUTENIbHbIE T0JIs1 (ruOpo3a,
KUPOBOTO MEPEPOKICHUS.

Heghapmakonocuueckue memoowt ynpaeienus OA:

e Peanu3zanus 00pa3oBaTeNIbHBIX IPOrPAMM.

e HopMmanu3zanust Maccel Tena.

e llcnionb30BaHue TPOCTH MpH X01b0E.

¢ Holiienre HaKOJIEHHUKOB, CYyITMHATOPOB.
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e OU3MUYECKNUE METO/IbI JICUCHHUSI.

e Kuneszorepanus.

e Maccax.

e CaHATOPHO-KYPOPTHOE JICUEHUE.
e CpencTBa HApOJHON METUIIUHBI.

Jexapcmeennana mepanusa OA:

e CHUMIITOMATHYECKUE MTPenapaThl HEMEJICHHOTO JICHCTBHSL.
e CUMIITOMaTHYECKHE MpenapaThl MEJICHHOTO JCHCTBHI.

o CTpyKTYpHO-MOIU(DUIIUPYIOTUE TIPETIapaTHhI.

CuMnToMaTu4ecKue npenaparbl ObICTPOro AeMCTBUSA:

e [IpocTeie aHasbreTuku (mapaneramo, aneroMuaoden). [lapaneramon He
oonee 2 r/CyTKu.

e HectepougHbie MpOTUBOBOCTIAIUTEIbHBIC MPENapaThl:

— TpanuuuoHHble (Aukinodenak, noynpoden); ndynpoben 400—-600 mr
3 paza B cyTku, qukiodenak 50 mr 2 pasa B JICHb;

— CeJIEKTHUBHbBIE (MOBAJIUC, 11€JIE0PEKC); MEJIOKCUKaM 7,5 MI/cyT, HUMECY-
aun 100 mr 2 pasa B AeHb, 1ieiekokcu6 100 mr 1-2 pasza B CyTKH.

e ONMMOUAHBIN aHABIETHK TPaMaJoJl B MepBble THU MO SOMr/cyTKu ¢ mO-
CTENIEHHBIM MOBBITIIEHUEM 10351 10 200—300 mr/CyT.

o [ JIIOKOKOPTUKOCTEPOU/IbI (B/CYCT. AUIPOCHAH, AETO-MEAPON).

CuMnroMaTuyecKue npenaparbl MeAJeHHOI0 1eHCTBUSA:

e XoHIpoUTUHCYIb(GAT (CTPYKTYM, XOHIPOCYIb(, XOHIPOJIOH, XOHCYPHU)
750 mr 2 pa3a B cyTku — nepBble 3 Hegenu, 3ateM 1o 500 mMr BHyTps 2 pasza B
CYTKH, IJIMTENBHOCTh Kypca — 6 MeCsIEB.

o ['moko3amun cymbdar (JIOHA, aprpwn) HazHadaror BHYTph 10 1500 mr/cyT
(omHOKpaTHO) MW B/M 2—-3 pasa B Hejento, oomuii Kypc 4—12 Henmenb, Kypchl
MOBTOPSIIOT 2—3 pa3a B TOJI.

® [ JTI0KO3aMUHTUAPOXIIOPHU/I.

e J[uacepeun (apt-50).

e CoeTuHEeHMS COM U aBOKAJ10 (TTUCKIICINH).

s enympucycmasnoco 66edenus

e ['ManypoHOBasi KUCJOTa (Tajiral, CAHBUCK, OCTEHHUII).
e AndmayTor.

Kombunupoeannvle npenapamsi:

e ApTtpa.

e XOoH/pa.

e Tepadekc.
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dusuorepanus:

® MECTHOE TIPUMEHEHHUE MTOBEPXHOCTHOTO X0JI0/a WIIH TeIljla CIIOCOOCTBYET
o6e36ommBaromemy G dexTy;

® MarHUTOTEPAINHs — B MEPHO] OOOCTPCHHMSI, TPH HAJTUYUNA CHHOBUHTA;

e YBY;

® JICIIUMETPOBBIC U CAHTUMETPOBBIC BOJTHBI;

® 030KEPHUT B COUCTAHUU ICKTPOPOPE3 C KAITHS HOIHUIOM HITH JINIA30M;

e yJIbTPa3BYKOBas TEPAIHs;

e Ty J1azepa.

Xupypruuyeckoe jJe4eHue:

® 3HJIONPOTE3UPOBaHUE (ITOKA3aHO MPU HATMYMHU CEPbE3HOTO HAPYIIECHUS
(GYHKIMI KpyITHBIX CYCTaBOB);

® apTPOJIE3 U apTpoIUIacTUKA (ToKa3zaHa npu HeA(HEKTUBHOCTH KOHCEPBA-
TUBHOW Tepanuu 1 TPEThEH CTaIuN 0CTE0apTPO3a MEJIKUX U CPETHUX CYCTABOB).

® OCTCOTOMMUS;

® yJaJIeHUuE «CyCTaBHOW MBILLINY;

® JIaBaJK KOJICHHBIX CYCTaBOB (MOKa3aH MPHU OCTEOAPTPO3€ KOJECHHBIX CYyC-
TaBOB, PE3UCTEHTHOM K KOHCEPBATUBHOMY JICUCHHIO U BHYTPUCYCTAaBHOMY BBE-
JIEHUIO TJIFOKOKOPTUKOCTEPOUJIOB).

IIpornos

HpOFHOB B OTHOIICHUH KHU3HH 6HaFOHpH}ITHBII>’I. Ho OCTCApPTPO3 3aHUMACT
OJHO M3 IICPBBIX MCCT CPCAU IIPUYIUH, IIPUBOAAININX K HHBAJIMIHOCTHU, YTO OIIPC-
ACIEICT CONUAIIBHYIO 3HAYUMOCTD 3a00JICBaHHSL.
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JIEKIIAS 6
CUCTEMHAS KPACHAS BOJTUAHKA

CucremHas kpacHas Bojuanka (CKB) — 3a0oneBanue u3 rpymnibl gud-
(y3HbIX 00JI€3HEN COEIMHUTEIBHON TKaHH, PA3BUBAOLIEECS] HA OCHOBE I'€HETH-
YeCKH OOYCIIOBIEHHOTO HECOBEPIICHCTBA MMMYHOPETYJISTOPHBIX MPOIIECCOB,
IPUBOJSILETO K 0Opa30BaHUIO MHOXECTBA aHTUTEN K COOCTBEHHBIM KJIETKAM U
MX KOMIIOHEHTAaM ¥ BO3HHUKHOBEHHIO UMMYHOKOMIUIEKCHOI'O BOCIIAJICHHUS], CIEN-
CTBHEM KOTOPOTO SBJISETCS MOBPEKACHUE MHOTUX OPraHOB U CUCTEM.

MKDB-10: M32 Cucremnast KpacHasi BOJT4aHKa

ONMUAeMHOJIOT U

Pacnpocrpanennocts — 50 6osibHBIX Ha 100 ThIC. HAceneHUs.

[Tuk 3a60neBanus HaOIOaeTCS B Bo3pacte ot 15 1o 40 ner.

CooTHolIeHue MY K4HUH U KE€HIIMH cocTaBisier oT 1 : 5 mo 1:10.

ITHOJIOTHS:

e Bupychl (PHK-conepxamiue, peTpoBUpPYCHI).

® reHeTUYEeCKUe (PaKTOpBbI.

® SHJIOKPUHHBIE (PAKTOPBHI.

e (pakTOpBI OKpYKAIOUIEH Cpeabl

Otunoniorusi CKB ocraerca HescHol. MImMeeTcsi psa KOCBEHHBIX MOATBEP-
)KaeHui myckoBol posin PHK-conepxamux v Tak Ha3bIBAEMbBIX MEJIJICHHBIX BHU-
pycoB (pETpPOBUPYCOB) B PAa3BUTHUU MATOJIOrMUECKOro mnporecca. KocBeHHbIMU
JI0Ka3aTeJbCTBAMH POJIM XpOHUYECKOU BUpYycHOM nHpekuuu npu CKB saBnstorcs
oOpazoBanue MHOxkecTBa anturen K JIHK- u PHK-conepxxammm Bupycam, npu-
CYTCTBUE IMapaMHUKCOBUPYCHBIX LIMTOIIA3MAaTHUECKUX BKIIFOUEHHM, OOHapy>KeH-
HBIX C TIOMOILBIO AJIEKTPOHHOW MHUKPOCKONHH, TaK HA3bIBAEMBIX TYOYJIOPETUKY-
JISIPHBIX CTPYKTYP B COCY/IaX HAOTENNS U BHYTPU JIMM(OLMTOB, BBISBICHUE BKIIIO-
yenuit Tuna CM-oHKOpHaBHpyca B OuomnrTare Moyek U KOXU. J[OMOJHUTEIbHBIM
JI0KA3aTeIbCTBOM BO3MOKHOTO BHUPYCHOT'O BO3ICUCTBHUS CIyXkaT JIMM(POIMTOTOK-
CUYECKHE aHTUTENa Y HEKOTOPBIX POJICTBEHHUKOB U WieHOB ceMbH O0sbHbIX CKB,
00CITy>KMBAIOILIET0 MEIUIIMHCKOTO nepcoHana. OIHAKO MOMBITKU BBIIETUTh BUPYC
U3 TKaHel, BKJIIo4as IJIaleHTy pokeHul, 6oiabHbIX CKB, He yBeHuanuch ycnexom,
HECMOTPsI Ha IPUMEHEHNE METOJIOB THOpUAM3alluK, KOKYJIbTUBAIMU U Jp. B mo-
CJIEZIHUE TOJIbl BHOBB IOCTaBJIEH Bompoc o poiu Bupyca npu CKB B cBsi3u ¢ oOHa-
py’KeHueM cxoacTBa MMMYHHBIX Hapymennd mpu CKB n CIT/le.

Bmecte ¢ tem, B Bo3HukHOBeHUM CKB mmeroT 3HaueHHE TreHETHYECKUE,
SHIOKPUHHBIE (PAKTOPHI, a TAKXKE PAKTOPHI OKPYKAIOLICH CpEeabl.

Bnusaue renernueckoro cdakropa Ha paszsutue CKB moareepxmaercs
AIUJAEMHUOJOTUUECKUMH HUCCaeAoBaHuAMU. [loKa3aHO HE TOJIBKO YBEJIMYEHHE
yacToTel CKB B cembsix 0OJbHBIX 3TUM 3a00J€BaHUEM, HO U MOBBIIIEHHUE Yac-
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TOTBI APYTUX OOJe3HEN COENMHUTETHHON TKaHW, a TaKKe pa3IMYHbIX UMMYH-
HBIX HapyLIeHUH y pOACTBEHHMKOB. bosiee Toro, runeprammarioOyinHeMus,
aHTUHYKJICApHbIE U JIUM(OIUTOTOKCUUECKHE aHTUTEIA, JIOKHOMOIOKUTEIIbHbIE
TECThI Ha CUUINC BCTpedaroTcs oObryHO y aull | crenenn poncTea 6€3 KIMHU-
yeckux cumnTomoB. [Ipu CKB wuame, yuem B nonyssauuu, Berpevarorcs HLA-
anturensl B8, DR3, a Takxke cellekTUBHbIC B-K1eTOUHbBIE allJI0aHTUT€HBI.

CornacHO MOCHEHUM UCCIIeN0BaHusIM, pyck 3a0oneBanus CKB o0ycnosnvBaet-
Csl IO KpaiiHel Mepe 4 He3aBUCHMBIMU CETPETUPYIOIIMMH T€HAMH, YacTh U3 KOTOPBIX
HETIOCPE/ICTBEHHO CBS3aHA C OMNpPEJEICHHBIMA UMMYHHbIMU (DyHKIMAMU. |'eHernue-
CKasi FeTepOreHHOCTb, BO3MOKHO, O0OBSICHAET U KiMHUYeckuil nonumopduzm CKB.

3HayeHre ropmoHanbHOro ¢akropa B pazsutun CKB mnomuepkuBaercs
OoublIeit YacToToi 3a00JIeBaHUS y JKEHIIMH, YeM y MYyK4uuH. M3BecTHO oTpulia-
TENbHOE BIMSIHUE SCTporeHoB Ha TeueHne CKB, uro nposiBisieTcss 3HaYUTENIbHBIM
YXyAUIEHUEM COCTOSHUSI OOJBHBIX B MEPUOJT OEPEMEHHOCTH U HEMOCPEICTBEHHO
rocJsie pooB. MiMeercs noATBEPKICHUE MPOTEKTUBHOW POJIM aHAPOTI€HOB.

N3 dakTopoB OKpyXkaromien cpeibl, CIIOCOOCTBYIOIIUX BO3HUKHOBEHUIO
CKB, cnenyer oco00 OTMETUTH YIbTpaduoJIeTOBOE OO0IydeHHE, OaKTepuaib-
HYIO U YK€ YIOMSHYTYI0 BUPYCHYIO MH(EKIUIO, Yepe3 pa3IMuHbIe 3BEHbSI UM-
MYHHOM CHCTEMBI. B sKcnepuMeHTe NMOKa3aHO 3HAYMTEIbHOE U3MEHEHHUE AHTH-
reanoctd JJHK mox Bo3neiictBuem ynbpTpadnoneToBoro o0y4eHus.

IIaTorenes

T-cynpeccopplr == B-mumdoryTer (ycunenue pa3BuTHus)
(neduuur)

AP ——= «obnaxxenuey [IHK ——= VoOpazoBanue AyToAl’

oOpazoBanne AyToOAT ———=— AyToAT'+AyTOAT

obpazoanne UK =——— ﬂ ¢ukcanus LUK B opranax

Pa3BUTUC UMMYHHOI'O BOCITAJICHUA

[Ipu CKB npoucxoautr HEKOHTpodHpyeMmas NpPOAYKLUS aHTUTEN, oOpa-
3YIOIIMX UMMYHHBIE KOMIUIEKCHI, OOYCIIOBIMBAIOIIME PA3JIMUHbIE NMPU3HAKU 00-
ne3Hu, ocooeHHo nopaxkenue nouek u [{HC. CoBepilieHHO 04€BUIHO, UTO B OCHO-
BE MATOJIOTMUYECKOro Mpoliecca JexkaT Juc@yHkuus kak T-, Tak 1 B-nmumdonuros,
HapyILICHHUE IPOLECCOB UX B3aUMOJCHUCTBH. BBIABICHO CHMKEHUE €CTECTBEHHOMN
KkusuiepHoil aktuBHOCTH T-mumdouuTtos npu CKB B cpeanem B 2 pasa 1o cpaBHe-
HUIO CO 310poBbIMHU J1t0/IbMU. Kpome Toro, oboctpennto CKB Bcerna comyTcTBy-
I0T OOJIBIIOE KOJMYECTBO AKTMBMPOBAHHBIX IMOJUKIOHAIBHBIX B-nmum¢ouuntos,
HOSIBJICHUE MHOKECTBA aHTUTEI U ayToaHTuTel. Y 60bHbIX CKB B KOCTHOM MO3-
re BO3PacTaeT YUCIIO KIIETOK, CEKPETHPYIOUIMX pPa3IMyHble UMMYHOIJIOOYJIMHBI,
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npuueM npu aktuBHOM CKB B 10 pa3 Gosnbliie KJIETOK, CHIOHTAHHO CEKPETHPYIO-
nwmx IgG u IgA, yem y 310poBBIX 1 OOJILHBIX B HEAKTUBHYIO (ha3y Oonesznu. Cpeau
MHoOkecTBa antuteln npu CKB ocHoBHas poib npuHamiexuT anturenam K JTHK,
00pa3yrolyM ¢ aHTUT€HAMH LIUPKYJIMPYIOLIE UMMYHHBIE KOMILUIEKCHI, KOTOpPbIE
noBpeXaaroT opranbl U TKanu. Mimenno JIHK-coneprkane nMMyHHBIE KOMILIEK-
CBI BBISIBIISIIOT B DJTI0ATaX MX TJIOMEPYJT IPU aKTHBHOM Jtorryc-Hedpure. Pexxe npu
CKB o0OHapyXHBatOT UMMYHHbIE KOMILIEKCHI, coaepxkane anturena PHK. Co-
nepxat peBMarouaHbiid paktop (PD), CKOHUEHTPUPOBAHHBIN B KPUONIPOTEHUHAX,
aHTUPUOOCOMAJIbHBIC W/WIN aHTUIUM(OLIMTaApHBIC aHTUTEA.

[Hupkynaupyromnye UMMYHHbIE KOMILIEKCHl OTKJIAIbIBAIOTCS B CYyO3HIOTENH-
aJIbHOM cji0e 0azaibHOM MEMOpPaHbI COCYJIOB MHOTHX OpraHoB. MecTo ¢ukcanuu
JIETI03UTOB (KOXka, MOYKU, XOPUOUIATbHOE CIUIETEHHE, CEPO3HBIE 000JIOUKH) OIpe-
JENIAeTC TAKUMHU NapaMeTpaMy aHTUI€HA WA aHTUTENa, Kak pa3Mep, 3apsi, Mo-
JeKyJsipHas KOHQUTypalusi, KIacC UMMYHOTJIO0YJIMHOB, KOMILJIEMEHT(UKCHUPYIO-
mye cBorcTBa. OTIOKUBLIMECS B TKaHAX UMMYHHBIE KOMILUIEKCHI BBI3BIBAIOT BOC-
NAJUTEIbHYIO PEAKLUI0, aKTUBUPYS KOMILJIEMEHT, MUTPALIMI0 HEUTPO(UIIOB, BbI-
CBOOOX/1as1 KUHUHBI, IPOCTArJIaHIMHBI U APYTHE TOBPEXKAIOIINE BEIIECTBA.

XapakTepHble ayTOUMMYHHbIC IPU3HAKH:

* ['unepriaoOynuHeMus.

" YruereHnue T-cynpeccopos.

» JlumbanenonaTus.

* AHTHUTENA:

v/ aHTHSIEPHBIE;

v’ ipotuB (akTopoB cBepThIBaHUsS KpoBH (darne VIII);

v/ IPOTHUB aHTHI'€HOB SPUTPOILIMTOB, JIEKOIIMTOB, TPOMOOIMTOB;

v/ peBMaTOHIHBIN (aKTOP.

B Tabnuie 1 mpencrabneHa kiacCHpUKAIMSI CUCTEMHON KPACKHOM BOTYAHKH.

Ta6muna 1 — Knaccudukanus cuCTeMHON KpacHOW BOJTYAHKHU
(B. A.Haconosna, 1972 r.)

Knunuko-mopdonornyeckas
XapaxkTtep TeUCHHS AKTHUBHOCTH
XapaKTepUCTHKA

Octpoe MuHnMainbHas v Koxu
IMomoctpoe Cpenuss v CycraBoB
XpoHUYEeCcKoe Bricokas v" Cepo3HbIx 060109€K

v Cepaua

v’ Jlerkux

v Tlouek

v’ HepBHOIi cHCTEMBI

Kannnueckass kapruna CKB nonucunapomua. bone3ns Hepeako Hayu-
HaeTCsl cJIadOCThIO, OXYAAHUEM, HAPYIIEHUEM TPO(UKH, MOBBIIIEHUEM TEeMIIe-
paTypsl Tena. B nocneayromiemM pa3BUBalOTCA CUCTEMHBIE TPOSBICHUS C TUITHY-
HBIMH MPU3HAKAMHU KaXKJI0TO CHHIPOMA.
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IMopaxenune KoxKuU

[Topaxenue koxu nmpu CKB BechMa pa3zHOOOpa3HO M HEPEAKO UMEET Mep-
BOCTENEHHOE AuarHoctudeckoe 3HaueHue. Jlumb y 10-15% OonbHBIX KOXKHBIE
U3MEHEHHUS] MOTYT OTCyTCTBOBaTh. ¥ 20-25% KOXHBIA CHHIpPOM ObIBAE€T Ha-
YallbHBIM MpU3HakoM Oosie3Hu, y 60—70% OOJbHBIX OH MOSBISETCS Ha Pa3HbIX
sTamax 3abosieBaHus. BeIaenstoT 10 28 BapMaHTOB KOXKHBIX M3MEHEHUU TIPH
CKB 0T 3puTeMaTo3HOro msiTHa J0 TAKEIbIX OYJII€3HbIX BHICHITAaHUH.

e Cocyaucras «6abouKa.

¢ «babouka» THIA HEHTPOOEIKHON IPUTEMBI.

e Hecnenmguueckas 3KcCy1aTUBHAS SpUTEMA.

e KanwuIApHTBL.

e JIromyc-Xennur.

¢ Boyruanka-03HOOBIIIL.

e O0mas cyxocTh KOXkH, nuddy3Hoe BbIageHue Bojoc, Aehopmainus u
JIOMKOCTh HOT'TEH.

[lopaxkeHne CIM3UCTBIX 000JOYEK — JIOBOJIBHO YacCThIil CUMIITOM IpHU
CKB. Ha ciusucroii 000j104ke HOCAa U pTa MOTYT OBITH OeliecoBaThie OJISIIIKA
HEMPaBUWJIBHBIX OYEPTAHUN WM cepedpucto-Oenbie pyOiioBeie ouaru. Hepemnko
HaAO0JII01AI0TCS. SPO3UBHBIE W/UIIM A3BEHHBIE O4aru ¢ O0eI0BaThIM OPOTOBEBIIMM
0007IKOM ¥ MHTEHCHBHOU 3puTeMoil. Bo3moxkHa mepdopaius HocoBoi mepero-
POJIKH BCJIEJICTBHE BACKYJIHUTA.

[Tpu uMMyHO(DIFOOPECIIEHTHOM KCCIIEIOBAHUM OUOIITaTa U3 0Yara rmopaKeHus
OOBIMHO OOHApY’KUBAIOT JEMNO3UTHl UMMYHOITIOOYJIMHOB W/WJIM KOMIUIEMEHTA B
JEPMOANHIEPMAIbHOM COEIMHEHNH, a UHOTJia B CTEHKE cocyoB. [Ipu rucronoru-
YECKOM HCCIIE0BAHNN BBISBIISIOT KJIACCHUECKUN JIEMKOLMTOKIIACTUYECKUM aHTHUUT.

IMopaxenue cycraBos

Aptpanruu Bctpedarotes nouT y Bcex O0onbHbix CKB. bonb B onHOM mtn
HECKOJIBKMX CyCTaBaX MOXKET IPOJOJKATBCA OT HECKOJBKMX MHMHYT JO He-
CKOIbKUX JHEH. [Ipu BBICOKON aKTUBHOCTH 00JIE3HM MOTYT OBITH 0oJiee CTOM-
KHMH, C Pa3BUTHEM BOCIAIUTENIBHBIX SIBJICHUM, Yallle B IMPOKCUMAJIbHBIX MEX-
(anaHroBbIX CyCTaBaxX KHMCTEH, ISICTHO-(ATAHTOBBIX, 3alSICTHO-ISICTHBIX, KO-
JIEHHBIX CyCTaBax; MOT'YT MOpa)kaTbCs Apyrue cycrasbl. [Iporiecc 0ObIUHO CHUM-
METPUYHBIA. YTPEHHSISI CKOBAHHOCTb M HapylleHHE (YHKIHMM CYCTaBOB B OCT-
pyto ¢a3zy 00Je3HM 3HAUUTENIBHO BBIPAYKEHBI, HO OBICTPO YMEHBILAIOTCA NPU
CHW)KEHUHU aKTHBHOCTH ITpoliecca IO BIMSHUEM aJeKBaTHOM Tepanuu. CocTas
CHHOBHUAIBHOM KUJKOCTH TIPU OCTPOM U TogocTpoM aptpute y 6onpHbIx CKB
3HAYNUTEIBHO OTJIMYAETCS OT TaKOBOI'O IPU pEeBMATOMIHOM aptpute. CHHOBU-
aJIbHAsl KUAKOCTh OOBIYHO MpO3payHasi, Bs3Kas, ¢ HEOOJBIIUM YHCIIOM JIEHKO-
LUTOB U NPe00iaJaHneM MOHOHYKJIEAPHBIX KIIETOK.

Muanrus Habmonaercs y 35-45% OonbubIX. [Ipu MuacTeHndeckoM CHH-
npome, cBsizanHOM ¢ CKB, kak mnpaBuio, HE MOBBINIEHA aKTUBHOCTh ANAT,
AcAT, kpeatunodochoknuHasbl.
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®opMblI NOpPAKEHUA CYCTABOB, cyxoxxuanid npu CKB:

e ApTpanrumn.

e ApTpuThl (Yaile NPOKCHUMAIbHBIX MEX(allaHTOBBIX CyCTaBaX KHUCTEW,
M5ICHO-(paTaHTr OBBIX, 3aMSICTHO-MISCTHBIX, KOJIEHHBIX ).

e TeHnThI, TEHTOBarMHUTHI.

e AcCenTuyecKkrue HEKPO3bl KOCTEN.

OT1iaununs xpounuyeckoro noguaprpura npu CKB

e Murpupyrommi XapakTep NOpaKeHHUS.

e YTpEeHHss CKOBAaHHOCTh HE XapaKTEpHa.

e XapakTepHbI IPEXOISIlINe Cru0aTeIbHbIE KOHTPAKTYPHI.

e Jlepopmanusi cycTaBOB MUHUMAJbHAsI MO3HSSA, CBA3aHa C MPEUMYIIECT-
BEHHBIM IOPAKEHUEM CYXOKUIIBHO-CBA309HOI0 aIllapaTa v MbIIILL.

e DpO3UH KOCTEM, aHKWIIO3bI HE XapAKTEPHBI.

e Hapymenue GpyHKIMNA HE3HAUUTETBHOE.

e [lo1OCTpBIi CHHOBUT C MATOJIOTUEH Sep MPU OUOTICHH.

IMopaxenue Jerkux

e Cyx0il WM BBIIIOTHOW IUIEBPHT.

e JIroIryC-THEBMOHMUT.

e BackyJuT coCy10B JIETKHUX.

B 50-80% cmydaeB HaOmtogaeTcsi CyXOod WIIM BBIIOTHOW TUIEBPUT. Bomb-
HBIX OECHOKOST 0O0Jb B TPY/IHOM KIIETKE, HEOOJBIION CyXOH Kallleib, OJIbIIIKA.
[Tpu HeOOIBIIOM KOJIWYECTBE BBHINOTA IJIEBPUT MOXKET MPOTEKAaTh HE3AMETHO U
JIMIIb TIPU PEHTTEHOJIOTUYECKOM MCCIIENOBAHUM BBIABIIIOT YTOJIIEHUE IIJIEBPHI
WIN KUJIKOCTh B IJIEBPATIBHBIX MOJOCTSIX, OOBIYHO C 00EHX CTOPOH, MPUIOTHS-
TocTh Auadparmbl. HabmogaeTcst u JOBOIBHO MAacCHBHBIA BBINOT, TOCTHUTalO-
i 2 5. [IneBpuT npu BodYaHKE — Ba)KHBIM JMArHOCTHUYECKUN MPU3HAK, TaK
’Ke KaK M MOATAHyTas cnaikamu nuadparma. B BbIIOTE MOXKHO OOHAPYXHTh
BOJTYAHOYHBIC KJIETKH, HU3KUH YPOBEHb KOMIUIEMEHTA U BBICOKOE COJIEpPIKAHHE
UMMYHOTJI00yIMHOB. B BbInoTe conepxutcs 6onee 3% Oenka, 0,55% ritOKO3bI.
MUKpPOCKONTMYECKH B TUIEBPE BBISBISIOT CKOIUIEHHS MakpodaroB u aumdoiu-
TOB. B OTENbHBIX Cilydyasix BO3MOXEH MEPUBACKYJISIPHBIN (PUOPUHOMAHBIA HEK-
pO3 C HEUTpoPWIHLHON U MOHOHYKJIeapHOW MHUIbTpanuen. [Topaxxenue cod-
cTtBeHHO Jerkux npu CKB kak mposiBieHHE KIaCCUYECKOro BacKyJHTa — JI0-
BOJILHO PEJKasl MaToJIOTHsI; OHO OOBIYHO HAOJIIOMaeTCs MPU BHICOKOH OOIICH aK-
TUBHOCTHU 0OJIE€3HHU, COMPOBOXKIACTCS OJBIIIKON, CyXUM KallUIeM, MHOI/a Kpo-
BOXapKaHbeM. JIIOIyC-MTHEBMOHUT Pa3BUBAETCS OOBIYHO B MEPUOJ OOOCTPEHHUS
CKB c BoBie4YeHueM B MpoLecc IPyTUuX OPraHoOB M CUCTEM. B 3TOM cirydae OH
UMUTUPYET MHEBMOHHIO C JINXOPAJKOW, OJBIIIKOM, KalllleM, HHOI1a 00pa3oBa-
HUEM MHQWIbTPATOB B JETKUX. XPOHUYECKHUE (POPMBI JIIOMYC-THEBMOHUTA Xa-
PaKTEPU3YIOTCSI UHTEPCTULMATIBHBIM MMOPAKEHUEM JIETKUX (PEHTT€HOJIOTMYECKU
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onpenenstor aupdy3Hoe yCHUIeHHE JIETOYHOTO PUCYHKA), MOKAIUITMBAaHUEM, TS~
HYIIUMH OOJSIMU M HampsbkeHueM B 00Ky. [laromopdonorudeckoe uccieaoBanue
npu 00enx (hopMax MHEBMOHHUTA BBISIBIISICT OTJIOKEHHUE UMMYHHBIX KOMIUIEKCOB B
CTEHKaX COCYJIOB M aJlbBEOJax C BaCKyJUTOM miu 0e3 takoBoro. [lpu ckanuposa-
HHUH HEPEIKO BBIABISIFOTCS KUCTOBUAHBIE 00pa30BaHMUs B HIDKHHUX OT/AENAX JIETKUX.
[Tatonorus nerkux mpu CKB Hepeako 00ycIoBIMBAET CHHIPOM JIETOUHOW THIIEp-
TeH3UU. BONbHBIE JKANYIOTCA HAa CHJIBHYIO OJBIIIKY, HO PEHTT€HOJIIOTHYECKast Kap-
THUHA HEe U3MeHeHa. JKu3HeHHas eMKOCTh Y ATUX OOJIbHBIX 3HAUYMTEIHHO CHIDKEHA,
JIOBOJILHO OCTPO Pa3BUBAETCs TUIIOKCEMHUS. JOTIepOBCKOE UCCIIETOBAHNE BBISBIISI-
€T JICTOYHYI0 TUIIepTeH3UI0. VIMeeTcs OmacHOCTh MHOKECTBEHHOM JIETOYHOU M-
Oonuu. JIyis nertanbHOM AMArHOCTUKHU COCYJUCTON TMAaTOJOTHHM B JIETKMX HEO0XO-
muma anruorpadus. [Ipu BbICOKOM nMXOpajke, Kaluie ¢ MOKPOTOH HEO0OXOAUMO
POBOJIUTH AU(PPEPEHIIMATBHYIO AUATHOCTUKY C Pa3HOOOPAa3HOM BTOPUYHOM HH-
bekIMoHHOM maronoruei (0akrepuaibHasi, BUpycHas, rpuOkoBas). Haubonee 3a-
TpyaHutenbHa nuddepeHiuanbias AMarHOCTHKA ¢ TyOepKyJe30M, OCOOCHHO Yy
OOJIbHBIX, ITTUTETHHO JICUEHBIX KOPTUKOCTEPOUAaMU. B psizie cirydaeB MpuxoIuTCs
OPOBOANUTH Ype30pOHXHANIbHYIO OHOICHIO. B 1HarHocTuKe MOTyT MOMOYb KOKHBIE
TECTBI, HCCIIEOBAaHHE TUIEBPATBHOTO JKCCyIaTa.

Iopaxkenue cepaua

e Muokapaut (auddy3HbId, O4aroBbIi).

e Dupokapaut Jlubmana-Cakca.

e [lepukapaur.

e KopoHapuur.

e Aoptur.

e Tpom0O03bI MarucTpajibHbIX COCYAOB.

e Tpom0O0(DIEOUTHI.

e [lopaxatorcs Bce 000J0UKH cep/la, HO yalle nepukapia. Bo3Hukaer cy-
XOM MEpUKApIUT, HO B OTHENBHBIX CIy4asX BO3MOXKEH 3HAYUTEJbHBIA BBIIIOT
BIUIOTh JJO TAMIIOHAbI CEPALA.

PeunnuBupyrommi nepukapauT MpUBOJUT K MAaCCHUBHBIM cliaiikaM. B Ta-
KHUX ciydasx aaxe BHe oboctpenus CKB ormeuaercs crolikas 00ib 3a rpyau-
HOM, B OOKY, YCUJIUBAIOIIASICS TIPU CMEXE, YMXaHbE.

Muokapaut oObIYHO HAONIOMAETCS Y OOJIBHBIX C BBHICOKOW aKTUBHOCTBHIO
CKB. Knunuueckas xkaptuHa aud@ysHoro Mmuokapauta, ganasie OKIT u OKI
HE UMEIOT Crieln(PUYECKUX YEPT U COOTBETCTBYIOT KPUTEPUSIM STOM MaTOIOTUH.

[Ipy marasoroaHaTOMUYECKOM HMCCIEAOBAaHUN MOPAKEHHE MUOKAPIA BBI-
SBJIIOT JOBOJBHO YacTO: HAXOASAT OYaroBble MHPUIBTPATHI U3 JIUMQPOIMTOB U
IUIa3MaTHYECKUX KIJIETOK, MOTYT OBITh OYaroBble HEKPO3bl, pyOlIOBbIE M3MEHE-
Hus. B cocynax muokapaa oOHapyKuBaroT oTiioxkeHus: pubpuna. [lopaxkaercs
IIPOBOJAIIAS CUCTEMA CEPALA.

DOHI0Kap/] U30JMPOBAHHO HE nopaxaercd. Kak mpaBuiio, BOBJIEKAIOTCS BCE
000JI04KH ceplia u o0s3aTenbHO nepukap. Kiaccuueckuit sunokapaut JlnOmana-
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Cakca — B ocHOBHOM maromopdosoruueckuii npusHak CKB. Knuuaudecku BbIsB-
JSIFOT HEPE3KO BBIPAKEHHBIE MTOPOKU cepaua. Haiue rnopaxxaercs MUTPAIbHbIN Kia-
IaH, XOTS] MOTYT BOBJIEKATHCS TAKXKE A0PTAJIbHBINA M TPUKYCIUAAIbHBIN KIIallaHbL.

BrIpakeHHOCTh NOpaKeHUsl COCYI0B pa3inuHa. [lopaxarorcs B OCHOBHOM
apTepuu CpeaHero u Mmenkoro kanuOpa. Ilomararor, 4To paznuuus B KIMHUYE-
CKOM MAaTOJIOTMU COCYJI0B 00YCIIOBIJIEHBI COCTABOM UMMYHHBIX KOMILIEKCOB. Bo-
BJICUEHHE KOPOHAPHBIX COCYJIOB C MX OKKJIIO3MEU SBJISIETCS MPUUMHON MH(papK-
Ta MUOKapAa Yy MOJIOABIX >KEHILIHH.

Bo3MOXHBI TOpaXKEHUE a0PThI U €€ BETBEU, ITOAKIFOYNYHONU apTEPUU U KO-
POHAPHBIX COCYJIOB, TPOMOO3bI MAaruCTpPajIbHBIX COCYIOB KOHEUYHOCTEW C TaH-
rpenoii. Hepenko nabmogaroTcss TpoM00(1e0uTh TOBEPXHOCTHBIX BEH IJIeYa U
IIEPETHEN TTIOBEPXHOCTH TPY/IH.

IMopa:kenue :xkeaynouHo-kumednoro tpakra npu CKB naGmomaercs
[IOYTH B MOJIOBUHE clly4aeB. B ocTpelil nmepuoa 00sie3HH XapaKTepHbI KajaoObl
Ha OTCYTCTBHUE alIETUTa, OTBPAILLEHUE K MHUILE, TOIIHOTY, PBOTY, U3KOTY, O0Jb
B Pa3jIMYHbIX OTAENaX XUBOTA. [IpM pEeHTreHOJIOrH4ecKOM HCCIIEJOBAaHUU BO-
BJICUEHHE MHUILIEBOIA B IIpoliecc otMedaroT y 10—15%.

BonbHbIX, HAOTIOJAIOT IUIATALMIO MUIIEBOA, HAPYLICHHE €r0 MOTOPUKH.
[Ipu mMopdosiornueckoM UCCIeIOBAHUM HEPEAKO BBISBISIOT M3bSA3BICHUE CIU-
3UCTOM 00O0JIOUKHU MUIIEBOAA, KEITyIKa U JBEHAIIATUIIEPCTHON KHUILIKH, IereHepa-
LU0 KOJIJIAar€HOBBIX BOJIOKOH, PACIpPOCTpaHEHHbIN apTepuuT. OnucaHa UIIEMHUS
CTEHKH KeJyJIKa WM KUIIeYHHUKa ¢ nepdoparpeit. [lopakenne KuimeyHnKa TeCHO
CBSI3aHO C BOBJICUEHHEM CEPO3HBIX 000JIOUEK M HETOCPEICTBEHHBIM HOPAXKEHUEM
COCYJIOB OpBDKEHKHM U KUIIEYHOTO 3MUTEIHs. APTEPUUT, TOPAXKAIOIUI Me3eHTe-
pHAIIbHBIE COCY/IbI, ABISIETCS OCHOBHOM NMPUYMHOW a0JOMHHAIBHOTO KpHU3a MpHU
CKB. Kak npaBuio, abJoOMHUHaIbHbIE KPU3bl BO3HUKAIOT B MEPHOJ BBICOKOM akx-
tuBHOCTH CKB M cOBNaaaloT ¢ ApyrumMu NpU3HAKAMU BaCKYJIUTa — MOPAXKEHUEM
MHC, oboctpenuem Hedpurta, THKETBIM cHHApoMoM PeitHo. [puuna abmomm-
HAJIBHOTO KpH3a AOCTATOYHO MHOIO, B YACTHOCTH 3TO CEPO3UT (IEPBUYHBII NIEpU-
TOHMT), SI3BEHHOE MMOPAKEHUE KEITy/IKA U KUILIEYHHUKA, TAHKPEATHT.

[Taronorus neuenu npu CKB nposiBiieTcst OT €€ HE3HAYUTENBHOTO YBEJIH-
YeHUs1 JO KapTUHBI JTOBOJBHO TSKEJIOTO renatuta. I'emaTomeranus BbISIBJIICHA B
25-50% cnyuyaeB Mo JaHHBIM Pa3HBIX aBTOPOB, MPHU ITOM KeITyxa Habroaa-
nacek 'y 3—7%; Hepeako nosbimatrorcs ypoBHH AcAT u AnAT. Ilpu rucronoru-
YEeCKOM HCCIIEJOBAaHMM OHOITaTa MEYeHH OTMEYAIOT MOJHOKPOBHE U 3aCTOH B
COCYy/1ax, )KUPOBYIO HH(MUIBTPALIUIO U HEKPO3bl B IOPTAJILHOM cUCTEME.

Ilopa:xenue mouyek. BoryaHouHbIE HEPPUT — KIACCHUYECKOE HMMYHO-
KOMIUJIEKCHOE 3a00JIeBaHHUE.

C 1982 roga 3a pyOoexoM HCIOJB3YeTCS B OCHOBHOM MoOp(osoruueckas
KJaccuukanus Jonyc-aedppura, npempioxennas BO3.

[ — oTcyTcTBUE M3MEHEHMI B OnonTare;

IT — me3anrnanbHbIi HeQPUT;

IIT — ouaroBsIit mposudepaTUBHBIN TIIOMEPYIOHEDPUT;
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IV — nuddy3nsiii nponudepaTUBHBIN riaoMepyoHepur;
V — MeMOpaHO03HBIH rIoMepyioHeppur;
VI — ckiepo3upyronuii rimoMepyaoHepurT.

Mopddosornueckas kinaccupukanms onyc-uegpura (B. B. Cepos u ap.,
Poccusn)

e OuaroBblil BOTYaHOYHBIN MPoiH(epaTUBHBIN.

e Jluddy3HbIi BoTUaHOUHBIN TpOaU(pEepaTUBHBIM.

e MeMOpaHO3HBIH.

e Me3aHrnoMemMOpaHO3HbIN.

e Me3anruonponudepaTuBHBIN.

e Me3aHTrHOKaWUISIPHBIN.

e OUOPOIIIACTUYSCKHUH.

[TaTOrHOMOHUYHBIM MPU3HAKOM He(pHUTa BOIYAHOYHOW MPUPOBI SIBIISIOT-
Csl BHYTPHUIHJIOTEIMAIIBHBIE BUPYCONOJO0HBIE BKIIOYEHUS B KaMMIUISApAaX KITy-
00YKa, HATOMUHAIOLME MUKCOBUPYCHI.

Knunnuyeckas kinaccuuxanus gonyc-ueppura (M. E. Tapee)

¢ bricTpo-niporpeccupyrorniuii Bosraanounbiid Hegput (10-12%).

e Hedput c nepporrueckum cuaapomom (30—40%).

® AKTHBHBII BOTYAHOUHBIN HE(DPUT C BEIPAKEHHBIM MOYEBBIM CHHAPOMOM (30-35%).

e Hedput ¢ MUHUMaJIBbHBIM MOYEBBIM CHHAPOMOM.

bricTpo mporpeccupytonuii BOJYaHOUYHBIH HEDPUT XapakTepusyeTcs Hed-
POTHUYECKUM CUHIPOMOM, TUIEPTEH3UEH (MHOT1a 3JI0KAaYECTBEHHOM ), pAaHHUM (B
NEepBbIE€ MECSIIbI) PA3BUTHEM IMOYEHYHOW HEJOCTATOYHOCTH U KpaiiHe Hebnaro-
MPUSATHBIM MPOTrHO30M. Mopdosorudeck 0ObIYHO 0OHAPYKUBatOT AU Y3HBIHI
nponudepaTUBHBIN BOTYAHOUYHBIM HE(PPUT, YACTO C MOTYTYHUSMHU, CXOACTBOM
KJIIMHUYECKON KapTUHBI M TEUYEHHUS C APYTUMU OBICTPO HPOTPECCUPYIOLIUMHU
He(pputamu. Yactora nannoro Hedputa cocrasiser 10—-12%.

Hedput ¢ nHepporuueckum cungapomom paszpuBaercs y 30—40% OonbHBIX
aronyc HeppuroM. OcoOEHHOCTH BOJYAaHOYHOI'O HE(PPOTHUYECKOTO CHUHIpPOMA!
PEAKOCTh PE3KO BBIPAXKEHHOW NMPOTEUHYPHH, YACTOE COYETAHUE C TMIEPTEH3EH,
reMarypuei, MeHbIIas BBIPAKEHHOCTh IUCIPOTEMHEMHH, YeM Npu Hedpure
Bpaiita, 601ee HU3KOE CoiepKaHUE XOJIECTEPUHA.

AKTHUBHBIN BOJTYaHOUYHBIM HEPPUT C BHIPAKEHHBIM MOYEBBHIM CHHAPOMOM
HaOmomaercst mpuMepHo y 1/3 6onpabiX. KimmHMueckas kapTuHa XapakTepu3y-
eTcsl nmpoTeuHypuei Boie 0,5 r/cyT, SpUTPOUUTYpUEH, JIEUKOLIUTYpUEH. DPUT-
POLIMTYPHUSI MOCTOSIHHA, OOBIYHO HAOIIOACTCS B COYETAHHM C MPOTEHHYpPUEH;
U30JIMpOBaHHasl TeMaTypusi (remarypudeckuii Hedput) penka. JledkouuTypus
MOKET OBITh CJIEJACTBUEM KaK BOJYAHOYHOI'O BOCHAIMTENILHOIO Mpoliecca B MOY-
Kax, TaK U HEPEAKOr0 MPUCOEAMHEHUS BTOPUYHOM WMHEOEKIIMM MOYEBBIX MyTEH.
UccnenoBanue ocanka Moyr moMmoraeTr AuddepeHpoBaTb 000CTPEHUE JIHOITYC-
Hedputa (B 0cajke MOUYH MPeodsaaaoT HeuTpoduisl). O4eHb BBICOKAsS JICHKOIIHU-
Typus (Bbime 50x10°/cyT) Beerna sABISCTCS CIEACTBUEM BTOPHYHOI MHMEKIIHHL.
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Kak oTaenbHbI BapuaHT BBIACISIIOT HEPPUT C MUHUMAJIbHBIM MOYEBBIM
CHUHIPOMOM — mpoTeunypus Hwxke 0,5 r/cyT, nHorga HeOonbIIas JEHKOIUTY-
pUsd U SPUTPOLUTYPHUS (EAUHUYHBIE 3JIEMEHTHI B IOJIE 3pEeHUs). ApTEepuaibHOE
JlaBJIeHHE HOpMaslbHOE, (PyHKIIMS MOYeK coxpaHeHa. B 3ToMm cirydae U3 3kcTpa-
pEHAIBHBIX MPOSABICHUN B KapTUHE O0JIe3HM Mpeo0JadaroT CyCTaBHOM CHUH-
JIPOM, CEpO3UTHI, MUOKapAUT, nHoraa nopaxenue [{HC.

IHopaskeHue HEPBHOU CHUCTEMBbI

e Backyonarus ¢ rTHalliHU3alUeN COCY10B, MEPUBACKYJISIPHBIM JIUMGOIH-
TO30M U SHIOTENNATIBHON poIu(epanuei.

e Tpom0O03bI ¥ UCTUHHBIE BACKYJIUTHI.

e ndapkThl 1 reMopparumu.

AHTHUHEWpOHAIbHBIE AHTUTENA BO3JCUCTBYIOT Ha MeMOpaHbl HEHpPOHOB,
BbI3bIBas T€EM caMbIM HapymeHueM ¢pynkuuu [THC.

B niepebpocnuHaibHON KUAKOCTH OOHAPYKUBAIOTCS JTUM(OIUTOTOKCHYE-
CKHE aHTUHEUpPOHANIbHBIE U JAPYrue aHTuTeNna. Becbma MIUPOK CHEKTP HEBPOJIO-
TUYECKUX HAPYIICHHUH, CBI3aHHBIA C HATUYUEeM aHTHU(HOCHOIUIUIHBIX aHTUTET
(MHCYTIBTBI, TPOMOO3bI CETYATKH H JIP.).

C nomomnipto SAMP wim KOMIbIOTEpHON TOMOTrpaduu BBISBISIOT HEOOJIb-
M€ 30HbI MH(ApKTa U reMopparuii B TOJOBHOM Mo3re (KOTOpble, KaK IoJiara-
I0T, JISKAaT B OCHOBE IiepeOpasibHOM aTpoduu), pacuimpeHue 60po3n y 00b-
IIMHCTBA 00CIEAyEeMbIX OOJIBHBIX, TUAPOIIe(aTHIO.

[TopakeHue 4epemHbpIXx HEPBOB HAOIIOJAETCs TOUTH Y 1/3 OONMBHBIX.

[Ipexonsmyie HapylIeHHs] MO3TOBOTO KpOBOOOpalieHus HAOIIOIAI0TCS B
31,5% cnyuyaeB U COMpPOBOKIAIOTCS OOIIEMO3TOBOM, OUYAaroBON MJIM CMEIIaHHON
CUMIITOMATUKOM, COXpaHsitolecs He 6oJiee 24 4acoB.

Xopest 0ObIUHO pa3BUBAETCS B Hauajie 3a00JIeBaHMUS.

HccaenoBanne cnuHHOMO3roBoii s;kuaxkoctu npu CKB:
e benok 0,5 — 1 r/nutp;

e 50—100 MOHOHYKJIEAPOB;

e [loBbIlIEHNE YPOBHS alIbOYMHUHA;

e Husknii ypoBeHb komiieMeHnTa C4;

e Anturena k JIHK;

¢ lIMmmyHnHnbIe KOMIuiekes! JIHK — antn/I[HK.

KiuHuka nopaxkeHusi HepBHOM CUCTEMBI

e CynoposkHble TpUIaaku (O0IbIINE, MaJIbie, BUCOYHAS DITUJICTICHS ).

e ["os10BHAst 00JIb.

e [Icuxuyeckue paccTpoilcTBa (memnpeccusi, MaHusi, J1€30pUCHTAIUsA, CHU-
YKEHUE UHTEJUICKTa, NaMATH, 130 PEHONOA00HbIN).

e [[opaxkeHue yepenHbIX HEPBOB.

e ['emMunapes, reMUILIETUs, Taparyierusi.

e Xopes.

e OCTpblii MONIEPEYHBINA MUECIIUT.
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JlaGoparopnas nuarnocruxka CKB:

e Bonuanounslie (LE) kieTku.

e Antutena k nycnupanbHoi JTHK (50%).

e Anturena k ognocnupansaoi [IHK (60—70%).

e Antutena k ructony (70%).

e AHTHHYKJI€apHbIi (akTop (aHTUTENA K LIETLHOMY SJIPY KIETKH).
e KpronpeuunuTuHsI.

e [[upkynupyronme UMMYHHbIE KOMIUIEKCHI.

e PeBMatouaHbIi (paxTop.

e AHTHUTEIA K JIEUKOLIUTAM.

e AHTHUTENIa K TPOMOOLIUTAM.

e [losoxurensHas peakuus KymoOca.

¢ ['uneprammaraoOyIHHEMUSI.

e CHmxeH ypoBeHb KoMiieMenta CHS50 u C3.

e AHemusi HOpMOIIUTApHAsT HOPMOXPOMHAAI.

e JlelikoneHnusi, TMM(OUUTONEHUS.

e TpombouuToneHusl.

e Antutena k gakropam ceeptbiBanus kposu (VIII, IX, XII).
e AHTU(OCHOIUNUIHBIE AHTUTEIA.

e [Tobimenue COD.

Jquarnocruyeckue kpurepun CKB (APA, 1982 r)

e DpuTeMa Ha LIeKax, HaJ CKYJIOBBIMU JAyraMu.

e JIMCKOMIHbIE OYard BOJTYAHKH.

e doTOCEHCHOUTU3ALIUS.

e S3BBI B ITOJIOCTH PTa WX HOCA.

e Heapo3uBHbIN apTpuT.

e [[l1eBpUT WM NEpUKAPIHUT.

e [lepcuctupyronias nporeunypust 6osaee 0,5 r/cyT win U3MEHEHUs: MOYe-

BOI'0 oCaaka.

e Cy10pOr" M TICUXO3BI.
e [‘eMonUTUYECKAsI AHEMUS WJTH JICHKOIICHUS UM TPOMOOIIUTOIICHHUS.
e Bonuanounsle kneTku wian antutena Kk JIHK wmu Sm-antutena nmba

JIOKHO-TIOJIOKUTCIIbHAS PCAKIIUA BaccepMaHa.

e Hayimume anTuHyKIeapHoro (axropa.
Ilposedenue oughpepenyuanvnozo ouaznosa

Jnddepenunanbublii Juarno3 CKB Hy:KHO MPpOBOAUTH C:
e TyOepkyres.
e bosiesnu kpoBu: auMporpanyiemMaro3, MueaoMHas 00Jie3Hb, T€MOIUTH-

YCCKHUC aHCMUU, TpOM6OI_II/ITOH€HI/II/I, JICHKO3.
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e Capkonios.

e ChIBOpOTOUYHAsA 00JIE3Hb.

o CIIN/.

¢ bose3us Jlaiima.

e lI30nupoBanHbIii aHTU(HOCHOTUTTUIHBINA CHHIPOM.

AHTH(OCHOMMIIMAHBIA CHHAPOM — CHMITOMOKOMIIIEKC, XapaKTepH-
3YIOLIUICS pEeUUIUBUPYIOLIMMHI BEHO3HBIMU W/WIIM apTepUabHBIMU TPOMOO3a-
MU U TIOT€peH MIoja, a TakKe TPOMOOIIMTOIICHUEH, pa3BUBAIOIICCs Ha GoHE
TUNEPNPOAYKIIMU aHTU(HOCHOIUITHUIHBIX AaHTUTET.

Kpurepuu antugocposunuaHoro CHHapoma:

e CocymucThIii TpoMOO03: AMU30BI apTEPUATHLHOTO, BEHO3HOTO TpoMO03a
WK TPOMOO3a MEJIKMX COCYI0B, KPOBOCHAOKAIOIIMX K000 OpraH U TKaHb.

e AKylepckasi maToJOTus: HEOObSICHUMAsA THOeNb MOPHOIOTUYECKH HOP-
MajpHOrO Mioja A0 10 Hex recranuu auO0 MpexaeBpeMeHHas rudeias Mopdo-
JIOTUYECKH HOPMAJIBHOTO IjIoja 10 34 Hej recTanud Jud0 HEOOBSCHUMBIC
CIIOHTaHHbIE a00pThI 10 10 Hes recTanuu.

e AnTutena Kk kapauosunuHy IgG wmm IgM B ChIBOPOTKE B CPEIHUX WUIIU
BBICOKHMX TUTpax IO KpaHEW Mepe 2 pa3a B TEUEHHUE 6 HENEIIb.

¢ VY uHeHre 3aBUCUMOT0 0T (pochoaunuaoB CBEpPTHIBAHUS KPOBH.

JIEHEHUE CKB

e KopTukocTepounibl.

e [[uTocTaTyecKkne MMMYHOICTIPECCAHTHI (a3aTHONPUH, mUKIo(ochammn,
xJopaMOy1uI).

® 4 — AMMHOXWHOJIMHOBBIC TTPOU3BOIHBIC (TUTAKBEHWUJI, ICTIATHII).

e [Inazmadapes, numdadapes, UMMyHOCOPOIIHS.

Koptukocrepouasbi

v AGCOMIOTHBIE TIOKA3aHMs: OCTPas, IoAocTpas GpopMa U 000CTPEHUE XPO-
Huueckoi CKB.

v/ IIpenapat BEIOOpa — METHJIIPEIHH30JI0H.

B Tabmure 2 npencrabnena cxema sieueHuss CKB nipu pa3mudHbBIX TOKa3aHMSX.

Tabmuua 2 — Cxema neuenuss CKB

IlokazaHnus Jlo3a

Hedporuueckuii cHHAPOM, MEHHHTORHIIE(AIIHT,
TeMOJIMTUYECKUHA KPH3

1 Mr/kr/cyT (B pacuere Ha IPEHU30JIOH )

OcTpoe, HOJ0CTPOE TeUEHHE 3 CT. AKTUBHOCTH 40-50 mr/cyr (32-40mr/ cyT meTiimpen-

HU30JI0H)
[TomocTpoe Tedyenme 2 cT. akT. U XpoH. Tede- | 30—40 mr/cyt (24-32mr/ cyT MeTuinpea-
HHE 2—3 CT. aKT HH30JI0H)
| oT. AKTHBHOCTH 15-25 wmr/cyt (12-20mr/cyT meTunmpen-
HU30JI0H)
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[Ipu CHUKEHUU KIMHUKO-JIA00PAaTOPHBIX MPU3HAKOB aKTUBHOCTHU 10 1-2 cTe-
MIEHU aKTHUBHOCTH (0053aT€bHO MCYE3HOBEHWE MOJHAPTPUTA, TMOJIUCEPO3UTA,
MHUOKapJIUTa) CYTOYHYIO JI03Y CHIKAIOT 10 MUHMMAJIbHOM MOIAECPKUBAIOLIECH
(4—8 mr meTunnpeaHu3010Ha Wi 5—10 Mr mpeHU30J10Ha).

Iyabc-Tepanus

IHoka3anusi:

e [Iporpeccupyromuii riomMepynoHePpur.

e Herpomromyc.

e ['eMOJIMTHUECKUI KPU3.

e TpombonuTonepuyueckas mypiypa.

e [lonucepo3ur.

¢ Bricokast akTUBHOCTB 0071€3HM Ha (POHE OCTPOTO WITH MOJOCTPOTO TEUEHHSI.

BHyTpuBeHHO KarneabHO MeTuJanpeanu3oon mno 1000 mr B 250 mu ¢du-
3MO0JIOTMYECKOT0 pacTBoOpa B TeueHue 35—45 munyt (60 kamnenb B MUHYTY) 1 pa3
B JIEHb Ha MpOTsKeHUH 3 cyTok noapsa. Ognospemenno no 5000 E/] renapuna
BHYTPHUBEHHO KaIleJIbHO €KETHEBHO.

MuHu-nyjabc-Ttepanusi: MeTuInpeaHn3010H 250-500 Mr/cyTku BHYTpPH-
BEHHO KanejabHO 3—6 JHEN eXKeTHEBHO.

Iloxa3anus:

v T1oKuUII0# BO3PACT.

v AprepuaibHasi TUIIEPTEH3HU.

v’ BolpaxkeHHOE IOpaXkeHNe MUOKAp/a.

KomOuHupoBanHasi myJbc-Tepanusi: BHYTPUBEHHO KamnejibHO MeETHJI-
npeann3oyoH no 1000 mr B 250 miul (U3HOIOTHYECKOTO PacTBOpa B TEUECHUE
35-45 munyT (60 karens B MUHYTY) | pa3 B JIeHb Ha MPOTSHKEHUU 3 CyTOK MOAPS.
OnnoBpemenHo 1o 5000 EJ] renapuHa BHYTPUBEHHO KaIlEIbHO €KEAHEBHO.

Hurocratuxku npu CKB:

IMoxka3zanus:

¢ Bricokasi akTUBHOCTb U OBICTPO — MPOTrPECUPYIOIIEE TEUCHHUE.

o AKTUBHBIN HeDPOTHUECKUI U HEDPUTHIECKUE CUHAPOMBI.

e Henocrarounas s ¢dexruBaocts I'KC.

e KOopTUKOCTEpOU103aBUCUMOCTb.

e Heo0xo1mMOoCTh OBICTPO YMEHBIIUTH NoaBisonLyto 103y I'KC.

* [Muxsodochamua 500 mr 1 pa3 B Henenmo (4 BBeIEHUs ), 3aTEM €KEMECSUHO
o 1000 mr B TeueHue 6 mecsIieB, 3aTeM Kaxanie 3 mecsiia mo 1000 mr 1o 24 mec.

* AzatuonpuH 100-200 mr/cyT 2-2,5 mecsua, 3arem 50-100 mr/cyt (Mme-
CSAIIBI, TOJIBI).

* MetoTpekcar 7,5-15 Mr B Helent0 BHYTPb; MPHU TAKEIOM MOPAKEHUU
[THC 10 Mr BmecTe ¢ 20Mr 1eKcaMeTa3oHa o] CIIMHHOMO3TOBYIO 000J104uKy 1 pa3
B HEJICNIO 2—7 HEJENb.
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AMMHOXUHOJIMHOBBIEC Mpou3BoaHbIe npu CKB:

IToka3ansl npu JieueHnH KOXKHBIX nposiBaeHnid CKB u B nepuon cHmxeHus
1103 TIFOKOKOPTHUKOCTEPOUIOB U LIMTOCTATUKOB.

e [InakBenun 0,2—0,6 r/cyT (Tozsl).

o Jlenarun 0,25-0,5 r/cyT (rompr).

Jleyenue awonyc-uedpura:

v MeTrIIpeTHM30I0H (10361 CM. BBIIIE).
v Luknopochamu (03561 CM. BEIIIE).

v’ T'enapun 5000-20000 ex/cyt 3 Hepenu.
v Kypanrtun 150-300 mr cyT 3—6 Heneb.
v [lnasmadapes.

v’ T'emocopOuus.

JonoJiHuTeNbHBIE penapaTthl npu Jedyenun CKB:

e [{uknocnopun A 3—6 Mr/neHs.

e ImmynornoOynunst 400 MI/Kr/CyT B Te4eHHE 5 THEW C MHTEpBAJIOM 3 He-
nienu (Bcero 3 1muKiia).

e Anb(da- U ramMmma-uHTEpPEPOHBI MO PATUYHBIM CXeMaM (EKEIHEBHBIC
WHBEKIINYU B TCUCHUE 3 HEJIEIIb, 4 3aTEM 2 pa3a B HEJEIIO B TCUCHUE 3 MECSIIEB.
e MoHoknoHanbHbIe aHTU-CD4-anturena.

¢ lIMMyHOMOYTUpYIOIIHE TpemapaThl (JIeBaMHU30J, (PEHTH30JI, JieaKa-
muH). Jleakagua B/BerHo 100 mr/mens — 10 mHEH.

e JlarcoH — MPUMEHSIOT [IPU JIEYEHUH KOXKHBIX MposiBieHui 50—150 Mr/neHs.

e JlaHazon — cnaOblil aHIPOTEHHBIN Mpenapar, MPUMEHSIOT B KOMILJIEKC-
HOM Tepanuu TPOMOOIUTOTICHHUH.

Ipoduniaakruka odocrpenuii CKB:

e /lucnancepHoe HaOJIOIEHUE.
e [[pyHMMAaTh rOPMOHAJIBHBIE MIPENAapaThl B CTPOrO HA3HAYEHHOM J103€.
e He 3aropats, He nepeoxiiaxaarscs. [[pumeHsTs (oTO3aMTHBIE Ma3H.

e M306¢erarn PAa3JIMYHBIX OIICPATHBHBIX BMCIIATCILCTB, IPUBUBOK, BAKIIUH U
BBCACHUA CBIBOPOTOK.

e Co0t01aTh OXPAaHUTEIBHBIN PEKUM.
¢ AJIeKBaTHOE JICUEHNE 0YaroBOW M UHTEPKYPPEHTHON MHDEKITUY.

IIporuo3 npu CKB:

e [IporHoctuuecku HeOIATONIPUSATHBIE (PAKTOPHI:
v' Heiiposronyc 1 JIonyc-He(pUT Ha pAHHUX CTaIUsX.
v’ I'eMaTo0rn4ecKie Kpu3bl ¢ TPOMOOIMTONEHHEI.
v' Hauaio 3a6oneBanus 14-24 ropa.
IIpyn panHeM pAacCNO3HABAHWM WU AJ€KBATHOM JICYCHUM YIAeTCH 10-
outbes pemuccuu y 90% 6oabnbix CKB.
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JIEKIIASA 7
PEBMATOW/IHBII APTPUT

Pesmatonanbiii aprput (PA) npeacrasiiger co00il BOCHAIUTENBHOE XPO-
HUYECKOE CUCTEMHOE 3a00jeBaHue. PaccMOTpeHbl MEXaHU3MBI, JIEXaIlUe B OC-
HOBE 3TOr0 XPOHMYECKOTO BOCHAIUTENBHOrO mpouecca. PA npexnae Bcero mo-
paxkaeT CMHOBHAJIbHYIO 000JI0uKy cycTaBa. lIporpeccupyromuii BocnaauTesb-
HBIM Ipolecc BeIeT K NOoTepe Xpsllia, 3p03Un KOCTH U BO MHOTHX CIy4asx K He-
oOpaTuMoMy paspylieHHuIo cycTaBa. HoBas mapaaurma jiedeHust mpeaycMarpu-
BacT paHHEEe Hayajo AHTHMPEBMATHUYECKOW Tepanmuu. YKas3aHbl Mpenaparbl, Uc-
MOJIb3yEeMBbI TIPH JIeueHUU 00JIbHBIX PA.

MKDB 10: MO05 Cepono3utuBHblii peBMatouanblii aptput; M06 [Ipyrue
peBmartousiabie apTpuThl; M05.0 Cunapom Dentu; M05.1 PeBmarouanas 6o-
ne3upb Jerkux; M05.2 Pesmartouansiii Backyaut; M05.3 PeBMaTOuIHBIN apT-
pUT € BOBJI€YEHUEM ApYyrux opraHoB u cuctem; M06.0 CepoHeraTuBHbIi peB-
Marouansii aptput; M06.1 bonesns Ctuiia y B3pocasix; M06.9 PeBmaron-
HBIM apTPUT HEYTOUYHEHHBIN.

[ToacumTano, uto Bo BceM mupe PA ctpagaror 58 mitH. yenoBek. Yaiie Bcero
Oosie3Hb HaUMHaeTcs B Bo3pacte ot 20 10 60 sieT, muk 3a00J1IeBaEMOCTH IPUXOIUTCS
Ha BOo3pacT oT 35 10 45 neT. 3a0071€BaeMOCTh YBETMUMBAETCS C BO3PACTOM Uy MYK-
YUH, U y KEHIIHH; PA — coBceM He pelKOCThb y MOXKUJIBIX U IpPECTApPEibIX.
Kenuun 310 3a001€BaHue OpaXxaeT B 2—3 pasa yalle, 4eM MYKYHH.

[Ipexne Bcero PA mopakaeT CHHOBHAJIbHYIO 000JIOUKY CycTaBa, XOTsI MO-
JKET 3aTparvuBaTh W APYrMe OpraHbl, BKIIOYAs JIETKWE, CEple, ria3za, MOYKH,
KOXY M COCYIUCTYIO CHCTEMY. B pe3ynbTaTe ImpOJ0Karolerocsi BOCHAICHUS
CHHOBHUAJIBHOM 000JIOYKHU CYCTaBOB CMHOBHAJIBHBIN CIOW 3aMETHO pa3pacTraerT-
csl, CHHOBHaJbHas 000JI0uKa yToJaeTcs U o0pa3yrorcs BOpcUHKU. CHHOBH-
aJIbHAsI TKaHb, KOHTAKTUPYIOIIAs C XPSIIOM, MOXET pa3pacTaThCsl, CPACTaThCs C
€ro NOBEPXHOCTBIO U B KOHIIE KOHIIOB Pa3pyIlIUTh IOBEPXHOCTh CyCTaBa.

I'mnepniiasusi BBICTUJIAKONIET0 CJ0 CHHOBHAJIBLHON 000JI0YKHM —
npu3zHak PA.

BocnanurenbHslil nponecc BeAeT K MOTEpe Xpslla, 3PO3UH KOCTH U BO
MHOTHX ClIydasx K HeoOpaTUMOMY pa3pylIeHUIO CyCcTaBa, YTO HAHOCUT YIIEpO
GyHKIIMU CycTaBa M MNPUBOAUT K 3HAYUTEIBHON MOTEpPE TPYIOCIHOCOOHOCTH.
OmnpeneneHsbl reHeTuuecKrue (HaKToOPhl, CBSI3aHHBIC C MPEIPACIOIOKEHHOCThIO K
PA. Cuuraercs, 4To onpejesieHHbIE CTUMYJIBI (ITOKA YTO HE MIACHTU(ULIUPOBAH-
HbIC) MPUBOJAT B JIEHCTBUE IMyCKOBOW MEXaHW3M Hadajia 0OJIe3HU y reHeTude-
CKM BOCIIPUUMYMBBIX Jtojiel. XoTst PA uHorna xinaccupuuupyroT Kak ayTouM-
MyHHO€ 3a00JIeBaHUE€, HEJOCTATOYHO CBUIECTEIIHCTB HAIMYUA B OpPraHU3ME HM-
MYHHBIX pPEaKIiii, HalpaBIEHHBIX MPOTUB ce0sl, HE CUUTasi BHIPAOOTKH pEeBMa-
TOMJHOTO (PAKTOpa M AHTUKOJIAT€HOBBIX AHTUTE.
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IHaTosnorus

CuHoBuanbHas 000JI09Ka SBISETCS OCHOBHON MUIIIEHBIO BOCTIATUTEIHLHOTO
npouecca npu PA. Dta BiaxHas, riagkas 0007104YKa 3alIUIIAeT BOJIOKHUCTYIO
000JI0YKy CyCTaBOB M 00pa3yeTcsi U3 KJIETOK B AIMOPHOHAIBHOM ME3E€HXHUMHOM
cioe. B HOpManbHOM cycTaBe CUHOBHaIbHAsA 000JI0YKA U BOJIOKHHUCTAs KarcyJia
CycTaBa MPHUKPETUISIOTCS K TKAHSM CKeJleTa B O0JacTH COCIWHEHUS XPsIla |
koctu. CHHOBHAIbHAS 0007I09YKa B HOPMAJILHOM COCTOSIHUHM HE BBIXOJHT Ha II0-
BEPXHOCTh cycTaBa. CHHOBHAIBHYIO O0OJIOYKY, WJIH CHHOBHAIBHYIO WHTUMY,
BBICTHJIACT CJIOW KJIETOK, HanOosiee OJU3KO PaCIOIOKEHHBIX K IMOJOCTH CyCTa-
Ba, B HOPMQJIBHOM COCTOSIHUM €TO TOJIIIIMHA COCTABIIIET OT OJHOM IO TpeX Kie-
ToK. KiteTku, BRICTHIIAIOIINE CHHOBHAIBHYIO 000JIOUKY, CBOOOTHO COSTUHEHBI C
Oosee TIIyOOKMMHU TKaHSIMU CHHOBUAJIBLHOW 00OJIOYKH, UM CyOMHTUMOM, U 00-
Pa3yIoT MPEPHIBUCTHIN CIOW 0€3 TeCHbIX COeAMHEHUN. XapaKTEepPHbIMU OCOOEH-
HOCTSIMHU SIBJISIFOTCS TIOBBIIICHHAs] HACHIIIEHHOCTh KJIETKaMH (THUIEPIIa3us)
CJI05, BBICTHJIAIOIIETO CHHOBUAIBHYIO O00JIOUKY, OTJIOkKEHUE (PubprHa Ha mo-
BEPXHOCTH CHHOBUAIBHOW 000J0UKH, Mpoikdepalnsi KpOBEHOCHBIX COCYJIOB, a
Takke UHPUIBTPAIMS CHHOBUAIHLHOW 000J0YKH BOCHAIUTEILHBIMU KJIETKAMHU,
BKJIFOYAsT JTUMQOIUTHI, TUIA3MOIUTHI, Makpodaru W JCHIPUTHBIC KIeTKU. [ u-
MIEPIUIAa3HUs CJIO0S, BHICTUJIAIONIETO CHHOBHAIBLHYIO 000JIOUKY, SBJISICTCS TpHU3HA-
koM PA. I'maBHBIM MEXaHW3MOM THIIEPILIA3UU CJIO0SI, BHICTHUIIAIOIIETO CHHOBH-
ATBHYI0 000JI0YKY, OUEBHJIHO, SBJISICTCS MPUBJICYCHIUE MOHOITUTOB-MaKpodaros
U3 KOCTHOTO Mo3ra. [ Ty00OKO B THIIEPIUIACTHYECCKOM BBICTUJIAIONIEM CJIOC JIM-
(GOIMTHI CKAIUTMBAIOTCS B PAOHE PACIIONIOKEHHS COCYIOB, B «IIEPEXOIHBIX 30-
Hax» U B TUM(POUTHBIX Maccax.

IMaTtorene3. CoBpemeHHas KoHUenus pazsutus PA takoBa: B oCHOBe 3a-
OoJieBaHUA JICKUT UHAYKIUS BBIPAOOTKUA MPOTHBOBOCHAIUTEIBHBIX IUTOKUHOB
U XEMOKHMHOB JK30T€HHBIMH (PAKTOpaMH, YTO CHOCOOCTBYET pPa3MEIIECHUI0 MO-
JIEKYJT aAre3uy Ha MOBEPXHOCTU DHAOTENHS U CTUMYJIUPYET MPUTOK IUPKYJIIHU-
PYIOIIMX B KPOBSHOM PYCJI€ JICUKOIIUTOB B BOCIIAJIEHHOE CHHOBUAIBHOE TIPO-
CTpaHCTBO. B3anMopeiicTBuE aHTUTCHIPE3CHTUPYIOMUX KIETOK (Makpodaros,
B-xnerok, neHapudeckux KIETOK) ¢ T-KIeTKaMu W aHTUTEHAMH TJIaBHOTO KOM-
IJIEKCA TUCTOCOBMECTUMOCTH BENIET K 00Pa30BaHUIO TPEXMOJICKYIISIPHOTO KOM-
iekca. BzanmopeiicTBue o0pa3oBaBmierocss KOHTJIOMepaTa ¢ MOJIEKyIaMH aj-
Te3Ud U KO-CTUMYJIAIMHA CIIOCOOCTBYET OCBOOOKICHHIO MPOBOCIATUTEIBHBIX
IIUTOKWHOB. [ [MTOKMHEI, B CBOIO OYEpPEib, CTUMYJIMPYIOT 00Opa3oBaHUE MTaHHYCa-
TUNEPIUIA3UI0 CHHOBHAIBHBIX KJIETOK W aKTHUBAIUIO OCTEOKIJIACTOB C TOCIe-
JyIOIIe MHBa3uel TpaHyJSIUOHHON TKaHU B XPAIl U KOCTh, C OJIHOBPEMEH-
HBIM MX pa3pylIeHUEM MPOTEOTUTHIECKUMU (DEPMEHTAMHU.

[IpyHuMas BO BHUMaHUE OMUCAHHOE Pa3BUTHE COOBITUM, a TAKXKE TO, YTO B
POTrPECCUPOBAHUU 3a00JI€BaHMS PelIaONIMi (PakTOp — MHOTr00Opa3ue naroreHe-
THYECKUX 2JIEMEHTOB, MUITICHSIMU TEPAIIEBTUYIECKOTO BO3ICHUCTBUS SBISIFOTCS: 1) MO-
JICKYJIbI aIre3ur, 2) XeMOKHHBI. 3) KJIeTKHA BocnajieHus: T-, B-mumdonurel, 1eHI-
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pUYECKHe KIETKW; Makpodard, CMHOBHaJIbHBIE (UOpOOIacThl, 4) KO-CTUMYJIU-
pYIOIIME KJIETKH, 5) IIMTOKUHBI, 6) (haKTOPBI aHTUOTEHE3a, 7) MPOTEOTUTHICCKUE
dbepmenTsl, 8) KackaJl BHyTPUKIETOUHOW CUTHAJIBLHOW TPAaHCAYKIIUHU, TEHEPUPYIO-
M TPOBOCHAJIUTENFHBIE MOJIEKYJbl. HecMOTpsi Ha TEepCreKTUBy pa3pabOTKH
MpernapaToB, BIUSIONIMX HAa YKa3aHHbIE KOMIIOHEHThI BOCIIAJIUTENILHOTO MPOILIecca,
JIMIIb TPU U3 HUX SIBJSIIOTCS peabHBIMU MUIIEHSIMU: KO-CTUMYJIMPYIOIINE MOJie-
KyJibl, B-knerku u uutokun NJI-6.

CHavana KIMHUYECKas KapTUHA HAIOMUHAET OaHAIbHBIA BOCHAIUTEIbHBIH
npoiiecc (MOBBIIEHUE KOXXHOW TeMIepaTypbl, MPUIYXJIOCTh, OO0JIE3HEHHOCTH
cycraBa). B TeueHue NIMTETHHOTO BPEMEHH OOJIE3Hb MPOSBISCTCS MHUKPOCHM-
ntomamu (y 70-80% OOJBHBIX): TPEXOASIINE apTPAITHH, aPTPUTHI, MPOXOIs-
e 0eccaeHO MOCIe JeUeHMs], He3HAUUTENIbHAsI YTPEHHSsI CKOBAHHOCTb.

[TopaxkatoTcsi mpOKCHMaJIbHbIE MeEX(aaaHTOBbIE CYCTaBbl, 2—3 TMSICTHO-
¢danaHTrOBBIE CYCTaBbl, 0OBIYHO CHMMETPUYHO. Pexe MOryT mopakaThCs KOJICH-
HbIE CYCTaBbl, IIJICYEBBIE, JTyU€3aIsICTHbIC, CYCTaBbl CTOIl, HO TOXE OTMEYaETCs
CUMMETPUYHOCTh MOPAKEHHUS.

Jns Hayana 3a0o0seBaHMs XapakTepHa MPUITYXJIOCTh, 1epopmMalius cycrana,
00JIM, YTPEHHSII CKOBAHHOCTH, MOSIBJIIOTCS MOJIBBIBUXU U BBIBUXHM B CyCTaBax,
00yCIJIOBIIGHHBIE Pa3pyIlIEHHEM CyCTaBa M BO3HUKAET XapaKTepHas PEBMATOMU/I-
Hasi KUCTh, HAIOMHUHAIOIIAS JIally MOp»a, NaJiblibl B OOKOBOW MPOEKIMU HaIlo-
MUHAIOT Jiebeauuyto 1meto. [lopakeHHast 30Ha cycTaBa CIIOCOOCTBYET Hapylile-
HUIO KPOBOOOpAITICHUS U pa3BUBACTCS aMHOTPOQUsI, KUCTh KaK ObI UCTOIICHA.

PeHTreHosiornueckue NpU3HaKu:

1. Octeonopo3 BOJIMU3U MOPAKEHHOTO CyCTaBa.

2. Opo3uu, KUICTOBUIHBIE IPOCBETIEHUS, Y3YPhl CYCTaBHBIX IOBEPXHOCTEN.
3. PaBHOMEpHOE Cy>KE€HHE CyCTaBHOM IIETH.

4. lectpyKiusi cycTaBa ¢ siBIeHUsIMU (PUOPO3HOT0, a 3aT€M U KOCTHOTO aHKUJIO3a.
Boinensitot 2 ummynonozuueckue popmot PA:

® CEpOIIO3UTHBHBIH (B CHIBOPOTKE KPOBH OOJILHOTO ecTh PD B THTpe He MeHee 1:40);
e cepoHeratuBHbI (PD He 0OHaApYKUBAETCH).

BHecycTraBHblIe nposiBiieHusi PA

Koncmumyyuonanvnvie: TeHepann3oBaHHas ciaboCTh, MOXYJAaHUE, JIUXO-
pajiKa, moTepsi MBIIICYHON MaCCHI.

Cepoye: nepukapaut (4daiie GuOPUHO3HBIN) YAaCTO COUYETACTCS C TUICBPU-
TOM, BaCKYyJIHT —MHOKAP/UT, TPaHyJIeMaTO3HOE MOPaKEHUE KIIAMIAHOB (PEIKO UC-
XOJ] B @0pTaJIbHBINM OPOK UM MUTPAJIbHBIN ), paHHEE Pa3BUTHE aTEPOCKIIEPO3a.

Jleckue: TINEBPUT, UHTEPCTUIIMATBHOE 3a0ojeBaHue Jerkux (auddy3HbIit
aJIbBEOJIUT, OOJETUPUPYIOUIUN OpPOHXMOIUT, PEBMATOMIHBIC Y3€IKH (MOXET
ObITh MUJIMAPTHAS KapTHHA, cuHIpoM Karutana), BacKyJuT.

Kooica: peBMaTtouaHbie y3€iIKd, YTOIIICHHE U TUNEPTPOdUs KOXKHU, BACKY-
JIUT, JUTUTAIBHBIA apTEPUHUT, CETYATOE JIUBEIO, MHUKPOUH(APKTH B 00JACTH
HOT'TEBOIO JIOKa, CHHpoM PeliHo.
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Hepsnas cucmema (3ampacusaem vasa nervorunt):. KOMIIPECCUOHHAsI HEHl-
ponarus, CUMMETPUYHAs CEHCOMAaTOpHas HeHpomnaTHsi, MHOXECTBEHHBIA MOHO-
HEBPUT (BACKYJIUT), IIEPBUKATBHBIA MUenUT. MoryT ObITh ToaBeBUXH I, I m1ei-
HBIX ITO3BOHKOB U Pa3BUBAOTCS BTOPUYHbBIE HEBPOJIOTUUHBIE U3MEHEHMUS.

I na3a: cyxou KepaTOKOHBIOKTUBUT, SIUCKIEPUT, CKIIEPUT, CKICPOMAIIALIS
(penxo), mepudepudeckas s3BEHHAS KEPATOATH.

Ilouku: amMunon03, BaCKyJUT (PEAKO INIOMEPYJOHEPPUT), Yale MeauKa-
MEHTO3HO€ MOpa)K€HUE MOYeK. AMUIIONA03 Yallle SIBJISIETCS UCXOJI0OM Yy MallheH-
TOB C BBICOKOW aKTUBHOCTBIO C CEpOHEraTUBHBbIM PA, MOXET pa3BUThCS uepes
10-netust 3aboneBanus. Jyis MOATBEpKIAEHUST amMuioua03a HeoOxomuma Oumo-
TICHSI T/KOKHOM KJIETYATKU B 00JIACTH MYTKA WM MOYEK HA aMUJIOU/I.

LI'emamonocus: anemust (B OCHOBE JIEKUT U3MEHEHUE TPAHCIIOPTA JKEe3a —
bepputuH), TpoMOOIIUTO3 (PaKTOP PHCKA TKEIOrO MPOrHO3a U OCIOKHECHHH),
auMdoieHonarTus, renarocimieHoMeranus (cuaapom dentu).

C-m @entu — BapuaHT CepONO3UTUBHOTO PA wamie y KEeHUIMH, MEpPUIIO
BBICOKOW aKTUBHOCTH, €T0 MOXHO OOBSICHUTH IMOSBJICHUEM aHTHUTEN K mepude-
pUYECKUM HEUTpoduiamM ¢ BTOPUYHBIM OTBETOM B CEJIE3EHKE, MOSBIISIETCS LIUP-
KyJIUPYIOIIUNA UHTUOUTOP TPAHYJIOLMTOB, YTO MPUBOJIUT K HEUTporeHuu (Jei-
xoneHun). Tutp P® Boicokuid, IgG, IgM mHoOro. Hacto conpoBokaaercs si3BeH-
HO-HEKPOTUYECKUM BACKYJIUTOM. XapaKTEPHbIM CUMIITOMOM — HEKPOTHYECKHE
S3BBI TOJICHH. MOXKET ObITh MOJMHEUPOIIATHS, SMUCKIIEPUT, CYCTaBHON CHHIPOM
¢ OpIcTpBIM TIporpeccupoBanueM. Tpedyer arpeccuBHor Tepanuu. Heo6xomumo
g depeHurpoBaTh C MEAMKAMEHTO3HBIM arpaHyJIOLUTO30M.

JAunarnocTuyeckue kpurepun PA (AMepukaHckasi accouuanuu peBMa-
TOJI0TOB, 1987 1):

1. YTpennss ckoBaHHOCTB Oojee 1 yaca.

2. Aptpurt 3-x u 6oJiee CyCTaBOB.

3. TunuyHOe MOpa)KeHHE MPOKCUMAIBHBIX MEXK(aTAHTOBBIX W MICTHO-
(haraHroBbIX CYCTaBOB.

4. CUMMETPUYHOCTH MOPAKECHUS.

5. PeBMaTouIHbIC Y3EIIKH.

6. PeBMatrouiubiii hakTop.

7. PEHTT€HOJIOrNYECKE N3MEHECHUSL.

JIJ1st TOCTaHOBKY JUarHo3a HeoOX0IUMO UMETh 4 KPUTEPHUS U OHU JTOJKHBI
HAO0JII01aThCsl Y OOJILHOTO HE MeHee 6 HeJleb.

Pa6ouas xkaaccupurkanus (1979):

1. Knunuxko-anamomuueckue popmoi:
e MoHoapTpur;

® OJINTOAPTPUT;

® [I0JIUAPTPUT;

e PA ¢ CHCTEMHBIMU ITPOSIBIICHUSIMU;

® OTJICJIbHBIC CUHJIPOMBI.

83



II. Bapuanmor meuenus:
CEpOIO3UTUBHBIN;
CEpOHETaTUBHBIN.

IIl. Bapuanmuvt meuenusn

® JUINTEIbHAS CIIOHTAHHAS KIIMHUYECKAasi PEMUCCHS;
® UHTEPMUTTHUPYIOIIIEE TCUCHHUE;

® [IPOrPECCUPYIOLIEE TEUCHHUE,

® OBICTPO MPOTPECCUPYIOIIEE TCUCHHE.

1V. Ilo cmenenu akmuenocmu:
® HyJIEBAs] — PEMUCCHS;

e | — MMHUMAaIbHA;

e [[ — ymepenHas;

e [II — MakcumanpHasIO.

V.R-nocuueckana cmaous no Illmeiinopoxepy:

® OKOJIOCYCTaBHOM OCTEOIOPO3;

® Cy)KCHHE CyCTaBHOM LIEIU U €UHUYHBIE DPO3UH;
® MHO>KECTBEHHBIC Y3YPhI;

¢ (puOpPO3HBIE WIH KOCTHBIE AHKUIIO3bI.

VI. @ynkuyuonanvusie Knaccol:

I — mosiHas coXpaHHOCTH HOPMAJIBLHOU €KEAHEBHON HArpy3Ku

I — agekBaTHast COXpaHHOCTH BBITIOJHEHNUSI HOPMAJIbHOW €KE€IHEBHOW Ha-
Ipy3Kd (HECMOTPS Ha OTpeeaEHHbIE TPYIHOCTH);

[IT — orpannyeHHast BO3MOXHOCTb BBIIIOJTHEHUS HOPMAJIBHOU €KETHEBHOM
HArpy3KHu;

IV — nonnas notepss BO3MOXXHOCTH BBITIOJHEHUS HOPMAJIbHOW €KEIHEB-
HOU HArpy3KH.

Jleuenue PA exnrouaem:
e 0A3UCHYIO TEPAIUIO;
® [IPOTUBOBOCHIAJIUTEIILHYIO TEPAIHIO.

Heau Tepanuu:

1) yMeHbIIIEHUE CUMITTOMOB;

2) npenoTBpalieHue ACCTPYKIMU, HapylieHus (yHKIUU U AehopMaluu
CyCTaBOB;

3) coxpaHeHHE KaueCcTBa KU3HU;

4) NoCTUKEHHE KIMHUYECKON pEMUCCHUU;

5) yBenuyeHue NpoAoKUTEIbHOCTH KU3HHU.

basucHas Tepanus OCHOBaHA Ha NPUMEHEHWH IPENApaToB JIUTEIbHOTO
JNeHcTBUS. DTO MOIIHAsA Tepamnusi B mepBbie 3—5 yieT 3a00s1eBaHus], a UHOTIa U
BCIO JKU3Hb.
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Ipunyuner 6a3ucroil mepanuu:

1. ba3zucHble npenaparsl Ha3HAYalOT B MEpBbIE 3 Mecsa ¢ MOMEHTa yCTa-
HOBJICHUSI IMArHO3a.

2. OcHoBHBIE 0a3WCHBIC CPENCTBA: Cylb(acana3uH, METOTpeKcaT, Jediro-
HaMUJl, [JIAKBEHUJI, COJIU 30JI0Ta

3. Ilpu HeapdexTuBHOCTH HA MPOTsLKeHUU 1,5-2 MecsaueB 10 3 MecsieB
JeYeHUe JOKHO OBITh M3MEHEHO: 3aMEHUTHh Oa3MCHBIN MIpernapar, HCIOJIb30-
BaTh KOMOMHaLIUIO 0a3UCHBIX CPENCTB, Ha3HAUUTh HU3KKE 10361 ['KC.

4. DddexTrBHBIE 0a3UCHBIE TIpenapaThl HE OTMEHSIIOTCS, a UCIOIb3YIOTCS
B MO/JIEPKUBAIOILEH J103€ HEONPEAEIEHHO JI0JITO.

KoMOuHnanus 0a3ucHBIX MpenaparoB UCHOJIb3YIOT IPH BBICOKOW aKTUBHO-
CTH, TUIOXOM MPOTHO3€, HEJOCTATOYHOM 3¢ (deKTe WM HENEePEeHOCUMOCTH OT-
NENbHBIX 0A3UCHBIX MTPENapaToB.

[IporpeccupoBanre MOpakeHUsi CyCTaBOB TOPMO3AT CyJib(acanazuH, METOT-
pekcar, nedmonamua, Kpu3aHoi, uHGIMKeuMao, etanercept (MnHruOuTOp (pakropa
HEKpO3a OIyXoJiel ). A30THOIIPUH, J[-NeHUIIWIIaMUH ~ ceddyac BXOJSAT B TPYIILY
CUMITOM-MOAU(PUIIMPYIONTUX MPENapaToB, T. K. OHU HE BIMSAIOT HA TPOTPECCUPO-
BaHueE U BpeMs pa3Butus dpdekra 2—6 mec. Conu 3070Ta ceidvyac Ha 2-M IUIAHE,
TaK Kak JiedeOHbIi 3 (PexT pazBuBaercs uepes3 3—6 MecsIeB.

BA3WCHBIE ITPEITAPATBI
[Ipenapar Bpewms pazsutus s dexra Jo3a
Cynbacanazun 1-2 mec 1000 mr 2p/ness
MeroTtpekcar 1-2 mec 7,5-20 Mr B HEJICIIO
Jledmronamu 1-3 mec 10-20 mr/neun
I'uapokcuxI0poxXuH 2—6 Mec 200 mr/nesnb
Counu 30J10Ta 3-6 mec 25-50 mr/uen

Nudnmukcnmald — OT HECKOIBKUX JTHEH 10 4 Mec 3—10 MI/KT KaX/Ibie 8 HEeeb.
Etanercept — ot HeckonbkuX AHEH 10 12 Hex. — 25 Mr /KOXKHO 2 p/HEAETTIO.
Anakinra — ot Heckoabkux aHer 10 10 Hex. — 100 mr n/koxHOo 1 p/neHsb.
Purykcuma6 (Mabrepa) — 4 Heq — 100—500 Mr Ha M’

Memompexcam

e [Ipenapat BbIOOpa npu cepono3uTUBHOM PA.

e O0aiaeT HAMJTYUYIITUM COOTHOIIIEHUEM d(DPEKTUBHOCTD / TOKCUYHOCTb.
e OCHOBHOI mpenapaTr npu MPOBEACHIUH KOMOMHUPOBAHHON TEPATTHH.

e JledueHre METOTPEKCATOM aCCOLIMUPYETCS CO CHIDKEHUEM PHCKA JIETaTbHOCTH.

Cyavghacanaszun

e [lo appexTBHOCTH HE yCcTymnaeT ApyruM O0a3UCHBIM MperapaTam.
e MOXHO HCIIOBH30BaTh y MAIMEHTOB, KOTOPHIM MPOTHUBOIIOKA3aHO JIeYUe-
HUE METOTEKCATOM.
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Jeghpaynomuo

e [To agpexTuBHOCTH HE ycTynaer cynbdacanazuHy U METOTEKcary.

e [IpeBoCX0OAUT METOTpEKcaT U cylib(hacangazuH MO BIHUSHUIO HA KA4€CTBO
YKU3HH IallHEHTOB.

¢ Yacrora moOOYHBIX A3PEKTOB HIKE, YeM Y IpyruX Oa3UCHBIX MPENapaToB.

Hpenapambt 3010ma 01 napenmepailbHo20 npuema

¢ He ycrynator o 3ppekTUBHOCTH METOTPEKCATY | Cyib(acaia3uHy.

e boree TOKCHYHBI, YeM OONBIITMHCTBO 0a3uCHBIX MpenaparoB. [lo6ounble addek-
TBI MOTYT Pa3BUThCS B JIFOOOM MEPHO] TEPAITHH U AAKE TIOCIIE 3aBEPILICHHS TEPATTHHL.

e [Ipenaparbl BTOpOTO psija: PEKOMEHAYETCS HCIIOJIB30BaTh TOJBKO IMPHU
HEOPPEKTUBHOCTH W MPOTHBOIIOKA3AHUAX ISl HA3HAYEHHUS METOTpeKcara, Jed-
JYHOMHJIA U CyJb(acalia3uHa.

Ilpouszeoouvie 4 — amunoxunoiuna

¢ YCTynaroT Mo KIMHUYECKOH 3(EKTUBHOCTH IPyTHM Oa3UCHBIM MperapaTam.
e He 3ameis110T mporpeccupoBaHue JECTPYKIUH CYCTaBOB.
e [10J10)KUTENBHO BIUSIIOT HA JIUIIUIHBIA CIIEKTP KPOBHU.

OOBIYHO HA3HAYAIOT OJMH U3 NpenapaTtoB 0a3UCHOW TI'PyNIbl, HO TpPH TH-
KEJIOM TEYECHUH UX MOKHO KOMOMHHUPOBATH:

e J[-NIEHNLIUIIAMUHBI C CaJIa30IIUPUAAZUHOM;

® KPU3aHOJ C METOTPEKCATOM;

® KpU3aHOJ ¢ /[-neHnnuiiaMuHaMu;

® KOMOMHAIIMY ITUTOCTATUKOB KaK MPH JIEHMKO3aX;

® METOTpeKcaT ¢ HHOIUKCHMAOOM.

[IporuBoBocnanurensHas Tepanus: HIIBC u kopTukocTepous.

HIIBC: unpameranyt, BOJIbTAPEH, MpenapaThl MUPO30JIOHOBOIO Ps/ia: PEOIH-
puH, MeHee YPPEKTUBHBI: (ITyrauH, HAaPOKCEH, aCIUPHH, XJI0Ta30J1, HOYTpOoQeH.

KopTtukoctepouapl ciieqyer NpUMEHSITh TOJIBKO B KOMOWHauuu ¢ 0Oasuc-
HBIMH MperapaTaMu, IpU OTCYTCBUU OCOOBIX MOKa3aHWl 1032 HE JOJKHA Ipe-
BbIaTh 10 Mr/cyt. Hu B KoeMm cilyyae He HAUMHATh C HUX, TaK Kak OyjaeT ObICT-
PBIN U KpaTKOBPEMEHHBIN 3(PPEKT, HO KapTUHA CTUPAETCS U yTHETAeTCs IPOJIU-
(epanys coXpaHUBILETOCs XPAILLA.

MokeT MCcroNb30BaThCsl MYyJIbC-TEPANUS: COJIIIOMENPOJ, OeTaMeTa3oH, Iie-
necton. Jlyuyme npumensts 'KC B/cycTaBHO: nemo-menposi, KeHajaor, HO He
yaie 4 pa3 B O/ B pa3HbI€ CyCTaBbI.

XHApypruyecKoe Je4eHHe: CHHOBIKTOMUS, UIACTHKA CyCTaBOB, IPOTE3UPO-
BaHHE CyCTaBOB, apTpoje3. [loka3aHus K onepanuu: claBjieHUE HEpBa BCIEICT-
BH€ CMHOBHUTA U TEHJOCHHOBHUTA; PA3PbIB CYyXOXKWIHS; aTJaHTOOCEBOM MOJBbI-
BUX; TSDKEJbIE Ae(POPMALIUH; TSHKEIIbIE AHKUII03bI

DKcTpakopIiopagbHble METOJIbI: TeMocopOLus, Tia3mMadepes u ApyTue.
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JIEKIIAS 8
AHEMMH

AHeMHsl — CHW)XEHHE KoHIeHTpanuu remorioouna (Hb) B enunuiie o0b-
eMa KPOBHU, HEPEIKO COIPOBOXKIAIOIIECECs CHKEHHEeM uucia spurpouutoB (Er) B
enunuie oobema kposu. [1o nanasiM BO3 (2001), anemust umeercsa y 1987300 Thic.
xutenen mianetsl. [Ipu sTom kenezoneduiutHas aHemus coctanisieT 90% ot
BCEX AHEMUM.

IMaTorenernveckasi KiacCu(puKaus aHeMUI.

1. IToctremopparuueckue (OCTpbie U XPOHUUECKHUE).

2. XKenezonehunuutHsbie.

3. Kene3zonepepacnpenenurenabHble (aHEMUH TPU WHGEKIUA U MPH XPO-
HUYECKUX BOCTIAIMTEIBHBIX 3a00JICBaHUSX ).

4. CBsi3aHHbBIEC C HAPYUIEHUEM CUHTE3a reMa (CHAEpOaxpeCTUUECKUE).

5. Ceazannble ¢ HapymenueMm cunte3a JIHK u PHK (merano6nactheie).

6. OOYCJIOBICHHBIE TIOBBIIICHHBIM Pa3pYIICHAEM SPUTPOITUTOB (TEMOJIMTHUCCKIIC).

7. CBsizaHHBIE C KOCTHOMO3TOBOM HEJIOCTATOYHOCTHIO (aIlJIaCTHYECKHE).

8. CmernieHHOro renesa (Ipu renaTuTax, omyxoJsiX, ypeMuu, 3a00JIeBaHUAX
[ITUTOBUIHOMN KEJIe3bl).

Kaunuyeckue NMposiBJICHUA aHCMUH.

1. Anemuueckuii cunopom. OIETHOCTh KOKHBIX TTOKPOBOB M BUJUMBIX CIIH-
3UCTBIX, CHUKEHUE aIMeTUTa, YTOMJISIEeMOCTh, CHIDKEHUE PabOTOCIIOCOOHOCTH,
OJIBIIIKA, CEPJICYHO-COCY/IMCThIE HApyIIeHUs (FOJOBOKPYKEHHUE, IIIyM B YIIax,
MPUTITYIIEHHOCTh TOHOB, CUCTOJIMYECKHH IITyM TIPH ayCKYJIbTAIlUU CEP/IIIA).

2. [ononnumenvHble KIUHUYECKUE NPOSGIEHUS, XAPaKmepHble KOHKPEemHO-
MY 8apuanmy anemuu: TAIOCUIEPO3, )KEITYIIHOCTh, CIUICHOMETAIHS U JIp.

3. Ilpuznaxku OexomneHncayuu UMerOUWUXcs CONYmMCmeyiouwux 3a001e6aHull
Ha ¢one pazeumus anemuu: oboctpenne UbC, ycyrybnenue cepaeuHon Hemnoc-
TaTOYHOCTH, TUCIIMPKYIISATOPHON dHIE(DATOMATHH U JIP.

4. Cumnmomvul 3a001e6anus, aedxcauje2o 8 ochoge anemuu.: azotemus pu XI1TH,
cencuc mpu MHPEKIHMOHHOM DJHIOKAPIAUTE, TEMOPPArudecKHil CHHIPOM TIPH
OCTPOM JIEHKO3€E.

JTanbl JMATHOCTHYECKOT0 MOUCKA MPH HAJTUYUM AHEMHUHU Y 00JLHOTO:

I. CunapoMHas TUAarHOCTHUKA: OMPECICHHUE MaTOrCHETHIECKOTO BapruaHTa
aHEeMUHU.

II. Ho3onorudeckasi AMarHOCTUKA: BbISBIICHUE 3a00JIEBaHUSI WM TMATOJIO-
THYECKOro MpoIecca, JIEKAIIero B OCHOBE JIAHHON aHEMUM.

JlabopaTopHble nccie10BaHUA, HEOOXOAUMbIE /1JIs1 Onpe/aeeHusl NaTo-
reHeTH4eCKOro BApMAHTA AHEMHUMN:

» lemarosiornueckue: Hb, Er, remorokpur (Htc), BetoBoit nokazarens (LIIT),
cpenanii 06bemM Er (MCV), cpemnsisi konnentparusi Hb B apurporure (MCHC),
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cpennee conepkanue Hb B spurpouure (MCH), petuxymouutsl (Rtc), nedkonuThb
(Le) + dopmymna, tpomboruts (Tr), CO3, mpocMOTp Ma3KOB KPOBH ISt OTIpeierie-
HUSI aHOMAJIBHBIX ()OPM KIJIETOK, OTIpEIeTICHUE TPy KPOBH H pe3yc-(hakTopa.

u CblBOpOTKa 1 IUIadMa: KOHOCHTpalus XKEJIC3a, O6HJ;21$I KCIC30CBA3BIBAIO-

masi crnocodbnocts chBOpTKU (OXKCC), depputuH, TpaHcaMUHA3bBI, MIETOYHAS
¢docdarasza, nakraraeruaporesasa, OMIMpyOorH, OEIKH, MOYEBUHA, KPEATHUHUH.

» AHa/IM3 MOYM: 1BeT, pH, mpo3padHoCcTh, yaenbHbIN Bec, OEN0K, ypoou-

JIMH, 3PUTPOLIUTHI, MUKPOCKOITMYECKOE UCCIEA0OBAaHUE OCAIKA.

u CTyJ'I: IBCT, KOHCUCTCHINA, OKKYJIbTHBIC KPOBOTCUCHUA, UCCICOAOBAHUSA

Ha JUI1a TJINCT.

OcHoBHBIE OKA3aTe/IM KPACHOI KPOBH B HOPMe

» Hb — 130-160 r/n (Mmyx);

» Hb — 115-145 /i (xen);

» ['ematoxput (Ht) — 40-48% (Myx);

= Ht — 36-42% (xen);

= Er — 4,0-5,1x10"%/11 (Myx);

= Er — 3,7-4,7x10"*/1 (xeH).

Jpyrue gadoparopublie nokasareau (Wintrobes, 1999):

» [{IT = Hb x 3/Er 0,85-1,05;

» MCHC = Hb (r/an) / Htc (%) x 100 33-36 r/nu;

= MCV = Htc (%) x 10/Er(mmn.xin./mMm’) 80-96 mim’, hemronutpos (fl);

» MCH = Hb (r/1)/Er (mma./mxn) (LIIT x 33,3) 27-33 nukorpamm (1r);

» OXKCC =30 - 72 (53; 62; 85) mxmonn/n (250—435 mx 100 mn);

» JIaTeHTHO >KeNe30CBA3BIBAIONIAs CTIOCOOHOCTH CHIBOPOTKH = 32—46 MKMOJIB/ T,
» Koapduumenr naceiienus tpancheppuna xenezom = (CbIBOPOTOYHOE

xene30/OXKCC) x 100%; x — 15-50%; m — 20-50%;

» CrBopotounoe xene3o (CXK): m — 14,9-26 mxmons/im; sx — 10,7-21,5 Mxkmomnb/n

(nmo Jlaxemy); 9,5-29.9; 8,8-27 (no Kapmero) (60—15 — x 100 mu);
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» @epputun =M — 20-250ur/™M11; 35k — 10—120 HIr/M™MIT;
= [Tokazarens anuzonurosa s3putpoutoB (RDW) =11,5-14,5%.

Pasnesienue anemui
M0 MPU3HAKY IBETOBOI'0 MOKAa3aTeJIsl JPUTPOLMTOB
Hopmoxpomnuvie anemuu (L[11-0,85-1):

» [ emosmTHueckue.
» ATIacTh4YecKue.
» AHEMUU XPOHUYECKUX 3a00JIEBAHU.

T'unoxpomnwie anemuu (L1 menvuie 0,85):

» XKeneszonepuuurHeie.
» CuzepoaxpecTuueckue.



= Tanaccemus.
» AHEMUU XPOHUYECKUX 3a00JIEBAHUIA.

T'unepxpomnuwvie anemuu (I[I1 6onvue 1):

» B;-nedunuraeie anemuu.
» DonneBoAeHUIIMTHBIC AHEMUM.

KEJE3OJEPUIIUTHAA AHEMUSA

Kenezonepuunurnaa anamus (AKJIA) — MOIUITUOIOTMYECKOE COCTOSA-
HUE, B T€HEe3€ KOToporo JexkuT aeduuut xkeinesa (Fe) B opranusme uz-3a Hapy-
IICHUS €ro IMOCTYIUICHHS, YCBOCHUS WJIM TIOBBIIICHHBIX IOTEPh, XapaKTepH-
3yIOIIEEeCs MPOTPECCUPYIOIIUM MHUKPOIIUTO30M U THIIOXPOMHUECH IPUTPOITUTOB.

OO0meH xeJie3a B Opranusme

Kenezo nmpoaykros (Fe I1) 15-20 mr/cyt

O6paboTKa KenyI0YHBIM COKOM

|

BcaceiBanne B TOHKOM KuIleqHUKe 1,52 Mr/cyr

|

CBs13b keie3a ¢ TpaHC(hEepPUHOM U MEPEHOC €ro B KOCTHBINA MO3T,
B MBIIIIIBI U APYTHE OPTaHbl U TKAHU
Pacnpenesnenue kejie3a B opranusme:
* 57-65% — Hb;
= 27-30% — >xene30 3amacoB ((peppuTHH, TEMOCUICPUH);
" 8—9% — MHOTIO0UH;
" 0,1% — TpaHCHIOPTHOE XKENE30;
" 0,5% — xene30 pepMEHTOB.

Ipuuunbl pazsutus KA

1. Xponnyeckune KpoBONnoTepu

Kenyoouno-kuuieunvle Kposomeuenus:

— ractpod3odaranabHblil pedrokc;

— 9PO3UBHO-A3BEHHBIC MOPAKEHUS KETyIKa U IBEHAIIATUIICPCTHON KUIIIKH;
— TepMUHAJIBHBIN WIICUT;

— HecneuupuIecKuil I3BeHHBINA KOJIUT;

— JIUBEPTUKYJ U MTOJIUII03 TOJICTON KUILIKH;
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— KpPOBOTOYAIIUI TEMOPPOH;
— IIPUEM aClIMpHUHA, UHIOMETAllMHA, AaHTUKOATr'yJISIHTOB;
— HEMaTo03.

Mamounuvie Kposomeuenus:

— MEHOppAaruu;

— DHIOMETPHO3;

— OITyXO0JIH;

— ¢pubpomuomartos;

— IUC(YHKITUS TUIHUKOB;

— BHYTPUMATOYHbBIC KOHTPAIICTITUBBI.

Onyxonu:

— pak NpsIMOU U TOJICTOM KHILIKH;

— pAaK MUIIEBOJIA, KETYIKa, TOHKON KHILIKU;
— runepHedpoma;

— paK MOYEBOTO ITy3bIpS;

Jpyzue npuuunoi:

— MapoKCHU3MallbHasi HOYHAsl FEMOTJI00UHYPHS;
— IreMOCHUEPO3 JIETKOT0;

— reMopparu4eckue AuaTe3bl.

2. IloBbilIeHHAS MOTPEOHOCTH B Keje3e:

— OepeMEHHOCTb U MEePUO/ JAKTALINH;
— MJIaJIEHYECTBO;
— TOJPOCTKOBBII BO3pacT (FOBEHWJIBLHBIN XJI0PO3).

3. HegocrarouHoe mocTynjieHue xesiesa:

— IracTpOAYyO/ICHHT;

— TacTPIKTOMMUS;

— QJIMMEHTapHas HEN0CTATOYHOCTBD XKeEJe3a, BEreTapuaHCTBO, TOJIOAAHUE;
— UH(PEKIHOHHOE MOPAXKEHUE KUIIEYHHUKA.

4. HapyuieHue TpaHCIIOPTA JKeJjie3a:
— IpU HEJIOCTATOYHOM KOJIMYECTBE MM HU3KOW (QYyHKIIMOHAJIBHOW aKTHUB-
HOCTHU TpaHc(epprHa.

Kanacenpuxkanusa KIA
Tunwi: Cmenenu mascecmu:
e [TocTreMopparnueckas Jlerkas
e AJIMMEHTapHas Hb — 120-90 r/n
¢ )KJIA npu nossiteHHoi notpednoctu B Fe Cpennss
¢ J)KJIA npu pe3opOLHOHHON HEIOCTATOUYHOCTH Hb — 90-70 r/n
¢ J)X/IA npu napymenuu tpancrnopra Fe Tsoxenas

Hb — menee 70 r/n
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Kinunnko-nadoparopHble fuarnoctuyeckue kpurepuu KA

" Anemuyeckuil CuHOpoMm.

* Cudeponenuueckuii cUHOpom: TUCTPO(PUUECKUE N3MEHEHUSI KOXKU U €€ TpU-
JIATKOB (CYXOCTh KOXH, JIOMKOCTb M CJIOMCTOCTb HOI'TEH, KOMJIOHUXHH, BBITIAJICHUE BO-
JI0C), aHTYJISIPHBINA XEHITT, CTOMATUT, W3BPAIICHUE BKyca W OOOHSHMS, MBIIIICUYHBIE
00JIM 1 MbIIIIEYHAs TUIIOTOHUS (AU3YPUS U HEJIEPKAHUE MOYH MPH KalllIe, CMEXE).

» Jlepugpepuueckan kpoewp: anemus runoxpomuas (camwxenue L{IT, MCH,
MCHC), mukporutapHas (cauxenue MCV), B Mazke — anuzonutos Er, rumno-
XPOMHBIN OBJIOLUTO3, HAIMYUE MUIIICHEBUIHBIX KJIETOK.

» [lokazamenu ob6mena dncenesza: cHwxenue ypoBHs CXK, moblmieHue
OXCC, cHmxeHHE MPOIEHTa HACBHIIICHUS KEJIe30M TpaH(pepphHa, CHUKEHHUE
coJlepKaHusl CHIBOPOTOYHOTO (peppuUTHHA B KPOBH, MOBBIMICHHE CBOOOIHOTO
spUTpoUUTapHOro Tmpotonopdupuna (Hopma — 2,7-9,0 MKMOJIB/JI) — OYECHD

crieuupuyHo A quarHoctuku KA.
» Kocmuwtit mo3ze (KM): paciimpeHue 3pUTPOUIHOTO POCTKA, CHUKECHUE
KOJIMYECTBA M UHJIEKCA CO3PEBAHMS SPUTPOOIIACTOB.

OHpGI[GJ'IGHI/IC TUIIOXPOMHOCTH aHCMHH.

AJITOPUTM JHATHOCTHYECKOro noucka mpu KJIA

2. MIckimodeHne peikux, HexKe1e30IeUIMTHBIX IPUYUH TUIIOXPOMUH (aHEMUU
IPY XPOHUUYECKHX 3a00JICBaHMUSX, CUACPOAXPECTUUCCKUE aHEMUH, TAJTACCEMUH ).

B Tabmune 3 npexacrarieHbl AuddepeHImaaIbHO-IMarHOCTHIECKUE TPH-
3HaKH TUIIOXPOMHBIX aHEMHIA.

Tabnuna 3 — JlaGoparopusie quddepeHnnarTbHO-IUarHOCTHUYECKIE TPU3HAKA
TUIIOXPOMHBIX aHEMHUN

[Tapa- KA HNudexmmonnsre MaUIhie TaIacCeMIi CunepoaxpecTn-
METPBI aHEMHH YecKre aHeMHUHU
MCH Bce nokazaremu cHu- | Bce mokaszarenu Ha | 3HAUUTENBHOE CHH- | 3HAUUTENBHO CHU-

MCHC >KEHbl B 3aBUCUMOCTH | HIDKHEH I'paHULIE HOP- | )KEHUE B 3aBUCUMO- | YKCHBL

MCV OT CTENICHH TSHKECTH | MBI WIIM JIETKOE CHH- | CTH OT CTeneHW Ts- | [lpm mproOperen-

aHEMUHU XKEHHE JKECTH aHEMUHU HBIX (hopMax Mo-

KET OBITh ITOBHI-
menue MCV

CX CHuxeHue CHuxeHue Hopma IToBbl1ICHME

OXCC IToBbl1IEHYE Hopma Hopma Hopma

Co CHuxeHue Hopma wnu noBel- | Hopma unu noswi- | [loBblieHue

IIEHHE IIeHHe

3anacel OTCyTCTBYIOT NwmeroTes Nmerotes Nmerotcs

Fe B KM

Brmowennst| OTCyTCTBYIOT OTCYTCTBYIOT Nmerorcs B xonbueBuaHOM

Fe B spur- ¢bopme

pobmacTtax

Onextpo | Hopma Hopma [NoBemmenne Hb A, | Hopma

¢dopes Hb nipu 03Ta-hopmax
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3. OnpeneneHnue NpuYUHBL AepUIIUTA Kee3a (aHaMHe3, UCClIeJOBaHUE Ka-
Ja Ha CKPBITYIO KPOBB, KOJIOHOCKOIHUSA, 330()aroracTpoayoA€HOCKOIUS, aHAN3
Mouu 1o Heunnopenko u ap.).

Cnedyem nomuums, umo KJ/[A ne camocmosmenvroe 3abo01esanue, U npu
Gdopmynuposke OuacHo3a HeoOX00UMO 0053aMeNbHO YKA3LIBAMb IMUOJIOSUIO
SMOU aHeMUU.

IIpumep opmynuposku ouacnosa: K/[A, cpeoneii cmenenu msocecmu,
ATUMEHMAPHO20 2eHe3d.

KA, maxcenoii cmenenus msdicecmu, nocmeemoppacuyeckas. Kposomo-
yawull 2eMoppol.

Hpunuuns! jgeuenus KA (JI. U. Uneascon, 1981 r.):

1. Bo3mectuTh nedunMT xene3a HEBO3MOXKHO 0e3 jKelle30CoAep Kaliux
penaparos.

2. Tepanusi 1OKHA MPOBOAUTHCS MPEUMYIIECTBEHHO Mpenaparamu kese-
3a IJI IepOPaIbHOTO MPUEMA.

3. Tepanus He TOJDKHA MPEKpaaThes nociie Hopmanusamnuu Hb.

4. I'eMoTpaHc(y3un MPOBOJAUTH CTPOTO MO >KU3HEHHBIM TOKa3aHHIM (KO-
Ma, IIpeKoMa).

TepanesTnueckas 103a npenaparos xene3a cocrasisger oT 100 o 300 mr
o 3JIEeMEHTapHOMY »kele3y (3To MoxeT ObiTh Kak Fell, Tak u Felll). Inurens-
HOCTh MpHEMa TEPaNeBTUYECKON 10361 — 110 HOopMayu3aiuu Hb, uto B cpeanem
3aHUMaeT oT 4 10 8 Hell. 3areM mpojoKaeTcs nojaepkubaromias ao3a (50% ot
TepaneBThuueckoi) — 1,5-3 mecsna, B 3aBUCUMOCTU OT CTENEHU TSHKECTH aHEMUU
(Tabmumna 4).

Tabnuia 4 — OcHOBHBIE JIEKapCTBEHHBIE MPEMaparsl Jkene3a i IpuemMa BHYTPb

ITpenapars! Fe 11
Obmee Kon-Bo anemen- | JlekapcTBeHHas ®upma-
Hazpanue Ko1-Bo Fe,
r tapHoro Fe, mr dbopma MIPO3BOIUTEI
I'emodep 325 105 Hpaxe Ciech-Polfa
deppo-TpagyMeHT — 105 Tabmerkun Galenika
Copobudep-/ypynec 320 100 Tabnetku Egis
Axtudeppux 114 35 Kancymnel, cuponn | Merckle, GmbH
Peppormiekc 50 10 Hpaxe Biogal
Pierre Fabre
Tapmudepon 256 80 Tabmerku Medicament
DeHoIbe — 45 Kancyibl Ranbaxy
[Ipenapats! Felll (monmumanbTO3HBIN KOMIUIEKC)
100 CuduOc
®deppo 111 150 Tabnerku, cuporn Nwmmexc
5 M — 50 mr
[1BT. JITH.
ManbsTodep — 100 — Vifor
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Ilokazanue onsa napeHmepanbHO20 66€0CHUA NPEnapamos mycejaeza —
HapyIIEHUE BCACHIBAHMS NIPH MATOJOTUU KHUIIEUYHUKA (PHTEPUTHI, CHHAPOM He-
JIOCTAaTOYHOCTU BCACBHIBAHMS, PE3EKIMS TOHKOTO KHIIIEYHUKA U JIP.).

PaccuuthiBaeTcs KypcoBas j03a mpemnapara JJjis NapeHTepaabHOTO BBEe-
HUS 110 popMmyIie:

A=K x (100 — 6 x Hb) x 0,0066,

rae A — 4ducio ammyJ npemnapara, cojaepsxkaiiero 100 mr xenesza Ha Kypce
neuenusi, K — macca Tena 6osbHoro, kr, Hb — conepkanue remornoouna, r%.

He cnenyer npumenste B cyTku 6omee 100 Mr xenesa, aroIIero MOJHOE
HachIIeHUE TpaH(epprHa.

IMpodpunaakruxa KIA

llepsuunas npoghunakmuxka npogooumcs 6 2pynnax pucka no paseumuio
KA u exnrouaem npuem npenapamos dxceneza us paciema 50 me 6 cymku no
aNleMeHmapHomy dncene3y 8 meuenue 1 mecaya 2 paza 6 200, 6o 10 oueil kasic-
0020 mecsaua.

Bmopuunas npogunaxmuxa npogooumcs nocie nevenus KA npu coxpa-
HeHuu npudux pazeumusi 0anHou anemuu. Kypcet emopuunot npoguiaxmuxu
nooobupaomcs uHOUBUOYaIbHo (3a 3 OHs 00 u 5—7 OHell nocie MeHCmpyayuu u
nposoosmces 1-2 paza 6 200 no 6 Hedelb HENPEPLIBHO2O Npuemda 6HYmpv Npo-
Gunraxmuueckoli 003vl npenapamos xcene3a; 2 paza 8 200 NPepulBUCMbIMU KYD-
camu no 2 mecaya u m. n.).

I'EMOJJIMTHYECKUE AHEMUNHU

I'emosmnTuyeckne anemuu (I'’A) — aHemMuu, BO3HUKAIOIINE B PE3YJIBTATE
IIPEKAEBPEMEHHOTO PA3PYLIEHHS SPUTPOLIMTOB BCIIEACTBUE PA3NIMYHBIX IPUYMH.

Knaccuguxkayua zemonumuueckux anemuii
I. HacaencrBennnie

1. Memobpanonamuu:

— CBSI3aHHBIC C HAPYIICHUEM OCIKOBBIX KOMIIOHEHTOB: MHUKPOC(EPOIUTO3
(6one3znr MunkoBckoro-Illodgdapa) — wacrora BcTpeuaemoctu — 2,2/10000,
AIIUMTOIUTO3, CTOMATOLUTO3, TUPOTIOUKHUIIOIUTO3;

— CBSI3aHHBIC C HAPYIIICHUEM JIMITHIHOTO OUCIIOS: aKaHTOINTO3.

2. @epmenmonamuu. neguimt rmoko30-6-pocharaerunporenassr (I-6-OIN) —
gactota Bcrpedaemoctrt — 0,8/10000, reduuT nupyBaTKuHA3HIL.

3. Hapywenue cunmesa zemo2noouna:

— HapyIlICHWE CUHTE3a reMa: BPOXKJICHHAs CHIepOoOIacTHas aHEMUs, BPO-
XKICHHAS dPUTPOTIOITHICCKAS TOPPUPHS;

93



— HapylIlIeHUue CUHTE3a TJIO0MHA: KaueCTBEHHbIE TeéMOTrTIO0MHONATHH (aHO-
MaJIbHBIE TEMOTJIOOMHBI ), KOJIMYECTBEHHBIC TEMOTJIOOMHONIATHHN (TaJaCCEMHUH ).

I1. IlpuoOpereHHbIE

1. I'A, 06ycnosnennvle MexaHuuecKum nOBPeHCcOCHUM IPUMPOUUMOB:

— MaplieBas reMOTJIOOMHYpUs;

— pa3pylIeHHE 3PUTPOLIUTOB MTPOTE3aMH KJIAIaHOB, COCYOB;

— CHUHAPOM MOJIHATTIIOTUHAOEIBHOCTH SPUTPOIUTOB.

2. I'A, obycnoenennvie napywienuem CmpyKmypvl MeMOpanvl Ipumpo-
UUmMoeE 6 pezyibmame NPUOOPEMEHHON COMAMUUECKOT MyMAUUU:

— napoKcHU3MaibHash HOYHAs reMoriioonHypus / 6one3Hr MapkuadaBbl-
Muxkenun — yactora Bcrpedaemoct — 0,44/1MiH).

3. I'A, 0bycnosnennvlie Xumuueckum noepeHcoeHuem Ipumpoyumos (co-
JIU MANHCENBIX MEMATIN08, 2eMOTUMUYUECKUE A0bL).

4. I'A, ooycnoenennvie neoocmamxom eumamuna E.

5. I'A, obycnoenennvie pazpyuwienuem 3pUmpoyumos GHympuKiemou-
HbIMU nApazumamu.

IT a. UMmmyHHBIE

1. Aymoummynnuie.

2. 'emepoummynnsie: nexapcmeeHubvle (AHMUOUOMUKU, CYIbOaHUTIAMU-
ovl, HIIB, npomueomybeKyne3uvie, npomueoIucCmusie, aHmMueUCmMamutHble),
supychvie (gupyc Inwmeun-bappa, eupyc npocmozo eepneca, yumomezaiosu-
PyC, upycsl eenamuma, eupyc Kopu, kpacuyxu, epunna muna A, BUY), baxme-
puanvhvie (cmpenmoxoxkku, oOpownou mug,Escherichia coli (cenmuyemus),
Mycoplasma pneumania).

3. H3oummynnuvie (annoummynnsie):

— reMoJIThuYecKasi 00Je3Hb HOBOPOKICHHBIX;

— MOCTTpaHChy3UOHHBIE,

— MOCTAJNIOTPAHCIUIAHTAIIMOHHBIE.

4. Tpaucummynnste (pazeusaromcs, Ko20a aHmumena mamepu, cmpa-
oaroweli aymouMMyHHOU 2eMONUMUYEeCKOU aHemuell, NPOHUKAIOM uepe3 2ema-
mosHyeganuueckuii bapvep K 100y U HANpAasieHbl NPOMue 0owe20 AHmMu2eHd
mamepu u pebeHKa).

Knaccuguxkayua aymoummynnuix cemonumuveckux anemuii (AHI'A)

Ilo xapaxmepy anmumen:

— C HEMOJHBLIMH TCIVIOBBIMH arrIIOTHHUHAMU;

— C TCIUIOBBIMHM I'€MOJIM3MHAMU,

— C MOJHBIMH XOJIOJOBBIMHU arrjJlOTHHUHAMH;

— TapOKCHU3MaJbHAasl X0JI0/0Basi TEMOTJIOOMHYPHS C IBYX(ha3HBIMU I'eMO-
nu3rHaMu Jlonara-Jlanamrernepa.
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Ilo smuonozuu:

— nepBuyHas (uauonaruueckas) AUTA.

— BropuuHas (cumnromaruueckas) AUI'A, BozHukaromas Ha GoHe Ipy-
rOro OCHOBHOT'O 3a00JI€BaHMS.

llo meuenuio:

— Octpas — 1o 6 mec.;

— XpoHuueckas — 0oiiee 6 MecsIEB.

3abonesanusn, accouuuposannvie ¢ AHI'A: ummyHHble (BOJYAHOYHBIN
He(pUT, pEeBMATOUAHBIA apTPUT, AyTOUMMYHHBINA TUPEOUJNUT, XPOHUUECKHUI aK-
TUBHBIN T'enaTUT, HECEUUPUIECKUMN SI3BEHHBIM KOJUT, CKIEPOJEepMUs, JepMa-
TOMUO3HUT); UMMYHOOehuyumHvle cuHOpomvl, marueHuzayus (XOIKKUHCKas U
HEXOJKKUHCKAsT TUM(OMBI, XpPOHUYECKUIN JTUMPOIUTAPHBIN JIEHKO3, KapLHUHO-
Ma, TAMOMa, OITyXOJIM SIMYHUKOB, MATKH, ICPMOUIHBIE OITYXOJIN).

I'emonuz spumpoyumog npu 2emoaUMuUYecKUx aHemMusx Moicem npoucxo-
oums no 08YM MUNAM.

I mun — emympucocyoucmuiti. HECOBMECTHMbIC TeMoTpaHc]y3uu (oco-
6enno mo ABO-cucreme), nedpunur I'-6-O/II, anemus Jlonara-Jlanamreiinepa,
remosin3uHoBaHHble AUI'A, rerepoMMMyHHas TreMOJUTHYECKass aHemusi, 0o-
ne3nb MapkuadaBbl-MHUKeNH, MEXaHUYECKOE MOBPEKIECHUE SPUTPOLIMTOB, HeE-
cTaOuJIbHBIE TEMOTTIOOMHOATHH.

1l mun — eHympuxiemouHulli. HACIEICTBEHHbIE MEMOpPAHONATUH, arriio-
TuHUHOBBIE AUT'A.

OcTpoTa reMOJIMTUYECKOro MIpouecca MNpSIMOINPONOPIUOHATIbHA KOHIEH-
Tpaluy aHTUTE] HA MMOBEPXHOCTU 3PUTPOLIUTA, BBIPAXKEHHOCTH Je(ULINTA U aAK-
TUBHOCTH KOMIIOHEHTa JSPUTPOLUTApHON MemOpaHbl U (epMmeHTa, nedekram
CPYKTYpPHBI U CUHTE3a reMa u Oenka riao0uHa. BeipakeHHOCTh CTENEHU TeMOoJn3a
3aBUCHUT OT aKTUBHOCTH KJIETOK CHCTEMbl MOHOHYKJIEAPHBIX (DaroIuTOB.

Knunuko-nabopamopnsie ouaznocmuueckue Kpumepuu
2eMONUMUYECKUX AHeMUIL:

® AnemuuecKkuii CUHOPOM.

o /Kenmywinocms Kodcu u ckuep.

o Cnaenomezanus (npu 6HymMpuKiIemMoUYHOM 2eMoau3e).

o /Tuxopaoka unu cyogheopunumem (8 nepuoo Kpusa).

e Bpootcoennvie anomanuu Kkocmuoii cucmemut (npu nacieocmeenuvix 1'A):
OallleHHBIN 4Yepern, BBICOKOE TOTHYECKON He0o, IHMpoKas MepeHOCHulla, Hempa-
BUJILHOE OKOCTEHEHHE [IIBOB OCHOBAHUS Yeperia, CHHAPOM KOPOTKOTO MU3UHIIA.

o /Kenunoxamennasn o0o1e3ub (npu muxpocghepouumapnoi I'A).

o Tpomoomuueckue HapywieHus Op2anoe8 (Npu cepnosUOHOKICMOYHOI GHEMUL).

o [1osgnenue mouu yepnozo ueema (npu I'A ¢ 6Hympucocyoucmvim 2eMoiu3om).

o Ilepuchepuueckasn Kkpoew: aneMusi HOpMOXpOMHas, HOpMouuTapHas (pe-
Ke-TUMEePXPOMHAs), UCKIIOYEHUE — TajlacceMus (TUIMOXPOMHas), PETUKYJIOIH-
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TO3, HAJUYME SAPOCOJEPKAIIMX IPUTPOUTHBIX KIETOK (HOPMOIIMTOB), MOXKET
OBITh JIEMKOLIUTO3 CO CIABUIOM BJIEBO JI0 MOJIOJBIX KIIETOK, peke — JIeHKoIe-
Hus, yBenuuenue COD.

e Mopghonozusa spumpoyumoeg: WM30UNTH U (HParMEHTUPOBAHHBIE IPUT-
pouunTsl (ipu mpuodbpeTeHHbIX ['A), MHUIIEeHEBUIHBIE U CEPIOBHUIHBIE YPUTPO-
UUTHl (MpU TeMOoryIadMHONATHSAX), MUKpPOCPEpOUUTHl (IIPU HACIEACTBEHHOM
MUKPOC(HEPOLUTO3E).

¢ buoxumuueckue nokazamenu: TNOBBIICHHUE OWIMPYOHHA 3a CYET He-
npsiMOit ero ¢pakiyu, MOBBIIIIEHHOE COJIEpKaHNe CHIBOPOTOYHOTIO KeJe3a, yBe-
audenue JI/II', cHkeHne ranToriioonHa, HAIMYUEe B MOY€ TEMOCHICPHHA C BhI-
JIeJIECHUEM MOYHM TEMHOT'O I[BeTa (IIPH BHYTPUCOCYIUCTOM FeMOJIU3E).

o KocmHuotii Mo32: yBeTWUCHUE YHCIIA QPUTPOUIHBIX KIETOK (6omee 25%)

e /lononnumenbvHvle MEMOObL UCCIE008AHUA 2EMONUMUYECKUX AHEMUIL:

— Omnpenenenne akTUBHOCTH HEKOTOPBIX (DEPMEHTOB B IPUTPOIHUTAX MPH
JIMarHOCTUKE (PepPMEHTOIATUH.

— DnekTpodope3 reMorioOnHoB (yBenudeHue GpeTaabHOTO reMorioOnHa
IIPHU TaJIaCCEMUN).

— DBrlisBeHne aHTUTEN, (PUKCUPOBAHHBIX HAa IPUTPOIUTAX C MOMOIIBIO
npoOsl KymOca u onpenenenre KoiamuecTBa MUMMYHOTJIOOYJIMHOB HAa TTIOBEPXHO-
CTH DPUTPOIUTAPHBIX MEMOPAH C MOMOIIHI0O UMMYHO(DEPMEHTHOTO METOA: TIPH
nmuargoctuke AUTA.

— HccnenoBanue 0CMOTHYECKON PE3UCTEHTHOCTU APUTPOLUTB (CHIKACT-
sl Py MUKPOC(epoMTapHOl aHEMUH; TIOBBIIIAECTCS MIPH TATACCEMUN ).

— IIpoba Xema u caxapo3Hblid TECT (MOJOKUTEIbHBIE ITPU APOKCU3MAIIb-
HOW HOYHOW reMOTJIOOUHYPHUH).

— PenTrenosnornyeckoe McCielOBaHUE yepena MpU JUArHOCTUKE Tallac-
cemuil (yToJuieHue ry0yaToro ciaost KOCTEH CBOJa, ONepeuHas UCUePUYEHHOCTh
Ha TJIACTUHKE JJOOHOW M TEMEHHOM KOCTel).

Ilpumep opmynuposxu ouasnosa: HACIEOCMBEHHAs] MUKPOCHopoyumap-
Has aHeMusl CpeOHell CmeneHusl MAXCeCmu, 2eMOIUMUYeCcKUuti Kpus.

llepsuunas aymoumMmynHas 2emMoIUumMu4ecKas aHemusi cpeoHel cmeneHu
msaxcecmu, ocmpoe meueHue.

JledyeHue reMoOJIMTHYECKHX AaHEeMHUI

B nepuoo zemonumuueckozo Kpusa: O€3UMHTOKCUKALIMOHHASI Teparus,
TpaHCc(Py3un SPUTPOLMTAPHON MACCHI/TPHKIBI OTMBITBIX SPUTPOIMTOB, TIIOKO-
KOPTUKOCTEPOUABl (BHYTPUBEHHO), (heHOoOapOuTan, MeMOpaHOCTaOMIN3aTOPHI,
renapud (¢ uensto npoduiaktuku JBC), npodunakTuka ocTpoi NOYEYHOU He-
JOCTATOYHOCTHU MPU BHYTPHUCOCYAUCTOM IF'E€MOJIU3E.

OCHOBHBIMM METOJAMHU NATOT€HETUYECKON TEpANMM MPU HACIEICTBEHHOM
MUKPOC(HEPOLMTO3€E SBIISIIOTCS CIUIEHIKTOMHMSI U PEHI€HIHJOBACKYJISIPHAS OKK-
JFO3US CEJIE3EHKHU.
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B neyenuu remorinoOnHONIaTHI UCTIONIB3YETCS B KAU€CTBE KOHCEPBATHBHOM
Tepanuu nechepain, reMmorpancpys3un, BATAMHUHOTEpAIHUS, B KAYECTBE XUPYPTrH-
YECKOTO JICYSHUS: TPAHCIUIAHTAINS KOCTHOTO MO3Ta, crieHdkTomust. Kpome to-
ro, B JICUCHUH CEPIIOBUIHOKICTOUYHOM aHEMHHM 0COOO€ MECTO 3aHUMAeT aHTH-
TPOMOOTHYECKAs Teparusi, TurnepoapuyecKasl OKCUTreHaIyst (JJ1s1 TOBBIIICHUST KOH-
HEHTPAIMK KUCJIOPO/Ia, YTO CIIOCOOCTBYET CHMYKEHHUIO CEPIIOBUIHOCTH SPUTPOILIHU-
TOB), TIPENapaThl-MOIU(PUKATOPHI MOJIEKYJI MMATOJIOTHYECKOTO TeMOorioonHa (1ua-
HAT HATpWs, IIMAHAT KaJUs C IENbI0 KapOOMETHIMPOBAHMS BaJMHA C Pa3pbIBOM
ruipooOHBIX €ro CBs3CH; acmupuH ¢ 1enbio aneruaupoBanuss HbS u ymens-
mieHus: 00pa3oBaHus rUAPO(HOOHBIX CBA3ECH M MPEIUNTUTAIIMA TEMOTIIOONHA).

Jleuenue aAymoOUMMYHHbBIX cemMojlumuidecKux anemuu

— I'mokokopTtukoctepouibl — 60—100 mr/cyT (1-2 Mr/kr) mo mpeaHu3o-
JIOHY B TeueHue 3—4-x Helleb ¢ MOCTENeHHOW OTMEHOM; cofoMeaApo 15 mr/kr
(1o He 6osee 2 T' B CYTKHM) B/BEHHO B KaueCTBE IyJibc-Tepanuu 3—5—7 qHel;

— 1utazmadepes;

— CIUICHAKTOMUS (MPU XPOHUYECKOM HEMPEPHIBHO PEUUIUBUPYIOIIEM Te-
YEHUH U PE3UCTEHTHOCTU K TOPMOHOTEPAIIUN);

— MMMYHOCYTIPECCUBHAsI Tepanusi: aHTWIMMQPOLMTAPHBIN TI100YJINH, IIUK-
JIOCTIOPUH-A;

— HUTOCTaTUYecKas Tepanusi: nukiodochan, BUHKPUCTHH.

AIINTACTUYECKHUE AHEMHUUAU

Amjactudeckasi aneMusi (AA) — 3abosieBaHUE KPOBETBOPHOU CHCTEMBI,
XapaKTepU3yrolieecs: UCTOIEHUEM KPOBETBOPEHUS U KUPOBBIM MEPEPOKICHU-
€M KOCTHOTO MO3ra, MaHIUTONEHUEH WM aHeMued B mepudepuueckoi KpOBH.
Yacrora BcTpeuaemocTu oT 1 10 13 Ha 1 M.

Kﬂaccudmkauuﬂ anjaacmuyeckKux aHemuil

I. HacaeacrBeHHEIE:
1. C yruerenneM 3-KJIETOUHBIX JUHUM remMomnod3a: anemus: aHKOHU, aHE-
Must DctpeHa-/lamenieka (KOHCTUTYIIMOHHASI, BBI3BAHHAS TTOJIOMKON XPOMOCOM).
2. C u307MpOBaHHBIM YTHETEHHEM 3pUTpoIiod3a: aHemus bikdana-/laiimona.

I1. IlpuoOpereHHbIE

1. Unnomatnyeckas.
2. BropuuHasi, 00ycIioBIeHHAsI OTHUM U3 BO3MOXKHBIX ITHOJIOTUUECKUX (haKTOPOB.

Omuonozusn aniacmuyeckux anemuii

IK302ennvie paxkmopuwi:

— ¢u3uYecKue: paaualus, TOKU BBICOKOW 4acTOThI, BUOpaIus;

— XUMUYECKHUE: MHUEJIOTOKCUYECKHE BEIeCTBA, MEAMKAMEHTHI (JIEBOMHUIIE-
TUH, CAJIMIIUIIOBAsl KUCJIOTa, aHAJIbIeTUKU, TpaHkBuiuzaTopsl, HIIB, npotuBoTy-
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OepKyJie3HbIe, MPOTUBOANA0ETUYECKHE, IPOTUBOTUPEOUTHBIE), ITPENapaThl 30J10Ta,
MIPOM3BOJIHBIE OCH30J1a, COIM TSHKEIBIX METAIIOB, JIAKH, KPACKH, TIECTUITUIBI);
— UH(QEKIUOHHbBIE: BUPYCHI (IIMTOMErajinu, repreca, rernarura, JNIITEH-
Ha-bappa, snuanapoTuTa, KOpH, CKapJaTUHBI, TAPBOBUPYCHI), OaAKTEpUH, IPUOBI;
—OuOoI0rnYecKre: BaKIMHbI, FaMMa-TJI00YJIUHBI U JIP.

JHoozennvle pakmopol:

— HapymieHue (QYHKIMH jKelie3 BHYTPEHHEH CeKperuu (IMUTOBUIHAS JKe-
Je3a, SMYHUKY, BUJIOYKOBAs Keje3a);

— cuctemMHble 3aboneBaHusi coenunutTenbHoil Tkanu (CKB, peBmarou-
HBII apTput, cuHapoM lllerpena);

— OEpEeMEHHOCTB;

— CTpECCHI;

— TPaBMBbI;

— HapoKcU3MajbHas HOYHAas reMOrJI00UHYpuS;

— HapyIICHUS MUTaHUs (KBAIIMOPKOP, Mapasm).

Mexanu3zmol namozenesza anjaacmuiecKux aHemuil

[TepBuuHBIii 1ePEKT MOJUTTOTEHTHON CTBOJIOBOM KJIETKH.

[TaTosiorust MUKpOOKpYKEHHUS.

NMmyHOMIOrnueckne HapymeHus.

B ocHoBe renesa npuoOpeTeHHONH AA JEXHUT MoAaBieHUE PYHKIUU KOCT-
HOT'O MO3ra OIIOCPEAOBAHHO UMMYHHBIMH MEXaHU3MaMU.

Knunuxo-nabopamopusie ouacHocmuueckue Kpumepuu
anaacmuyecKkoil aHemuu

® AnemuuecKkuii CUHOPOM.

o ['emoppazuueckuii CUHOPOM: MUKPOLUPKYISATOPHBIA TUI KPOBOTOUYUBO-
CTH, 00YCIIOBJIEHHBI TPOMOOLUTONIEHUEH.

o Unghexyuonnolit cundpom: Npu HaJIUYUU HEUTPONIEHUN — MOHMKEHUE
YCTOWYUBOCTHU K MH(DEKITMOHHBIM areHTaM.

® BposicOoennvle nopoxku pazeumus u paziuyHvle AHOMATUU OP2AHO8 U
cucmem npu 6POHCOEHHBIX ANIACMUYECKUX AHEMUAX (KOcoenazue, HUCMazm,
KPUNMOPXUZM, NOAUOAKMUTIUSL, CIMUSMbL OUIMOPUOSEHE3A).

e Ilepughepuueckana Kpoep: aneMusi HOPMOXpPOMHasi HOpMoLUMTapHas (pe-
K€ TUIIEPXPOMHAs), PETUKYJIOIUTOIICHHUS, JICUKOTIEHUSI, TPOMOOITUTOTICHHUS, OT-
HOCUTEIbHBIN TuMdo1HTOo3, noBeimeHue COD.

e buoxumuueckuit aHaau3 Kpoeu: yBEINYECHHE CBIBOPOTOYHOIO KEJIE3a,
CBIBOPOTOUYHOTO (eppuTruHa, rantorioonHa, C-mporenuHa, ypoBHs (eTaabHOTO
remoryioouna, camkenne OXKCC, obmiero 6emka.

o IJlumozenemuueckoe ucciedosanue KOCMHO20 M032a U nepugepuue-
CKOIl KP0O8U — TIOJIOKUTENBHBIN TECT Ha JIOMKOCTh XpOMOCOM TTpu AA DaHKOHHU.

e UmmyHonozuueckoe uccinedoeanue KOCMHO20 MO032a U nepughepuyeckoil
Kpoeu: ymenblienue uncia kiaetok CD34 (monmnoTeHTHas CTBOJIOBAs KIIETKA).
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e Kocmmuutit mo32: 110 JaHHBIM MHUEJIOTPAMMBI: MMOBBIIICHUE HEMUEIIOW]-
HBIX 3JIEMEHTOB, CHUKCHUE MHUEIIOKAPUOIIMTOB U METAKaPUOLIMTOB; MO JAHHBIM
TPENaHOOMOIICUU: 3aMEILEHUE JIESITEIbHOTO KOCTHOI'O MO3ra >KUPOBOM TKaHBIO.

B Tabnuue 5 npeacTaBieHbl MEXAYHAPOIHBIE KPUTEPUU CTEIIEHU TAXKECTU
amIacTUYCCKOU aHEMHH

Tabmuua 5 — MexayHapoAHble KPUTEPUU CTENEHU TSKECTH aIljacTUYEeCKOM
anemuu (Camitta B. M. et. al., 1979)
Crenenun .
Kposs KocTasiii M03r
TAXKECCTHU
Heiitpoduist menee 38% PasznuyHas creneHbp  yMeHbIIECHUS
Hersoxenas 9
(menee 2,5 x10” /m) KJIETOYHOI'0 COCTaBa KOCTHOIO MO3ra
Heiitpoduis: menee 0,5 x 10°/n | BelpakeHHas THIOKIETOYHOCTH CO-
Tsoxenas TpOM6OI_II/ITLI MeHee 20 x 109/_]] CTaBa KOCTHOI'O MO3ra, COACp:KaHHEC
Petukynouutsl MeHee 1% MHEIIONIHBIX KIIeTOK MeHee 30%

Ipumep ¢hopmynupoexu ouacnoza: Hemsowcenas nacneocmeennas anna-
cmuyeckas anemus DanKouu.
Taorcenasn npuobpemennas uouonamuyeckas aniacmudeckas aHemusl.

Tepanusa amiacTUHYECKUX aHEeMU

Iloooeporcusarowaa mepanus: >pUTPOLIMTApPHAS Macca, TPOMOOIMTapHAs
Macca, KOHIICHTPAT TPaHyJIOIUTOB, KOJOHUI-CTUMYTUPYIOMNe (GaKTOPhl, BHYT-
pPUBEHHBI UMMYHOTTIOOYJIMH, aHTHOAKTepUaIbHAsI Tepanusi, nechepanoTepanus
(U1st PO UIIAKTUKY U JICUCHUSI TEMOCUAEP03a BHYTPEHHUX OPTaHOB).

Cneyuguueckaa mepanua: TpaHCIUIAHTALMSI KOCTHOIO MoO3ra (IMoKa3aHa
nanueHTaM moiioxe 40 JjieT), KOpTUKOCTepOUIbl (MPEeaHU30I0H — -2 mr/kT,
MeTUINpeIHn30J0H — 0,5—1 MI/Kr), aHAporeHsl U aHaAOOIMYECKUE CTEPOUIBI,
reMOINO3TUYECKUE POCTOBBIE (HAKTOPHI ()11 KOPPEKIUU HEUTPONEHUU), UMMY-
HOCyTpeccuBHas Tepanus (MUKIocnopuH-A 10—12 mr/kr, aHTUIUMQPOIIUTAPHBIHI
rJIO0YJIMH B pa3IUYHBIX J03ax — 1—5 Mr/kr — mainbie 10361 U 10-30 Mr/kr —
OO0JIbIINE J103b1), CIUIEHAKTOMUS (ITPU Ay TOUMMYHHOM I1aTOT'€HE3e).
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JIEKIIAS 9
TEMOBJIACTO3bI

I'EMOBJIACTO3bI — onyxoiu, BO3HUKAIONIME U3 KPOBETBOPHBIX KiIE-
TOK. B 0cHOBe narorene3a remo0JacTO30B JIEKHUT CIIOHTAHHAs MyTalus KIETKHU-
IPEAIIECTBEHHUIIBI TeMOoI033a. 1'eM0o01acTo3bl, NpU KOTOPBIX KOCTHBIA MO3T
MIOBCEMECTHO 3aCeJIeH OIyXOJEBbIMU KJIETKaMH, Ha3bIBalOT Jieliko3amu. [ pynmy
OCTpPBIX JIEUKO30B O0BEAUHIET OOLIMI MPU3HAK: CyOCTpaT OMYXO0JIU COCTABISIOT
MoJIofible, OJacTHbIE KIETKU. B rpyniy XpoHUYecKuX JeiiKo30B BXOIAT 1udde-
PUHLUPYIOIIHMECS OMYyXOJId CHUCTeMbl KpoBH. OCHOBHOM CcyOcTpaT 3THX TeMo-
0J1aCTO30B COCTABJISIIOT MOP(OJTOTUYECKU 3PETIbIe KIETKH.

MyTanusi reMOnoO3ITHYECKOM KJIETKH

l

Pa3Butue kiaona OITYXOJICBBIX KJICTOK

e N

[IpeumyniectBeHHo B KM ITpeumymecrBenno Bue KM
Jeiiko3nl JTumghomoi
Octpeie XpOHUYECKUE JIumdorpanyiemaros HexoKKuHCKHE
JIUM(GOMBI

Ocmpute neiikoswt (OJI) coctaBiaoT 3% OT BCeX 3JI0KAUECTBEHHBIX OIY-
xoJie yenoBeka. Bnepsolie onucansl B 1845 1. P. BupxoBsim. Hactora BCTpe-
yaemoctd — 5/100,000. B nerckom Bo3pacte okoio 80% Bcex OCTPBIX JEHKO-
30B COCTaBIIAIOT JUM(poOIacTHbIE GOPMBI. Y B3pOCIBIX BCTPEUAIOTCS MPEUMY-
HIECTBEHHO HeMMMGOOIacTHBIE JeHK03bl 75%, TPH 3TOM COOTHOIIIEHHUE MHE-
J1007aCTHBIX K TUM(GOOIACTHBIM JieliKko3aM cocTaBisieT 6:1.

ITHOJIOI'UA 'EMOBJIACTO30B

1. BupycHas teopusi. BiepBbie BUpYChl ObUTH MPU3HAHBI THOJIOTUYECKU-
MU (hakTOpaMu JIEHKO30B MTHII, 3TO CBS3aHO C paboTamu DJuiepMana u banra,
BbITTOTHEHHBIMU B 1908 1. B 1982 1. OB BBIZICTICH PETPOBHPYC OT O0JIBHOTO T-
KJIETOYHBIM JIEMKO30M M Ha3BaH YEJIOBEYECKUM T-KJIETOYHBIM BUpycOM — [ —
HTLV-I. 910 TunuyHbiid 5K30reHHbI BUpYC. Ero KynbTUBalus ¢ JIEHKOIUTaAMU
YyeJIoBeKa MPUBOAUT K TpaHChoOpMaluu JIEUKOIUMTOB. Ha mMOBEpXHOCTH TpaHC-
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(GbOpMHUPOBAHHBIX KJIETOK SKCHPECCUPYIOTCS aHTUTEHBI, CBOMCTBEHHbIE 1100 T-
kietkam, mub6o Hu T, Hu B-xnetkam. BoineneHsl oTAelbHbIE PETHOHBI, dH/E-
MUYHbBIE IO LUPKYJISILUMU BUPYCa, U B HUX Y MHOTHX 370pPOBBIX JIIOAEH 0OHapy-
KUBAIOT aHTUTENa K Oesikam Bupyca. Takas obsacte u3BectHa B FOro-3amnagHoit
Anonuun. B Slnonun yacToTa BBISIBICHUS aHTUTEN K BUPYCY cocTaBisieT 6—37%.
Cuuraercs, 4TO y JIMI[, CEPOJOTHMYECKH MOJIoKUTEIbHbIX Ha HTLV-Bupupyc,
ommyxoJieBble 3a0osieBaHus T-KJIETOYHONW TPHUPOABI BCTPEUAIOTCS C 4acTOTOM 1
Ha 2000. IIpenmnonaraercs, YTO UCTOUHUKOM BUpPYCa SIBIISIOTCS 00€3bsHBI. AHTH-
TeJla K HEMY BBIABIIEHBI Yy AMOHCKMX MAaKaK U y 3€JEeHbIX MapThilieKk B AQpuke.
KoHnTarno3nocts Bupyca He BeIcOKa. [loaTBepkmaercs ero nepenaya 4eaoBeKy ye-
pe3 KEHCKOE MOJIOKO, ITPU NEPETMBAHUN KPOBH WIH IIEPEHOC €r0 KPOBECOCYLIUMHU
HAaCEKOMBIMHU, a TaKke MoJjoBbIM myTeM. Kak u npyrue perpoupycsl (HTLV-II,
HTLV-III, HIV), Bupyc T-kieTouHoro jieiiko3a 4ejl0oBeKa C MOMOIIbIO PEBEPCHB-
HOW TPAHCKPUINTAa3bl CIOCOOCTBYET BHEApeHUI0 BUpycHoro renoma B JIHK kietku
X035IMHA, B PE3YyJbTaTe€ YEro KJIETKa MOJy4YaeT HOBYIO T'€HETHMUYECKYH HH(OpMa-
IIMI0, BBI3BIBAIOILYIO HEMPEPBHIBHYIO Mponvdepanuio Kietku 0e3 nuddepuHim-
poBKkM. OHAKO HE BCAKOE MPUCYTCTBHE BUPYCA COMPOBOKIAETCS MPUCYTCTBUEM
JIEMKO30Tr€HHOr0 KJIOoHA. Kak M mpu paavialiMOHHOM BO3JIEUCTBUM, KJIIOH HUMEET
CBOM I'€HETUYECKHE CTUTMbI B BUJIE KQUECTBEHHBIX WJIM KOJWYECTBEHHBIX aHOMa-
JIM XpOMOCOM, TIPYU HAJIMYMU KOTOPBIX Beeraa pazsusaercs OJI.

B nacrosiee Bpems qoka3zaHa pojib BUpyca JniTelH-bappa B BO3HMBHO-
BeHUU TUMpoMbl bepkuTTa — 3710Ka4eCTBEHHOM TUM(POMBI, BBISBISIEMOHN Y Jie-
TEll B HEKOTOpHIX paiioHax Adpuku. Tam ke 3TOT BUpyC MMEET OTHOLICHHE K
3THOJIOTHH 3JI0KaYECTBEHHBIX HOBOOOpO30BaHMM HOCOTIOTKU. [losiBUiMCH co-
OOIIEHUsI O TOM, YTO Y JIeTel C UMMYHOAC(PUIIUTOM U Yy CTAPUKOB BUPYC TAKKE
MO>KET BbI3bIBaTh JHMbonponudepaTuBHbie 3a001eBanus. B uccienoBanusx in
Vitro BBISIBIEHO MUTOTE€HHOE JieiicTBHE BUpyca Ha B-numdornurel; BoBneuenue T-
CUCTEMBI IPEATNONAracTCsl KaKk OTBET HA CTUMYJBILMIO B-cucrembl. MexaHU3MBI
OHKOI€HHOTI'O JEMCTBUSI PETPOBHUPYCOB MOTYT 3HAYUTEIBHO Pa3lM4YaThCSA B 3aBU-
CUMOCTH OT IIPOUCXOXKICHUS BUpPYyCa U €r0 CTPYKTYphl. Paznu4aroT peTpoBUPYCHI
9K30Te€HHbIC U 3HJ0reHHble. K oHKOBHpYycaM oTHOCAT Takxke: Bupyc ['pocca (mpu
Pa3BUTHH XPOHUUYECKOTO MHUENONENKo3a), BUpyc ['paddu (BbI3bIBaIOIINN HEKOTO-
pbie BUIBI XpOHHUYECKOro Jumdoreiikoza u aumdpocapkoM), BUpyc MazoBEHKO
(Ipu pa3BUTUH XPOHUYECKOTO TUM(POJIEHKO3a H OCTPHIX JICHKO30B).

2. I'eHeTHYeCKHe U HACIEACTBEHHbIE (PAKTOPBI, XpPOMOCOMHbIE AHOMAJIHMH.
[Tpy HEKOTOPHIX TEHETUYECKUX HAPYIICHHUSIX M aHOMAIUSX pa3BUTHS (OOJIE3Hb
Hayna, cunnpom Knsitndensrepa, anemuss @ankoHu u Jip.) HaOI01a€TCs BHICO-
kil ypoBeHb 3a0oneBaemoctu OJI. IIpu Gone3nu JlayHa BO3MOXKHOCTH pa3BH-
tusg OJI Bozpacraer B 20-30 pa3. [Ipu Hammmunn OJI y 0THOTO U3 MOHO3UTOTHBIX
OJIM3HEIIOB BEPOATHOCTH 3a00JI€BaHUs y APYroro cocrasisieT 25%, npu pa3Bu-
TUU 3a001€BaHus 0 S5 neT oHa yBenunuuBaercs 10 50%, a B Bo3pacte 10 1 roga
npubnuxaercs Kk 100%. Ponb renetudyeckux (GpakTopoB orpaHuyuuBaercs Qop-
MHPOBaHHUEM IPEIPACIIONOKEHHOCTH K pa3BuTuio OJI, koTopas 3aTeM peannsy-
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eTCsl MPU BO3ACUCTBUU PA3IUYHbIX (DaKTOPOB: JIy4eBbIX, XUMHUECKUX. K OCHOB-
HBIM XPOMOCOMHBIM MYTAIIMsIM OTHOCSIT: TPAHCIIOKAIIHIO, JeNIeuto (yTpaTa yJact-
Ka XpOMOCOMBI), TyTUTMKAINI0, HTHBEPCHUIO (OBOpOT yuacTka Ha 180%), nHcepiiuio
(BcTaBKy y4yacTka XpOMOCOMBI B HOBOE MECTO), aMIUTU(PHUKALNIO (YMHOKEHUE OT-
JeJIbHBIX y4acTKoOB). HekoTopele mepecTpoilku 3aKOHOMEPHO COIPOBOXKIAIOT OII-
peliesieHHbIe JIEUKO3bl U SIBIISIOTCS ceunuuHbIMU 1711 3TUX popM. [Ipu Henmum-
¢dobmactabix OJI yame Bcero 3arparuBatorcst 8 U 21 mapbsl XpOMOCOM, YacToO Ha-
omonaercs Tpucomus 8-l u 9-i1, MoHocomus 7-i1 xpomocomsl. [Ipomuenonurap-
Hbld — TpaHciokauus (15;17), muenomonobnactait — 11 mapa, OJIJI (ocTpsrit
mMQOoOIaCTHBIN JIeiiko3) — TpaHciokarw (4;11), (9;22), (1;19), (8;14).

3. Monunsupyomas paguamnus.

4. XuMH4YeCKUe MYTareHbl: IUTOCTATUKU, OCH30JI, TECTUIIUABI, TePOUIIH-
b, JIAKH, KPACKU, HEPTETIPOAYKTHI.

5. IlpeamecTByOmMe reMarojorniyeckue 3adosieBanusi: anemuss dau-
KOHH, 007€3Hb MapkuadaBbl-MUKKeH.

IIaToreHnes oCcTphIX JEKO30B

B ocnoBe marorenesza OJI nexut Teoprsi CHOHTAHHOM MyTalUu B OIpeEJie-
JICHHOM XpOMOCOME, B 30HE I'€Ha, OTBETCTBEHHOI0 3a mpoJindeparnuio u qudde-
PUHLIMPOBKY ONPEAEIICHHOW KJIEeTOYHOU TMHUU. CTIOHTaHHAs MyTalus BO3HUKA-
€T B NEPUOJ MOBBIINICHHON MyTa0eIhbHOCTH HOPMAJIbHBIX KJIETOK, KOTOpas MO-
XKET ObITh CBOMCTBEHHA OMPEJIEJICHHOMY KJIETOYHOMY ITyJIy B OCOOBIN Mepuo
pasButus. [logcunrano, 4To omHa mponudepupyromas KIeTKa, yTpaTHBIIAsS
CHOCOOHOCTh K Au(depeHIuanum, Ho COXpaHUBINAs MOTEHIUAIbHbBIE BO3ZMOXK-
HOCTU K HEKOHTPOJIUPYEMOMY YHCIy KJIETOUHBIX JEJIEHUN, BO MHOTO pa3 Ipe-
BBIIIAIONIEMY PErIaMEHTUPOBAHHOE YUCIIO JIEJICHUM HOPMaJIbHOW KJIETKHU (OKO-
70 6), uepe3 40 nocnenoBaTeNbHBIX JEJIEHUH (B CpEIHEM 3a 3 MEC.) AJaeT OTPOMHOE
YHUCJIO KJICTOK — 1012, Maccor OKO0JI0 1 Kr. DTO 4MCIIO JEMKO3HBIX KIECTOK SBJISICT-
csl TeM pyOexoM, C KOTOPOrO HAYMHAIOTCS KITMHUUECKUE TTPOSIBIICHHUSL.

Bce neiko3bl MOTUMHSIOTCS 3aKOHAM OITyXO0JIEBOW IMPOTPECCHH.

3aKkonvl onyxonegoil npozpeccuu

1. 'emoOnacTo36l MPOXOIAT JBE CTAIUU: MOHOKIOHOBYIO (JI0OpOKauecT-
BCHHYI0) U TOJIUKJIOHOBYI) — TIOSIBJICHHUE CYOKJIOHOB (3JI0KQYECTBEHHYIO).
CMeHa crtaauii MPOUCXOIUT C HEOJUHAKOBOW YAaCTOTOW MpHU pas3HbIX (opmax
reMo0J1acTO30B U C HEOAMHAKOBBIM UHTEPBAJIOM.

2. YrHeTeHne HOpPMaJbHbIX POCTKOB KPOBETBOPEHHS, B NEPBYIO OYEPE/b,
HOPMAaJIbHOTO FOMOJIOTa OITYXO0JIEBBIX KJIETOK.

3. 3akoHOMEpHAa cMeHa MOP(OIOTHYECKU 3PENbIX KIETOK, COCTABIISIOLIUX
OMyXOJIb TP XPOHUUYECKHUX JIeiK0o3ax M JuM@omax, OJIaCTHBIMH, OMpPEAEIIsIo-
HIUX pa3BUTEE OJACTHOTO KPU3a WK TUM(POCAPKOMBI.

4. IMMyHOTJIOOYTHHCEKPETUPYIOIIAsl OIMyX0Jdb MOXET MOTEPATh CIOCO0-
HOCTh K CEKpEIIMH, YTO COMPOBOKIACTCS KAYECTBEHHBIMU M3MEHEHUSIMU IOBE-
JICHUS OTYXOJIX U 0OBIYHO ee OJIaCTHOH TpaHcopMaInen.
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5. OnyxoneBble KIETKH, MPEXkIe BCero OJacThl, MOTYT TepATh (epMeHTa-
TUBHYIO CHENU(DUIHOCTh IMUTOIIA3MATUYECKUX BKIIOUCHUNW W CTAaHOBUTHCS
MOP(}OJIOTHYECKU U IUTOXUMHYECKU HEUACHTU(DULIUPYEMBIMH.

6. ®opMa si1pa U LUTOIIIA3MBI OJIACTHBIX KJIETOK MPETEepIeBaeT CKauKo00-
pa3HbIE WM MTOCTENEHHbIE U3MEHEHUS OT KPYIJIOW K HEMPaBWJIBHOM M OOJIbLIEH
110 TUIOILAIH.

7. Bce BHEKOCTHOMO3TOBBIE TE€MOOJIACTO3bI CIIOCOOHBI JTEHKEME3NPOBATHCA,
T.€. METACTa3UpPOBATh B KOCTHBIN MO3T.

8. Meracrasbl reM00J1acTO30B BHE OPraHOB KOCTHOMO3I'OBOT'O KPOBETBOPE-
HUSl OTPaXKaroT MOSIBIEHHE HOBOTO, a/JallTUPOBAHHOrO K JIaHHOM TKaHU CyOKJIO-
Ha, METacTa3bl BElyT ce0sl B pa3HbIX OpraHax HE3aBHUCHUMO, HEPEJKO OHU UMEIOT
Pa3HyI0 YyBCTBUTEIBHOCTH K Pa3HBIM IIUTOCTATUYECKUM KOMOUHAIIUSIM.

9. B ycnoBusX COBPEMEHHOW LUTOCTATUYECKON TEpANUU MOSBIECHUE PE3U-
CTEHTHOCTH OMYXOJIH K paHee 3(p(HEKTUBHOMY JICUCHUIO 03HAYAET KAYECTBEHHO
HOBBIM JTall €€ pa3BUTHsA; B PELMUIMBE OIYyXOJIb MHOIJA BHOBb OKAa3bIBACTCS
YyBCTBHUTEIBHOM K MPEXKHEH ITUTOCTATUYSCKOU Tepaluu, eCIIi IPOoIu(pepupyroT
KJIETKH OITyXOJIEBOT'O KJIOHA, JOMUHHUPYIOIIETO A0 PELUINBA.

Kaaccudgukanus octpoix Jeiiko3oB (FAB, 1976-1980)

1. HeamMmd@ooJ1acTHbIE:

MO — octpsiii HenudepennrpoBannsblii sieriko3 (OHJI) — 5% ciyuaes.

M1 — octpsiii Mueno6aacTHbii Jeriko3 (OMJI) 6e3 mpu3HaKoOB BhI3peBa-
HuA KineTok — 15%.

M2 — ocTphblii MUETOOACTHBIN JIEUKO3 C IPU3HAKAMY BbI3PEBAHUS KITETOK — 25%.

M3 — ocTpslii npoMuenouutapHsbiii geitko3 (OII) — 10%.

M4 — octpsliit MuenoMmoHoOmacTHbI# Jeiko3 (OMMIL) — 25-30%.

M5 — ocTpsriit MOHOOACTHBIH JIeliko3 (OmoJl) — 10%.

M6 — ocTpblii 3pUTPOMUENO3 (IPUTPOTIEHKEMHUS, SpUTPOJIEHK03) — 5%.

M7 — ocTtpslii Merakapuoo6IacTHbIN jeiko3 — 1-3%.

2. Jlumdodbaactabie — 30% — y B3pocabix, 80-90% — y nereii:
L1 — mukpoaumMdoOiaacTHBIM.

L2 — numdoOnacTHBIN.

L3 — makponumdpoO1acTHBIN.

3. Muenoaucrmiiactuueckuii cunapom (MJIC) — 3aboneBanue KIOHOBOU
IPUPOIBI, XapaKTepU3yrolieecs KOJIM4eCTBEHHbIMU, KaUeCTBEHHBIMU U KUHETH-
YECKUMHU JTUCTUIACTUICCKUMH HApYIICHUSIMU 2—3 KJIETOYHBIX JIMHUNA TeMOI033a.
Pazmuuator 5 BapuantoB MJIC: pedpaxrepnas anemus (PA); PA ¢ u3bsitkom
KOJIBIIEBBIX CHUJIEPOOTIACTOB WM cUaepoOiacTHas anemusi ¢ punrgopmamu; PA
¢ u30bITKOM OstacToB; PA ¢ m30bITKOM 0J1acTOB M OJIaCTHOW TpaHChOpMaIUeH;
XPOHMYECKNH MUEJIOMOHOLUTAPHBIN JIEHKO3.
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Kinnuveckue nposiBjieHUs1 OCTPBIX JICHKO30B

B xnunuke OJI BBIIENSIOT YeThIPE OCHOBHBIX CHHApPOMA, KOTOpbIE 00y-
CJIOBJIEHBI MH(WIbTpaIel OJIACTHBIX KJIETOK B OPraHaxX M TKaHAX, a TaAKXKeE yT-
HETEHHEM HOPMAaJIbHBIX POCTKOB F€MOI033a:

1. T'unepnaacmuueckuii. XapakTepHO yBeIWYEHHE nepudepuaecKux
(ueHTpayibHBIX) TUM(DOY3TI0B, MUHJIATMH, OSBJICHUE JIEUKEMUJIOB HA KOXKE, Te-
1aTo-, CIJICHOMeTausl, NHQUIbTpAIUs OJIACTHBIMU KJIETKaMH TIOYEK, Cepilla,
JIETKUX, KOCTHOM TKanu, ITHC.

2. Anemuueckuil.

3. I'emoppazuueckuii. 1IlpeuMyIlIeCTBEHHO NSATHUCTO-NETEXUAIBHBIA THII
KPOBOTOYMBOCTH Ha (poHE pasBuBILIeics TpomOouuToneHuu. [lpu npomuesnonu-
TapHOM JIEMKO3€ YK€ Ha MEPBBIX CTAINUAX YacTo pazpuBaercs JBC-cunapom.

4. Humokcukayuonno-unghexyuonnvti. OOyCIOBIEH, IPEXK]E BCETO, pac-
najoM OJACTHBIX KJIETOK M MPHUCOEIWHEHWEM MH(PEKIIMOHHBIX OCIOKHEHHUHU Ha
dboHe UMMYHOACPUITUTA — TOBBIIICHHE TEMIIEPaTyphl, BSIIOCTh, CHUYKEHUE arfl-
NEeTUTA, KITMHUYECKasi CHMTOMATHKa BOSHHUKIIETO HH(EKITMOHHOTO MpoIiecca.

Heobxoanmo oOparmiath BHUMaHUE HAa caMble paHHUE MPOSBICHUS 3a00J1e-
Banus. Octpoe Havano HabmogaeTcs y 1/3 GOIbHBIX MO BUAOM aHTHHBI, TPUII-
na, OP3, aTtaku cycTaBHOTO peBMaTHU3Ma. Y HEKOTOPBIX OOJHHBIX, TOMHMO BHI-
paXKCHHOW MHTOKCUKALIMM U JINXOPAJKH, Pa3BUBAETCS TSKEIbIA IPHUCTYIT O0eit
B JKMBOTE, COMPOBOXKJIAIOIIUNCS IHUCIETICUYECKUMHU paccTpoiicTBaMu. 3abose-
BaHHE MOXET HAUMHATHCSA NPO(]PY3HBIMU KPOBOTCUCHUSIMU, TUIIEPILIACTUUECKUM
TUHTMBUTOM, SI3BEHHBIM CTOMATUTOM, U3peKa — TPOoMOo(haeOUTOM riryOOoKHUxX
BEH TOJICHU, Mpearieubs. Y psaa OOJbHBIX C MOPAXKEHUEM MEIUACTHUHAIBHBIX
auM(OY3710B U TJIEBPHI 3a00sieBaHUE 1€0I0TUPYET MOJ] MAaCKOM MJIEBPOITHEBMO-
HUU C CUHAPOMOM CJIaBJIEHUsI BEpXHEW moJiol BeHsbl. [Ipu octpom Hauane 3a00-
JIeBaHUs MEPUOJI TMarHOCTUYECKHUX KoJieOaHuil He npesbimaeT 2—3 Heaenu. [Ipu
MEJIJIEHHOM pa3BUTHM HayaldbHbIX cUMITOMOB OJI OT mposiBIeHUs IEPBBIX MPU-
3HAKOB 3a00JieBaHUS TPOXOAUT 3—6 Henenb. MenjeHHOe Havajao XapakTepu3y-
eTcsl Hecnenu@UUeCKuM CUMIITOMOKOMIUIEKCOM: HapacTaromias ciabocTh, Mo-
BBIIIICHHAS] YTOMJIIEMOCTh, OOJIM B KOCTSIX, MBIIIIAX, CyCTaBaxX, HE3HAYUTEIHHOE
yBelIMYeHUEe TUM(ATUUYECKUX Y3JI0B U HEJJOMOTaHUE, YMEPEHHbIE TeMopparuye-
CKHe nposiBieHUsA. boyii B KOCTSX U CycTaBaX MHOT]Ia HOCAT YIIOPHBIN XapakTep.
Takue 00JIbHbIE MOTYT HaXOJUTHCS 1O HAOII0ICHUEM Bpaya C JUAarHo30M peB-
MaTu3Ma, HecnenuPpuyeckoro noauapTpura, oOMeHHoro aprposa. ¥ 5% 0oiib-
HBIX SIBHBIX U3MEHEHUHN OOIIEro COCTOSHUSI HE HACTYyIaeT, a 3a0ojieBanue 0OHa-
pY>KMBaeTCs IIPU CIIy4YallHOM HCCIIEIOBAHUH KPOBHU.

TedyeHnue ocTporo jelko3a MOXET OCIOXHATHCS Heuposelkemuen (oco-
o6enno npu OJIJI) — uHbUABTpaIKs JEHKO3HBIMU KJIETKAMU HEPBHOW CUCTEMBI.

B 3aBucMMOCTH OT JIOKaNIM3allMM U XapakTepa JIEMKO3HOTO IMOPaXEHUs
HEPBHOW CHCTEMBI BBIICIAIOT 4 TUIIA HEWPOJICUKEMHHU:

1 — meHuHTO’HIIEhaTUIeCKui CHHAPOMM (B 69% cirydaeB);
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2 — JIOKaJTbHOE TIOpaYKeHHE BEILIECTBA T'OJIOBHOIO MO3ra — IceBIoTyMop (4,5%);
3 — paccTpoicTBO (QYHKIIMH Y€pPEITHO-MO3TOBBIX HEPBOB (22%);
4 — nopaxenue nepudepruyeckux HepBOB (4,5%).

B KIMHMYECKOM TeYEeHUHU OCTPBIX JICHK030B
NPUHATO BbIACIATH CIACAYIOLIHE CTAANU:

1. HauanbHas (y1areHTHas ) — 3—6 mec.

2. Pa3BepHYTHIX KIMHUYECKUX MPOSBIECHUN (IIEPUOJ] pa3rapa).

3. [lonnas (yacTUyHas ) KIMHUKO-IEMaTOJI0THYecKasi pEMUCCHS.

4. BezgoposieHue (5 JIeT CTOWKON KIMHUKO-TeMaToJIOTMYeCKON PEMUCCHH).

5. PeuuauB (paHHUM ¥ TO3THUM, U30JUPOBAHHBI U KOMOWHUPOBAHHBIN,
KOCTOHOMO3TOBOM M BHEKOCTHO-MO3TOBOM ).

6. TepmuHanbHas.

IlepBasi ataka 3a0o/ieBanus (MepuoOx pa3rapa) — dTO CTaAUS Pa3BEPHY-
THIX KJIMHUYECKUX MPOSBIICHUM, OXBATHIBAIOLIAs BPEMsl OT MEPBBIX KIMHUYE-
CKHUX IMpOSIBJICHHM, YCTAaHOBJICHUSI AMArHo3a, Hayajua JICYEHUS J10 TOJYyUYEHUS
s dexTa OT IPOBOAMMOTO JICUCHUS.

Pemuccus (ociiadsieHue) — 3TO HUBEIMPOBAHUE MATOJIOTUUECKUX MPOSIB-
JIEHWI TIPOLECCA MO BO3/IECTBUEM TEPANUU UHAYKIIHH.

[TonHast KIIMHUKO-T€MATOJIOTHYECKAsT PEMUCCHS] — HOPMaIU3alNs KIUHU-
YECKOTO CTaTyca He MeHee | mMec, HopMam3aiusi TeMOrpaMMbl, OJIACTHBIX Kile-
ToKk B KM He 6oinee 5%.

HemonHasi KIMHUKO-reMaToJiorHueckas pemuccus — OyactoB B KM He
ooitee 20%.
KiMHUKO-reMaToIOTHIeCKOe YIyUIIeHHE — 3HAYNUTEIbHOE KIMHUYECKOC

yinyudiienue (6osee 50%), Hb 6onee 90 r/n, HeUTpodUIBHBIX IPAHYIOLMUTOB 0O-
nee 2000/mxut, Tr Gonee 50:10° /.

PeunauB o0ycioBieH peBepcuel (BO3BpaToOM) JIEMKO3HOTO Ipoliecca K
IIPEKHUM II0KA3aTeIsIM B PE3yJbTaTe BBIXOJA OCTATOYHOW JIEMKO3HOU NOIYJIs-
[IUU U3-TI0]] KOHTPOJUPYIOIIETO ACHCTBUS MPOBOJAUMON B PEMUCCUU TIOIICPIKH-
BAIOLLIECH U TPOTUBOPELIUAMBHOMN TEPAIIHH.

TepMunaabHasi cTaUsi — STO 3aBEPIIAIONINI 3TAIl OIyXOJIEBOM Mporpec-
CHUM TIPU TIOJTHOM HCTOIICHWH HOPMAJIBLHOTO KPOBETBOPEHUS, PE3UCTEHTHOCTH K
IIUTOCTATUIECKON Teparnmuu 1 Oe3MepCIIEKTUBHOCTH TEPANIEBTUICCKUX YCHITHN.

JlabopaTopHasi JMarHOCTHKA OCTPLIX JICHKO30B

HU3zmenenus ¢ nepugepuueckoii Kpogu: JIEUKONUTO3 (JCHKONEHUS) HOP-
MaJIbHBIA YPOBEHb JICMKOLIMTOB; HOPMOXPOMHAsI HOPMOLIUTApHAsI AHEMHUSI apEreHe-
paropHasi, TPOMOOLIUTOIIEHHS, TUM(OIIUTO3, MOSIBJICHUE OJIACTOB (JICMKEeMUYEeCKUIH
BapUAHT) WM UX OTCYTCTBUE (QJIEMKEMUYECKUN BapUaHT), JIEUKEMOUJIHOE 3HsI-
HUE — OTCYTCTBHE NIEPEXOTHBIX (HOPM MEXTy OJIacTaMU U 3pEJIbIMU KIJICTKaMHU.
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OcHo6HOIl JuazHOCMUYECKUIl Kpumepuil 0cCmpo2o 1eiKko3a — 01acmuas
Memaniaszus KocmHo2o mozea — 6onee 30% b6racmos no OaHHbIM MUeNocpam-
Mol (BO3, 1999 2.).

Jlna ymounenus eapuanma ocmpo2o 1eiiko3a u NPOZHO3UPOBAHUS €20 MeYeHUA:

Huroxumusa 6aactabix kiaetok: [IIMK-peaknusa na rmukoren (mpu OJII
OTpEIEIISICTCS TPaHYJISIPHBINA POIYKT B BUAE KPACHBIX 3€pEH B IUTOILIA3ME; MPH
OMIJI — muddysnas wim auddy3HO-TpaHy sIpHAS PEaKiys), peaKiys Ha MUeJIore-
POKCHJIa3y U PEaKILUs Ha JIUIUIBI C CyJaHOM YE€pHBIM (Tos10kuTenbHble mpu OMIT),
peaxiys Ha He cenu(UYECKyI0 3CTepasy ¢ OLEHKOW YyBCTBUTEIBHOCTU K MHTUOU-
poBaHUIO PTOPUIOM HATPHS (XapaKTEPHO JJIi MOHOIIUTAPHOTO JIEHKO34).

NmmyHopeHoOTMIIMPOBAHHE OJACTHBIX KJIETOK TO3BOJISIET ONPEICIUThH
UMMYHOJIOTHUECKUAN BapHaHT MPH OCTPOM JIMM(DPoOIacTHOM Jeiko3e:

[Ipo-B (CD19, CD34, HLA-DR);

Common-B (CD34, HLA-DR, CD19, CD20, CD10);

[Ipe-B (HLA-DR, CD19, CD20, CD10, CyIgM);

B-xnerounsiii (HLA-DR, CD19, CD20, CD22);

[Ipe-T (CD34, HLA-DR, CD2, CD7);

T-xnerounsiit (CD2, CD5, CD7).

[HuTroreHernyeckoe muccjaeaoBaHue KOCTHoro mosra: t(9,22), t(4,11),
t(8,21), t(15,17), inv(16) — BcTpeyaembie XPOMOCOMHBIE aHOMAJINHN 3HAYUTEITh-
HO YXY/IIAIOT MPOTHO3 BBI3IOPOBJICHUS U OTBETA HA XUMHOTEPAIIHIO.

MoJieKyJIIpHO-T€HETUYECKUI AHAJIM3 ¢ LeJbI JUAarHOCTUKA MHHU-
MaJIbHOM pe3ulyabHOM 0OJIe3HU.

HcelieioBaHne JIMKBOPAa — IUTO3 Gonee 5/MM’ (JHarHOCTHKA HEHPOIICHKEMUH).

Jleuenune OJI

[lenp coBpeMEHHOI Tepanmuu OCTpPbIX JIEHK030B — H3iedeHue. Haubonee
3¢ (eKTUBHBIE MPOrpaMMbl IIUTOCTATUUECKON TEparuu MOCIEIHUX JIET MO03BO-
mun 'y 20-80% 6onbHbIx OJI mobuthest cTolikoi peMuccun 6osee 5 et (¢ Ko-
JIe0aHUsIMH B 3aBUCHMOCTH OT BapHaHTa 3a00JIeBaHMs M BO3pacTa 00JIBHOTO).

Jdranbl Tepanuu

I. Maayknus peMUCCHMH HAYMHAETCS Cpa3y K€ MOCJE YCTAHOBJICHHUS IH-
arHoza OJI mo nmporpammMe, COOTBETCTBYIOILIEH BapUaHTY JIEWKO3a, U 3aKaHYMBa-
€TCA TOATBEPKJICHUEM PEMHUCCUU C MOMOIIBI0 KOCTHO-MO3TOBOM ITyHKIWH,
JTHOMOATBFHOM MyHKIIMHU ¥ KIIMHHYECKOTO OCMOTpA.

I1. Koncosmuaauus (3akpensieHue) peMUCCHH.

III. HMoanepxkuBawmas tepanus. [{utoctaTnueckoe jgeyeHne B MEPUOT
PEMUCCHUM TIPOBOJUTCS B LEJSAX MOJHOTO YHHUUTOXEHUSI OCTATOYHBIX OJIACTHBIX
KJIETOK U IOCTHKEHUS BBI3IOPOBIICHMUSI.

IV. llpopuniaakruka HeiipoJeiikemuu. [IpoBoautcs npu aumdoodract-
HbIX BapuaHTax OJI: uHTpaTekaJbHOE BBEJCHHE ITUTOCTATUKOB M OOJydeHHE
TOJIOBHOTO MO3ra.
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IIpuHUUNBI HATOCTATUYECKON Tepanu:

1. KomOuHamwmst penapaToB pa3inyHoi (pa3oBocnermndUIHOCTH ¢ HEIUKIIOC-
neuu(pUIEeCKUMH CpPeACTBAMHU, YTOObI OXBAaTUTh JUANIO30H UX COBMECTHOIO JEHUCT-
BUSI Ha JIGHKO3HBIE KJIETKU BO BeeX (pa3ax KJIETOYHOTO IIUKJIA M COCTOSTHUU MOKOSI.

2. Ilpu coueranuu mpemnapaToB OAHOU (Ha30BOCTIEHMPUIHOCTH KOMOWHU-
pOBaTh MO MEXAHU3MY JECUCTBUS, HAIPUMEP AHTUITYPUHBI U aHTUITUPUMUIUHBI,
uuto3ap (APA-C) u 6-mMepkanTonypyH Wid THOTYaHHH.

3. KomOunupoBaTh npenaparsl, cozgatouue 0ok B ¢paze G1/S, u npenapa-
Thl, aKTUBHBIE B 3TOM OJIOKE, HApUMEp MPEAHU30JIOH U BUHKPUCTHH COYETATh C
APA-C u pyOOMHULITHOM.

4. Cobmoarh HUKIUYHOCTh U IMPEPHIBUCTOCTh B MPUMEHEHUH OOJIbLINH-
CTBa Mpenaparos.

CyuiecTByeT MHOXKECTBO CXeM MoJuxuMuoTepanuu. Jleuenue numdooOma-
CTHBIX M HEIUM(OOJIACTHBIX JIEMKO30B MPOBOAMUTCS MO MPUHIUMIHUAIBHO pa3-
JUYHBIM CXEMaM.

» OcTpble HetumdoOIacTHBIE JIEHKO3bI: MOJUXUMHOTEPANNUs MO CXe-
MaM «7 + 3»; «5 + 2» (yumosap 100 me/m’ + pybomuyun 45 me/m’ ).

s OcTphiii auM@odacTHbI Jeiliko3 — nporpamma Hoelzer (sunxpu-
cmun 1,5 me/v’, npeonu3onon 60 M/’ pyoomuyun 45 M/’ L-acncpacunasa
5000 ME/M’, yuxnogpocgpan).

Ocoboe mecmo 6 neuenuu peyuoueos OJI 3anumaem anno- u aymozex-
HaAA MPaHCcnIaGHmMayua KOCHHO20 M032a U nepugepuiecKkoil noaunomenm-
HOU CME0/1060U K/1IEMKU.

Bcnomozamenvnaa mepanua npu OJI: npoduiakTika CUHIPOMa MaCCUB-
HOTO JIM3KCA OITYXOJEBBIX KICTOK (MH(Y3HOHHAS TEpAmmus 3 JI/M’, ajlIomypH-
HOJI), TpoUIAKTHUKA TOITHOTHI U PBOTHI (30¢paH), JieueHUe U NpoduiIaKTUKa
reMOpparuyeckux OCJIONKHEHUH (TpoMOOLUTapHas Macca, CBEXKE3aMOPOKEHHAS
1a3Ma), Je4eHHe U MPOPUIAKTHKA aHEMUYECKOTO CHHAPOMA, TPO(HIIaKTHKA U
JeuyeHne NHPEKIUOHHBIX OCI0KHEHUH.

JAuddepeHunAIbHBIA TUATHO3

Muenooucnnacmuueckuii cundopom: B nepudepuyeckord KpoBu oOHapy-
KUBAIOT MakpoQOpMbl TPOMOOIIMTOB, THIOTPAHYJSAIUS W TUIIOCETMEHTAIIHS
HEUTPO(PHIIOB, MOHOLIUTO3; KOCTHBIA MO3I THUIIOIPAHYJISIPHBIA C HpPHU3HAKAMU
JU33PUTPO-, AU3CPAHYIIO- U AUZMETaKapuOIIMTO3a, UMEIOTCS KOJIbLEBUIHbIE CHU-
Nepo0IacThl, KOJIMUYECTBO OJIaCTHBIX KIETOK 10 30%, MOHOIIMTO3; IIUTOTEHETUKA —
Tpucomus 8, MOHOCOMHUS 7 U 5.

Ilpuoopemennvie annacmuyeckue anemuu: OTCyTCTBYIOT OJIaCTHBIE KIICTKU B
nepudepudeckord kposu 1 KM, yBennyeHo conepaHue HEMHUETIOUIHBIX KIETOK;
TPEenaHOOHOICHS: 3aMEIIICHUE KUPOBOU TKAaHBIO TEMOITOITUYECKUX OCTPOBKOB.

Jum@pomepr: 8 KM konudectBo 6mactoB 10 30%; mpu rucToioru4eckom
UCCJIEIOBAHUH — HAJIMYHUE ATUIMHYHBIX KJIETOK JUMGPOUTHOTO PsJla C XapaKTep-
HOW UMMYHOJIOTUYECKOU TPUHAIICKHOCTBIO.
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Jleiikemououste peakyuu: NpeacTaBISIOT cO00i 00paTUMBbIE COCTOSHUS
KPOBETBOPHOM CHUCTEMBI, IPU KOTOPHIX KapTHHA Nepudepudeckoil KpoBU Ha-
IIOMUHAET JIEMKEMUYECKY10. Pa3nuuarorT ABe Ipynmsl JEMKEMOUIHBIX peak-
nuit: 1) nefikeMouaHble peaklMi MUEJIOUAHOTO TUIIA — MOTYT HaOJI0JaThCA
IpU Pa3IMYHBIX UHPEKUUIX (Cercuc, TyOepKyse3, THOMHbIE MPOUECCHl, KPy-
MO3Hasi MMHEBMOHMS, CKapiaTuHa, TU(Tepus, MTU3ECHTEPHSs), WHTOKCHUKAIIUIX
(JiekapcTBeHHasi, a3oTeMuyecKkas ypemwus), JuM@orpanyieMaro3e, MeTacTa-
3aX OMyXoJjed B KOCTHBIM MO3r, MOHM3MPYIOIIEH paauanuu (idydeBas Tepa-
nus). K HuUM oTHOCATCS U 203MHOGUIBHBIEC JIEMKOIIMTO3bI, TPUUYUHON KOTO-
pPBIX HEPEAKO SIBJISIETCS TIWCTHAs WHBA3Us (acKapuio3, OCOOCHHO B CTaIHUH
MUTPAIMU, OMMUCTOPX03, TPUXHUHEIIIE3 U JIp.), aJUNIEprUUYeCcKue COCTOsIHUS (Jie-
KapcTBEeHHasi 00JI€3Hb, KOJUIATEHO3bI, PEBMATU3M); 2) JICMKEMOHJIHBIE PEak-
MU JTUM(ATUIECKOTO U MOHOIUTAPHOIUM(PATUUECKOTO0 TUIA - MOTYT OTMeE-
4aThCsl MPU KOKJIIOIIE, BETPSIHOM OCIMe, KpacHyxe, cKapliaTuHe, TyOepKyies3-
HOW MHTOKCHUKAIUK, UHOEKIITMOHHOM MOHOHYKJIE03€. B poOuCX0OXIeHUN JIeii-
KEMOUHBIX PEaKINi, MOMUMO crienudpudeckoro pakropa (BHPYChl, TOKCHHBI
TJIUCTOB, MH(M)EKIIMOHHBIC areHTHI), OOJIBIIIOC 3HAUCHUE UMEET WHIUBHIYATh-
Has PEaKTUBHOCTh OpraHu3Ma. B kKiIMHUKE mpeoOiagaroT CUMITOMBI OCHOB-
HOTO 3a0osieBanus. JlelikeMouIHbIE peaKIMU MUEIOUAHOTO THUMA XapaKTepHu-
3YIOTCS YMEPEHHBIM JIEMKOLMTO30M — Yallle 12-30%x10°/1 u cybuieiikemuye-
CKMM CJBUIOM B JIEMKOIpaMM€ A0 MHUEJIOUMTOB, MHOTJIa A0 MHUEI00JacTOB
(MuenobmacTudeckuii Tum). MoxkeT HaOIIOAATHhCS JICHKEMOWIHBIN CIBUT B
dbopmyse KpoBu 0€3 BRIPAKCHHOTO JICHKOIIUTO3a W, HA000POT, — HEOOJIBIION
CIBUT B JIEKOTpaMMe J10 MaJOYKOSJAEPHBIX U €JUHUYHBIX METAMHUEIOLHUTOB
IpH BBICOKOM JeiikoruTose (40-50x10°/1). pu NefikeMOMTHON peaKmuu
TUM@aTUYECKOTO THIA — YMEPEHHBIH JIEMKOUUTO3 C aOCONIOTHBIM JTUMGO-
nuto3oM (10 70-90%). OcTtanbHble TeMaTOJOTHYECKHUE MOKA3aTeIU CYIIeCT-
BEHHO HE M3MEHEHBI. JIlnarno3 OCHOBBIBAETCSA HA HAJIMYUU KIMHUYECKOUN Kap-
TUHBI TOTO WJIK MHOTO 3a00JIeBaHUS, IPU KOTOPOM BO3MOXKHA JIEHKEMOUHAS
peakuus, ¥ OTCyTCTBUHM CUMITOMATOJIOTHM JeHKeMuuyeckoro mpouecca. Ot-
cyTcTBHE OacTHBIX GOopM B nepudepruyeckoil KpOBU IMPHU BBIPAXKEHHOM JICH-
koruTo3e (30—50x10°/11 1 BBIIIE) HPAKTHYECKH HCKIIOYACT MPEAIOI0KCHHE
00 ocTpoMm Jelko3e. B TpyaHBIX JIsI AMAarHOCTUKH CIydasX HE0OXOIUMO HC-
CJIe0OBaHME MyHKTATOB KOCTHOTO MO3Ta, TUM(GAaTHIECKUX Y3JI0B, CEIIC3EHKH.

Ilpumep hopmynuposxu ouacrnoza OJI: ocmpwiil aumpobracmublL 1elKo3
(L1), common-eapuanm, nepuoo paseapa.

Ocmpoii  muenobnacmuulli  netikoz (M2), nepuoo noanou KIUHUKO-
eemamono2uyeckou pemuccuu 1.

Ocmpuwiii npomunoyumapHuwlii iexos (M3), paunuti KOCmMHO-M0320801i pe-
yuous 1.
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MUEJONPOJIN®EPATUBHDBIE 3ABOJIEBAHUSA

B rpynny muenonponndepatuBHbIX 3a00JI€BaHUI BKIIOUAIOT XPOHUUECKHE
JIeIKO3bl, BO3HMKAIOUIME HA YPOBHE PAaHHUX MPEILIECTBEHHUKOB MHENIOIN033a,
BCE MOTOMCTBO KOTOPBIX (FPaHYJIOLMTHI, MOHOLIMTHI, IPUTPOKAPUOLIUTHI, MEra-
KapUOIUTHI) MPUHAIIIEKAT K OMYXO0JIEBOMY KIIOHY.

Knaccuguxkayua muenonponughepamugnuvlx 3ad0.1e6anuil

1. XpoHuyeckuii MHUENOJIEMKO3 — 4YacToTa BcTpeuaemoctd — 1,0-1,5 Ha
100 ThIC. yem.

2. CyOneiikeMUueCcKuii MUEIO03.

3. Oputpemusi — vacrora Brpedyaemoct — 0,6—1,6 Ha 100 TbIC. yen.

4. DcceHnasibHasi TpoMOOLUTEMUS (Xp. MErakapuoOlUTAPHBINA JIEHKO3) —
yactoTa BctpeyaeMoct — 0,4 Ha 100 ThIC. Yel.

Xponuueckuit muenoneiuKkos

Xponnyeckuii muenogaeiikos (XMJI) sBusercs muenonpoiaudepaTUBHbIM
3a00JIeBaHUEM, XapaKTEPU3YIOLIUICS TPAHYIOUTAPHBIM JICUKOIIMTO30M, Oa30(hmiu-
eid, TpoMOoLUTO30M U cruieHoMmeranueil. Cocrasser okomno 15% cpenu Beex seiiko-
30B B3pOCIIBIX, CpeaHMA BO3pacT 0oibHBIX — 4050 ner. Cpeassisi MpOoa0IKUTEb-
HOCTh Mm3HU — 4451 mecsiieB. 3abosieBaHre 3aKOHOMEPHO TPOXOIUT 2 CTa/IUM:
JOOPOKAYECTBEHHYIO (MOHOKJIOHATIBHYIO) U 3JI0KAQYECTBEHHYIO (TIOJMKIOHAIBHYIO).
Hawnbonee vacroit stronormueckoit nmpuannor XMJI sBisieTcss HOHM3UpYIOIas pa-
JMALTS, TIPY 3TOM JIATGHTHI TIEPHOJ] MOYKET KosreoaThest oT 4 1o 11 Jer.

Knunuko-nabopamopnuie ouaznocmuyueckue kpumepuu XMJI

Cumnmomul neuKoyumo3sa: cinadbocTb, MOTINBOCTb, YTOMIIIEMOCTb, MUAJI-
TUH, apTPAJITUU.

bonu ¢ nesom noopeodepoe 6 ceazu c ygenuuenuem cene3eHKu.

Ilepugpepuueckas Kpoew: TEHKOIMOTO3, HEUTPOPIIIE3 CO CIBUTOM JIO MHUE-
JO- U TMPOMHENOIMUTOB, TPOMOOLMTO3, CMEHSIOIIUNACS TPOMOOLIMTONEHUEN MpU
IpOrpeccupoBaHuu 3a00JieBaHus1, 6a30(PHITLHO-203MHOPMIIbHAS ACCOIIUALIUA.

Kocmmubtit mo32: TUIEPKIIETOUYHBIN, MTPEAICTABIICH NMPEUMYIIECTBEHHO HEM-
TPOPUIbHBIMU IPAHYJIOLIUTAMH.

Humozenemuueckoe u MoONEKYAAPHO-OUOSI02UYECKOE UCCICO008AHUA:
obHapyxxenne dunanenbhuiickoir xpomocombl (Ph-xpoMocomsbl) B 3puUTpouI-
HbIX, FPaHyJIOUUTAPHBIX U MOHOLIMTAPHBIX KIIETKaX-MpeAlIeCTBEHHUIAX. JTa
XpPOMOCOMA XapaKTEPU3yeTCs TPAHCIOKALMEN MEXTy XpoMocoMaMu 9 u 22, KO-
TOpas SIBJIIETCS PE3yJIbTaTOM YKOPOUEHHMS JJIMHHOTO IUIeda OJHOM W3 22 mapsl
xpomocoM (1(9;22)(q34,q11)). Tpancnokauusi OT XpoMOCOMBbI 9 Ha 22 BeAeT K
oOpazoBanuto xumepHoro reia BCR- ABL, B pe3synpTaTe 4ero MmpOHCXOAMT
CHUHTE3 KaHILEPOr€HHON TUPO3MHKHUHA3bI, KOTOPOH MOCTYJUPYIOT OTBETCTBEH-
HOCTb 3a TpaHcpopManuo B XMJL.
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Dazet XMJT

1. XpoHuueckasi.

2. Axcenepauuu (IpOrpecCUpOBAHUSA).

3. binactHoro kpusa.

Ilpumep ¢popmynuposxku ouacnoza: Xpouuueckuil Muenonuxkos, ¢aza ax-
cenepayuu.

Jleuenue XMJ1

= AjutoreHHas (pexe ayToreHHasi) TpaHCIUIAHTAlMsI KOCTHOTO Mo3ra (y ma-
LUEHTOB, MOJIOKE 55 JET MpU HATMYUKU THCTOCOBMECTUMOIO JIOHOPA).

* Uurepdeponorepanusi: UHTpOH-alib(a B cyTouHO# 03¢ OoT 3 10 MiaH ME
HOJIKOKHO.

* [{[utocTarnyeckast Tepanus (Kak MOHOTEpanusl UM B KOMOMHALIUW C HH-
TPOHOM) — rujpes (TMIPOKCUMMOYEBUHA) BHYTPb B J103€ OT 1 10 6 r/1eHb B 3aBU-
CHMOCTH OT KOJIHYECTBA JIHKOLMTOB, 1uro3ap (10 Mr/m?), Muernocas (46 Mr/cyT),
IJIMBEK (OTHOCHUTENBHO HOBBII IIpenapar, yCIenHo UCoJIb3yeMbli B JieueHnu XMJL,
TOPMO3UT HENOCPEJICTBEHHO CHHTE3 THPO3MHKMHA3bl). OOBIYHO 103y MpenapaToB
MOIOUPAIOT TaK, YTOObI YPOBEHb JCHKOIMTOB OCTABAICS B mpezenax 25x10/.

* JIonOJHUTENBHO — JIy4YeBasi TEpANus Ha 00JIACTh YBEJIMUYECHHOMN CEJIe3eH-
K4, JIehkoruTodepes.

Jdpurpemus (00J1e3Hb Bakesa-OcJiepa)

JpurpemMus (MCTHHHAS NOJMUMTEMHS]) — XPOHUYECKHUM JIEMKO3 C II0O-
PaXXEHHEM Ha YPOBHE KIIETKHU-NPEAIIECCTBEHHULIBI MUEIION033a C XapaKTepHOU
JUTSL OMyXOJM HEOTPAaHMYEHHON mponudepanreil 3Toi KIETKH, COXpaHUBIICH
CcrocoOHOCTh au(hepeHIIpoBaThCS MO 4-M POCTKaM, MPEUMYIIECTBEHHO IO
KpacHoMy. 3aboneBaeMocTh cocTaniseT ot 0,6 1o 1,6 Ha 100 TbICc. HaceneHus .
Meauana BepkuBaeMoct — 10—-15 ner.

B sTHosNOrMM 3puUTpEeMHM NPEANONATAIOT CIEAYIOLIME MMAaTOTCHETHYECKUE
MEXaHU3MBI:

e HeperylIupyeMas HeoIlacTUueckas mposndepanusi CTBOJIOBBIX KpOBe-
TBOPHBIX KJIETOK;

® IPUCYTCTBUE y OOJBHBIX MATOJOIMYECKOTO MUENONPOn(epaTuBHOIO
(dakTopa, aKTUBUPYIOLIETO HOPMAJIbHBIE CTBOJIOBBIE KIETKU;

® TIOBBIIICHUE YYBTCBUTEIBHOCTH CTBOJIOBBIX KJIETOK K APUTPOIIOITHHY.

B KIMHMYECKOW KapTHHE MOXHO BBIACIIMTH JBa CUHIpPOMA — ILIETOpHUYE-
ckuii 1 muenonpoiudepaTuBHbiid. [lepBbiii 00yCIOBIEH YBETUYEHHEM COJIEP-
KaHUSL SPUTPOLIMUTOB, TPOMOOIIUTOB, YBEIMUYEHUEM BSI3KOCTU KpoBU. OH MPOSIB-
JSI€TCSL TOJIOBHBIMU OOJIIMH, TOJIOBOKPYKEHUEM, MOBBIIIEHUEM apTEePUATbHOTO
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JaBJeHUsA. XapaKTePHbI KOKHBIN 3yl U OPUTPOMENIAITUN — KTy4He IIPUCTYIIO-
oOpa3Hble 0011 B KOHUMKAX IaJIbLEB, BHI3BAHHBIE HAPYLUIEHUSIMH MUKPOLIMPKY-
JSUUK, 00U CONTPOBOXKAAIOTCS MOKPACHEHUEM KOHUYMKOB MajbleB. OTMedaercs
CKJIOHHOCTh K TpoM003aM COCyJ0B — KOPOHApHBIX, MO3TOBBIX, Mepudepuye-
CKHX C COOTBETCTBYIOIIEH KIMHUKOW. OOBEKTUBHO BBISABIISIETCS TUIIWYHAS OK-
packa KpoBH, OCOOEHHO Ha JIMIE — KpPaCHO-LIMAHOTUYHAS, OTMEUYAETCs TaKKe
KpPacHOTa CIU3UCTBIX sI3blKa, KOHBIOHKTUB, Msrkoro Heba. YacTtbiM comyTcT-
BYIOIIIMM 3a00JIEBaHUEM SIBISIETCS s3B€HHasi 00JIe3Hb, BO3HUKAIOILAsL BCIENCT-
BU€ MOBBILIEHUS YPOBHS rUcCTaMuHA. MOXET pa3BUBAThCS ypaTOBBIA IUATE3,
nuenoHepput. MuenonponudepaTuBHbI CHHAPOM OOYCJIOBIEH THIEpIUIa3Hei
TPEX POCTKOB KPOBETBOPEHUS B KOCTHOM MO3T€ — OTMEUYAETCsl CIIIEHOMET NS,
remaTtoMeraius, 00JIM B JICBOM Toipedephe.

Cmaouu spumpemuu:

cmaous | — MalloCUMITTOMHAs, IPOJIOJKUTENBHOCTD 5 JIeT U OoJee;

cmaous 24 — spuTpeMHuuecKas pa3BepHyTas ctaaus 0e3 MUEIOUTHOU Me-
Taria3uu CeJIe3eHKH, €€ MPOIOKUTENbHOCTE gocturaeT 10-20 et u 6onee;

cmaoust 25 — sputpeMudeckast CTaJiusi C MUETIOUTHOM METAIUIa3uel Cele3eHKH,

cmaodusi 3 — aHeMuueckas (moctapurpemuyeckas). C MUEIOMIHON MeTa-
mias3uen cene3eHkn ¢ muenoduodpozom mimm 6e3 Hero. MoryT HaOMOmAaTHCS
AHEMUYECKUN U FeMOPParndyeCKUil CUHIPOMBL.

Kpumepuu ouaznosa

= KaTteropum A (riiaBHble KpUTEpHUH)

1. Macca uMpKyJupyIOMKX 3pUTPOLMTOB Oojee 36 MII/KT y My>K4YUH U 00-
aee 32 MII/KT Y JKEHIIHH.

2. Haceiienue aprepuainbHO KpOBH KUCIOpo10M Oosee 92%.

3. CneHomeranus.

= Kateropus B (BTOpocTeneHHble KpUTEepuM):

1. TpomGouuTo3s Gonee 400 x 107/

2. Jleiikomuros Gonee 12 x 10/,

3. TloBbIIeHME aKTUBHOCTH INENOYHON (pocdoTasbl HelTpodmiioB Gosee
100 (mpu otcyTcTBUM UHDEKITNN).

4. TloBbimienne HeHachlmeHHOW B12-cBsi3piBaromieil CrOCOOHOCTH CHIBO-
potku (601ee 2000mr/m).

Jlnarno3 >pUTpeMHUN CUYUTAETCS JOCTOBEPHBIM, €CIU Y OO0JIBHOIO OOHApy-
KEHBI BCE TPU KPUTEPHsI KOTETOPUU A WU JBa KPUTEPHUS KOTETOpUHU A W JiBa
JT00BIX U3 KaTeropuu B.

Ilpumep gpopmynruposku ouazrosza: Ipumpemus, IIA cmaous.

JuddepenunanbHplii TMarHo3 UCTUHHOW MOJULIUTEMUH HEOOXOAUMO MPO-
BOAUTH C BTOPUYHBIMU 3PUTPOLIMTO3aMU (Tabsuua 6).
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Tabnuua 6 — Knaccudukaiiys BTOpUUHBIX SPUTPOIMTO30B

v JlnuTenbHas pBoTa

v’ Jlerutparanus

v KpoBomorepst

v «C1pecc» — SPUTPOLUTO3

CumnromaTuueckue
AOGCOTIOTHBIE SPUTPOLIUTO3BI
(TICEBI0PUTPOIIMTO3HI)
I'eMokoHIIETpaHHBIE BceaeacTBun TkaHeBOM TUIIOKCUH (TUTIOKCHUYECKHE):
v Oxoru v’ ¢ apTepUaIbHOM IMITIOKCEMHUEN
v ok — BBICOTHAs1 00JIe3Hb (OCTpasi M XpOHUUYECKasl)
v’ lnapes — XpOHUYECKHE 00CTPYKTUBHBIE 3a00JI€BaHUS JETKUX

— BPOXKJICHHBIE «CHHUE» MOPOKH Cep/lia
— apTepUOBEHO3HbBIE COYCThS

— cunjpoM [IukBuka

— KapOOKCHTeMOrITIOOMHEMHUSI (ITPEMYIIIECTBEHHO Y KYPHIBIIKOB)
v’ 0€e3 apTepHalIbHOM IelOKCEMUH:

— reMOTrJIOOMHONIATUI

— nedeuut 2,3-mudocdormuiepara B 3pUTPOIUTAX

[Ipu noKanbHON HILIEMUU MTOYEK, SPUTPONOITUYECKHE:

— KHUCTBI MOYEK (CONMTAPHBIE U MHOKECTBEHHBIE)

— runepHedpo3

— reMaHTruoMa mo4ex

— HIIEMUS TIOYeK

— OTTOP>KEHHE MMOYEYHOTO TPAHCIIAHTATa, CTEHO3 MTOYCYHBIX
apTepui

[Ipn omyxonsx (MapaHeoIIaCTHYECKHE, IUCPETYIATOPHEIC,
SPUTPOIIOITHIECKHUE):

— (heoxpomoITOMa

— runepHedpoma

— reMaHruo0JIacToMa MO3KeUKa

— cunapoM I'nnnensa-JInnnay

— renaToUesUTIoNsIpHAs KapluHOMAa

— JIEKOMHOCapKOMa MaTKH

— MHOMa MaTK1

— omyxonu Bunmca (penko)

— pak (kemynka, OpOHXOB, MPOCTATHI, SIMYHUKOB, MOJIOYHOM
JKEJIE3b)

Jleuenue sapumpemuu

= Jkchy3uu kpoBu mo 500 M1 yepe3 eHb B CTALIMOHAPE U Yepe3 2 THA —
npu amMO0yJ1aTopHOM JiedeHMH. KoIM4YecTBO KpPOBOIYCKaHUM OIpeAeseTcs
JOCTUKEHHEM HOPMAJIbHBIX IIOKa3areiae KpoBU. Y OOJBHBIX C CEpAEYHO-
COCYJUCTOM MaToJIorueil, 0COOEHHO C MOPOKaMu Cepla, OJHOKPATHO yAAJSIOT
He Oosiee 350MI1 KPOBU U YJUITMHSIIOT HHTEPBAJIBI MEX/1y KPOBOITyCKaHUAMHU. J[iist
oOJierueHus MpoBeAeHUs IKCPYy3UH B TEUEHHE BCETrO MEpHOJa KPOBOITYCKaHUIA,
a TaKKe 2 HeJ IOoCJie OKOHYAHUS JICYEHUs] HAa3HA4YaeTCs Je3arperaHTHas Tepa-
nus: aclMpPUH, KypaHTWwi, UOycTpuH, TUKiIonenauH. HemocpeacTBeHHO nepen
KpoBoOITyCKaHueM pexkomenayercst BBeaenue 400 M peonomurmokuna. [locne —
500 mn ¢usmnonoruyeckoro pactsopa win 5%-HOro pacTBopa INIIOKO3bI C J10-
6asnennem 5000 EJl renapuna. BmecTo KpOBOIyCKaHU MOXHO HCIIOIb30BaTh

spuTpoHTodepes.
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» [luTocTaTnyeckass Tepanusi (MHeJIOCYNPeCCMBHbIE NMpeNaparTbl): MHEJIO-
caH (4-6 Mr/cyT), ruIpOKCUMOYeBUHA (THUApes) B HauanbHOW 103e 15-30 mr/kr/cyT
BHYTpPb B T€UeHHUE 1-if Hel, 3aTeM moAep KuBaroas 103a — 15 Mr/kr/cyT exe-
JTHEBHO, MOKA YUCJIO JICEKOLUTOB HE MPEBBICUT 3,5 X 109/J1, a KOJIMYECTBO TPOM-
GomToB — 100 x 10°/.

» Unrepdeponorepanus: narpos-anbda 3—10 ME noaxoxHo 3—5 pa3 B He.

= Jleuenue u npopuIaKTHKA yPaTOBOI0 AMAaTE3a: AJUIONYPUHOI.

JIMMPOITPOJIUDPEPATUBHBIE 3ABOJIEBAHUA

B rpynny numdonponudepatuBHbix 3a00jeBaHUN BKIIOYAIOT 3a00JeBa-
HUs, BO3HUKAIOIIUE B PE3yJIbTaTe€ MYTallMM PaHHEH KIIETKU-MPEIIIECTBEHHUIbI
auM(omo33a; XPOHUYECKUNA JTUM(OUUTAPHBIA JIEWKO3; HEXOJDKKHUHCKUE JUM-
dbombl, mTumMborpanynemaros (XomKKUHCKas TuM@poma).

Xpouudeckuii aumdodieiiko3 (XJIJI) — ngoOpokauecTBeHHAs OITyXOJIb
KPOBETBOPHOW TKaHHU, CyOCTpPaTOM KOTOPOH SIBIISIFOTCS MPEUMYILECTBEHHO MOp-
donoruyecku 3pensie mumporuTsl. XJIJI — Hanbonee pacnpocTpaHeHHBIA BUA
neiiko3a B ctpaHax EBponbl u CeBepHoit Amepuku. B atux crpanax Ha ero jo-
mo npuxoautca 30% ot Beex neiko3oB. Yacrora Berpeuaemoctu 3-3,5 Ha 100
ThIC. yel, a 1 aur ctapue 60 net — po 20 Ha 100 Teic. yen. Y npencraBureneit
YEpHOW M JKENTOM pac 3a00JeBaHUE BCTPEUACTCS PEIAKO HE3ABUCHMO OT MECTa UX
POXKACHUS U MPOKMBaHUs. My>KUMHBI OOJICIOT Yallle KEHIIWH B COOTHOIIEHUH 2:1.
Oxkoio 70% GonbHBIX 3a005eBaroT B Bo3pacte Mexay 50 u 70 rogamu. XJUJI sBms-
eTcsl caMoi JacToil popMoil JieliKo3a y KPOBHBIX POJCTBEHHUKOB, KaK 1O TOPH-
30HTAJIBHOW, TAK U 110 BEPTUKAIBbHOU JINHUU.

Knunuko-nabopamopuvie ouacnocmuueckue kpumepuu X1

Knunuueckaa kapmuna:

— TeHepalIn30BaHHAs TUM(aJTCHONATHS,

— CHUMITOMBI JIeWKko1uTo3a (B-cuMTOMBI): BbhIpakeHHasi c1a00CTh, MOBBI-
IICHHAs YTOMIISIEMOCTh, «O€3MpUYMHHAs) TOTEpsl Beca, MOBHIIICHUE TeMIlepa-
TyphI Tena 6e3 HH(PEKIMOHHBIX MPOIIECCOB;

— CIUIEHOMETallus, peXe — rernaromMeraius;

— CHIDKEHME cityXa (3a cueT MH(UIbTpauu onyxoseBbiMu Kinetkamu VIII na-
Pbl UEPEITHO-MO3TOBBIX HEPBOB);

— uHpekuroHHbie ocioxHeHus (y 80% OOJbHBIX): MIEBPUTHI, MHEBMO-
HUM, THGEKIMY MOYEBbIX IyTeH, herpes zoster;

— ayTOMMMYHasi FeMOJIMTUYECKAs aHEMHUSI, Ay TOUMMYHHasi TPOMOOLIUTOTICHHUSI.

AOCOIIOTHOE KOJIUYeCTBO JUM(OUUTOB B nepudepudeckoid Kpou 00-
mee 10 x 10/

BboJuee 30% numdpouuToB B KOCTHOM MO3re.
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NmmyHoI0rHYeckoe NOATBEP;KACHUE: Hanuyue B-KJIeTOYHOro KioHa
neiikemuueckux muMdonutoB (3kcnpeccus anturena CDS, CD19, CD20, CD21
CD23, CD24, cnabas sKkcupeccus TOBEPXHOCTHBIX UMMYHOTJIOOYIMHOB, PO3€T-
KOOOpa30BaHKUE ¢ MBIIIMHBIMUA 3PUTPOLIUTAMN )

JlonoJIHMTeNIbHBIN KpUTEepuid — TeHu [ 'ymnpexrta-boTkuHa B Ma3kax me-
pudepruyecKoil Kpou U KOCTHOTO MO3Ta.

Hurorenernka npu XJIJI: Tpucommsa xpomocomsl 12, TpaHcnokanus
t(11,14) — daxTophl MI0OXOr0 MPOrHO3a.

Knaccugpuxayus cmaoun XJII (J. Binet, 1989 2.)

A cTaausi — auMEOIUTO3 KPOBH M B KOCTHOM MO3T€, YBEIMUCHUE JIUM-
doy3noB B 1-2 obnactax mpu ypoBHe remoryioomHa 6onee 100 r/a u uucie
TpomMOonuTOB 60s1ee100 X 109/J'I, MeauaHa BEDKUBAEMOCTH B DTOM CTAJUU TakKas
ke, KaK B TIOIYJISIUH.

B craausa — yBenmuuenue aumdoysnoB B 3 obnacTsax u Oojee, MeanaHa
BBDKMBA€MOCTH — 7 JIET.

C cragusi — HE3aBUCHUMO OT KOJIMYECTBA 30H C YBEIMUYECHHEM JHM(OY3TIOB H
HAJIMYMSl YBEIMYEHHUsI OPraHOB MMEETCSl CHIDKEHHUE YpOBHs reMorsioonHa Hoke 100 r/n
¥ 4pcITa TpoMGonmToB Hike 100 x 10°/71, Me/pana BEDKHBAEMOCTH — 2 TOJIA.

Ilpumep popmynuposxu ouacnosa: Xponuueckuii iumghonetikos, C cmaous.

Jleuenue XJIJ1

Monoxumuorepanus: xiopamOymmi (0,1-0,4 Mr/kr onuH pa3 B IBE HEN),
mukiodocdan (ot 50 mo 100 Mr mpu npueme BHYTpPb, IPHU MPEPHIBUCTON Tepa-
i — 500750 Mr/M” epopanbHO MM BHYTPUBEHHO Kaxable 3—4 Hep), (uiro-
napabus (mo3BossieT 1o6uthes pemucenn y 80% 6Gompabix XJUI — 25 Mr/m’
5 nHel nonapsa Kaxable 28 qHeld — 6 KypcoB), KiIaJapuOuH.

MoanxumuoTepanus:

* COP (mmuknodocdaHn, BUHKPUCTHH, TIPETHU30JIOH);

* CHOP (+agpuamunui);

= CAP (mmuknodocdan, anpuaMuiivH, TPETHA3OIIOH);

* MonoknoHansHble anTuTena npotuB CD19, CD20 (Rituxan, Mabthera),
CDw52 (Campath).
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JIEKIIUA 10
I'EMOPPATI'MYECKHUE ITUATE3bI

Cucrema remocraza — OHOJOTHYECKasl CHCTEMa, OOECIEeYMBAIOIasi, C
OJTHOW CTOPOHBI, COXPAHEHHE KUJIKOTO COCTOSHUS IUPKYJIHUPYIOIIEH KPOBH, a C
OPYroM, — MpeaynpeXacHUE U KyITUPOBaHUE KPOBOTECYEHUN IIyTEM IOEpKa-
HUS CTPYKTYPHOM LEJIIOCTHOCTH CTEHOK KPOBEHOCHBIX COCYJIOB M JIOCTaTOYHO
OBICTPOr0 TPOMOMPOBAHUS MOCIEIHUX TP MOBPEKACHUIX.

OcHOBHBIE KOMIIOHEHTBI (3BeHl>H) CHCTEMBI remMmocrasa.

1. [lepBuuHBI (COCYIUCTO-TPOMOOIIMTAPHBIIT) TEMOCTA3.

2. Bropuunslii (11a3MEHHBIN) F€MOCTA3.

Ilepsuunwiii 2cemocmas NPeACTaBIEH COCYIUCTOW CTEHKON U (POPMEHHBIMU
3JIEMEHTaMH KPOBHU, B MIEPBYIO OUepeab TPOMOOIMTaMHU, U 00ECIeunBaeT OCTa-
HOBKY KPOBOTEUEHHI B MUKPOCOCYIax, IUAMETP KOTOpbIX He Oosiee 200 MKM.

Bmopuunvlii 2emocmaz — MHOTOCTYNEHYAThI KacKaJHbIM (QepMEeHTHbIN
poLecc, B KOTOPOM YYaCTBYIOT O€IKHU-NPOTea3bl, He()ePMEHTHbIE OEIKOBbIE
aKuenepaTopsl Mpouecca U KOHEUHbIN CyOCTpaTHbIN 0en0Kk — (huOpHUHOTEH.

OcHoBHBbIE (pa3bl BTOPHYHOTO FeMOCTa3a:

1. AxTuBanusa npoTpoMOMHA C MIPEBPAILICHUEM €TO B TPOMOUH.

2. llpeBpanienue pudbpuHoreHa B GuOpHH.

3. IloctkoarynsiuonHast (aza — cradbunuzanus GuOpHHA U peTpakuus
KPOBSIHOTO CT'YCTKa.

[TaTosiorust co CTOPOHBI KOMIIOHEHTOB CHCTEMBI I'€MOCTa3a INPUBOIUT K
Pa3BUTHUIO FeMOpPparud4ecKux Auare3oB. I emoppazuueckuit Ouame3 — 3T0 CHUH-
JPOM, OCHOBHBIMU KJIMHUYECKUMHU IIPU3HAKAMHU KOTOPOTO SBJISIFOTCS MOBBIILIECH-
Hasi KPOBOTOYMBOCTbH, CKJIOHHOCTb K IIOBTOPHBIM KPOBOTEUEHUSIM M KPOBOM3-
JUSHUSIM, CAMOIIPOU3BOJIBHBIM MJIM MOCJIE HE3HAYUTEIBHBIX TPABM.

Ilamozenemuueckue zpynnot 2emoppazuiecKux Ouame3o6:
— MpoMOOYUmMoneHuu u mpomooyumonamuu,

— KOa2y1onamuu;

— sazonamuul.

Tunbl KPOBOTOYMBOCTH

IeTrexnaabHO-NATHUCTBIA (MUKPOUMPKYJIATOPHBIN) — 3KXUMO3BI, IIe-
TE€XUH, B TSHKEINBIX CIy4asX — IMOXKKOXHbIE OOLIMPHBIE T€MATOMBI; CIU3UCThIE
KPOBOTEUYEHHUsI: HOCOBBIE, JAECHEBBIC, MATOUYHBIE, KEIYIOYHO-KUILIECYHbBIE U JIP.
XapakrepeH il TPOMOOIUTONEHUH, TPOMOOIMTONATUH, NeUIMTa TIIa3MEH-
Hbix ¢pakropos VII, X, V, II, L.

I'emaToMHBIII (MAKPOUUPKYJIATOPHBIIA) — OO0JE3HEHHBIE I'eMaTOMBI B
MSITKHE TKaHH, 3a0pIOIIMHHYIO0 KJIETYaTKy | JIp.; TeMapTpo3bl (MOpaxaroTcst KpyIi-
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HbIE CYCTaBbl), KPOBOTEUEHHs IPU TpaBMax M OIEpalMsX U3 KPYMHBIX COCYJIOB.
XapaxTtepeH [uis remopuianu A 1 B, MokeT ObITh Ipu nepe03UpOBKE rernapuHa.

CMemaHHBIi — COYETaHHUE NETEXUAIbHO-TIATHUCTOW KPOBOTOYHMBOCTH
(3KXHMMO3bI 1 KPOBOTOUMBOCTH CIIM3UCTHIX) C MOSBICHUEM OTIEIbHBIX OONBIINX
reMaToM MpU OTCYTCTBHM IMOPaXeHWI cycTaBoB. HaOmromaeTcss mpu TsKeaoMm
nedunure (HakTopoB MPOTPOMOMHOBOTO KoMIUiekca, ¢akropa XIII, mpu mepe-
JIO3UPOBKE AHTHKOAryJSIHTOB U TPOMOOJUTUKOB, O-HM Buinebpanga, [IBC-
CUHJpPOME, IPU MOSABJIEHUU B KpoBH UHTMOUTOpOB VIII nmm IX.

BackyJMTHO-MypnypHbIii — reMopparvu B BUJE ChIIU UM SPUTEMBI (Ha
BOCHAJIMTENIbHOM OCHOBE), BO3MOYKHO IMPHUCOEIWHEHHE HePpUTa U KHUIIEUHBIX
KpoBoTeueHuil. Habmrogaercst npu MHGEKIIMOHHBIX U UMMYHHBIX BacCKYJIUTaX,
aerko Tpanchopmupyercs B [IBC.

AHTHOMAaTO3HBIN — YIIOPHBIE CTPOIO JIOKAJIM30BAHHBIC U IIPUBS3aHHbBIE K
JIOKaJIbHOM cocynucTOM marosnoruu reMopparuu. Habinronaercss npu teneaHru-
IKTa3MsIX, AHTMOMAaX, apTEPUOBEHO3HBIX IIyHTAaX.

MeToabl MccIeI0BAHUS MEPBUYHOI0 reMocrasa:

* [I[poObl Ha PE3UCTEHTHOCTh, JIOMKOCTh KAMWJUISIPOB — MaH)XETOYHas,
OaHOYHAasl, IHUIKA U JIP.

* OnpenesieHne JIUTEIbHOCTH KpoBoTeueHusi — 1o J{roke (10 4 MuHyT),
AiiBu (10 7 MUHYT).

» [Toxcuet yucna TpoMOOIIUTOB — B HOpMEe — 150—450 x 10°/m.

» TpomGoruToMeTpusi — cpeaHuii oobem TpomoOonuToB (MPV) B HOpME
cocraBisier 8fl. Bo3pact Tr oOpaTHO mpomnopiHoHaNeH X pa3Mepy, T. €., YeM
MoJioxke Tr, Tem 6oibine ero MCV.

* HccnenoBanue aare3MBHO-arperaluoHHON (yHKIUA TPOMOOIMTOB (ar-
peraTorpaMma) ¢ pa3IuYHbIMU UHIYKTOpaMU (UCHOJb3YeTCs JJIsl JUArHOCTUKU
TpoMOouuTonaTtuii): anpeHanuH, AJl®, kommaren, pucTOMHUIMH (HapylIaeTcs
npu Oone3nn Bunnedbpanaa), TpoMOMH.

MeTOI[bI I/ICCJIEI[OBaHPIﬁ BTOPUYHOI'0O réeMocrasa:

* Bpems cBepreiBanus 1o JIu-Yaity — 5-11 Mus.

* AUTB (akTMBUPOBaHHOE YACTHYHOE TPOMOOILTIACTUHOBOE Bpemsi) — 25-35 cek.
= [IporpomOuHOBEIH TecT KBuka — 12—13 cek.

* [IporpomOuHOBHIt uHIEKC — 80—100%.

» TpomOGuHOBOE BpeMsi — 13—16 cexyH.

TPOMBOIUTOIIEHUH

Tpomoountonenun (TII) — rpymnma 3a0oneBaHuil, TP KOTOPHIX KOJIHYE-
ctBo TpombormTos (Tr) B mepudeprueckoii kpou Meree 150 x 10°/11.

116



Mexanuszmbl namozeneza mpomooyumoneHuil:

1. IToBeimenHoe pazpyuienue Tr B mepudepuaecKoi KPOBH.

2. Hemoctatounoe o6pa3oBanue Tr Ha ypoBHE KOCTHOTO MO3Ta.
3. [loBermennoe notpediaenue Tr.

KIACCUDOUKALUA TIT

I. TpomOouuTONNEHUM,
00ycJIOBJICHHBbIC CHUZKeHHeM npoaykuuu Tr

1. HacnencrBennbie: TAR-cunapom (Bpoxnennra TII ¢ orcyTcTBreM iyde-
BOM KOCTH); LIMKJIMYECKAs] aMerakapyuoLUTapHasi TPOMOOLMTONICHUST; aljlacTUUecKast
anemuss @ankony; cuHapoM bepHapa-Cynbe; aHomamms Mes-Xerrmza;,; Cunapom
Mepdu; cunapom Buckorra-Ongpuya; CHHIPOM «CEPBIX» TPOMOOILIUTOB.

2. IIpuodpeTeHHbIe: aruiasuy reMoIo33a; 3aMeIeHHe KOCTHOIO MO3Ia OITyXO-
JIEBOM TKaHBIO; HEA((hEeKTUBHBIN remMornod3 (B1,, honmeBo-geduruTHpie aHeMuH).

I1. TpomOouMTONNEHUH, O0YCJIOBJIEHHbIE
NOBbINICHHOM AecTpyKumred Tr uiam ux nmorepeit

1. UMMyHHBIE: U30- Ul aLlouMMyHHble (HEOHATaJIbHAs AJNIOMMMYHHAs
TPOMOOIIUTONICHHS], TOCTTPaHCHY3UOHHAST TPOMOOIIMTOIICHHUS); MPAHCUMMYH-
Hule (Y HOBOPOXKIEHHOTO MPHU MPOHUKHOBEHUH AHTUTPOMOOLIUTAPHBIX aHTUTEN
OT Marepu, CTpajarouiell ayTOMMMYHHOM TPOMOOIMTONEHUYECKOW IMypITypoid
WIA JIPYTUM ayTOMMMYHHBIM 3a00JI€BaHHEM); cemepoummyHuvie (OaKTepHab-
HbI€, BUPYCHBIE, TPUOKOBBIC, MMPOTO30MHBIE HHPEKIINH); aymoumMmyHHbvle (Tep-
BUYHAs ayTOMMMYHHasi TPOMOOIIMTOIEHUYECKasl MypIypa, BTOpUYHAs (CHUM-
NTOMaTUYECKasl) ayTOUMMYHHasi TPOMOOIIUTOTIEHUYECKas My pIypa).

2. HemmmyHHBIe: Muxpoaneuonamuu (TpoMOOTHYECKass TPOMOOLUTOIE-
Huueckas nypiypa, JABC-cuHapoM, reMoJuTUKO-YPEMHUYECKUNA CUHIPOM); Me-
Xanuueckoe nospesicoenue mpomooyumos (KareTepbl, IPOTE3bl KJIANaHOB CeP/-
a U COCY/JOB, 3KCTPAKOPIOPAIbHOE KPOBOOOpAIIEHUE); CMEWaHHas epynnda
(oxoru, kpuonaTtuu, cuHipom Kazabaxa-Meppura).

I11. TpomOouuTONIEHUM,
o0ycioBJieHHbIEe cekBecTpanuei Tr.

Cunopom 2unepcnienu3ma: TACTUOIMTO3bI, O0IE3HN HAKOTUICHUS, JIEHKO-
3B, MUEJIOIPOSIM(hepaTUBHBIE 3a00JIeBaHUS, TYOEPKYJIe3, CAPKOUIO3.

Hau6omnee yactas ¢oopma TpOMOOIIMTONIEHUN — TEPBUYHAS AyTOMMMYHHAs
TpoMOonuTonennyeckas nypmypa (AUTII), TpagunronHoe Ha3BaHUE — HIIHO-
natudeckas TpomOonuTonennueckas nypmypa (UTII), crapoe nazpanue — 0o-
ne3Hb Bepabsroda.
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Kaunuko-n1adoparopnas nuarnocrtuxka UTII

B mmpokoii knmuHnyeckoit npaktuke auarno3 UTII Bepudunmpyercs myrem
UCKITFOUYCHUS IPYTUX 3a00JI€BaHMM, COMPOBOXKIAIOIINXCS TPOMOOIIUTOTICHUEH.

IIpu stom miis UTII xapakrepHo:

KianHnyecku: MUKPOUUMPKYJIATOPHBIA THUII KPOBOTOYMBOCTH (3KXHMO3BI,
NETEXHH, SHAHTEMbI, HOCOBBIE, IECHEBBI U JIp. KPOBOTEUEHHU).

OO0muii aHAJIM3 KPOBU: M30JIMPOBAHHAS TPOMOOLIUTONEHUS (MOXKET OBITh
OCTrEMOpparuvecKas aHeMus ).

KocTHbIi M0O3I: HOpMaIbHOE WM MOBBIIIEHHOE COAECPKAHNE MEraKapUOLUTOB.

NMMmyHO(pepMeHTHBIN aHAJIM3: HAIWYMAE AHTUTEN HA MOBEPXHOCTH TPO-
oouuToB (4aie kiacca IgG).

Knunuueckue ¢popmer HTII: cyxas (remopparvueckas Cblllb Ha KOXE U
CIIM3UCTBIX), BJaXKHas (HaJM4yue KPOBOTCUCHHUI ).

Teuenue HTII: octpoe — 10 6 MecAIeB, XpOHUIECKOE — Oojiee 6 MECSIICB.

Ju¢ppepeHunaNbHBINA THATHO3

I'emepoummynnan (canmenoeasn) TII BO3HUKAET NOJ BIMSHUEM BHUPYCOB,
OaKkTepHii, MEIMKAMEHTOB, BaKLIUH U T. II., B PE3yJIbTaT€ U3MEHEHUS] AaHTUT'€HHOU
cTpykTypsbl Tr. Hanbonee tunnunbsiM npumepom rerepouMmyHHoM TII siBisiercs
JekapcTBeHHO-uHaAyuuposanHasa TII. B Hacrosmee Bpems uzsectHo 0koio S0 e-
KAapCTBEHHBIX IPENApaToB, IIPUEM KOTOPBIX MOXKET NMPUBECTH K BO3HUKHOBEHUIO
rerepouMMyHHOI TII. Cpeay HUX renapuH, XMHUH, XUHUINH, CYJIb(aHUIaMuIpl,
TUMAPUIAMOI, (pypoceMus, canuiuiaTel, JUTOKCHH, Tapamneramor, B-010kaTopsl,
TUa3U/bl, KOTPUMOKCA30JI, aMIIMLIWIUINH, Le(haloCIOPHHbI, BAHKOMUIMH, KapOa-
Ma3elyH, IUMETHINH, COJIA 30JI0Ta, ITPOTUBOCYIOPOKHBIE Mpenaparsl. Pa3Busa-
forcst ranteHoBble TII ocTpo (depe3 2—3 CyTok mociie npueMa MeIMKaMeHTa HIIu
Ha (oHE BHUPYCHON MH(EKINHN), HOCIT KPATKOBPEMEHHBIN XapakTep, 3aKaHYhBa-
I0TCS CaMONPOM3BOJIBHBIM U CTOMKHM BBI3JIOPOBJICHHEM 4Yepe3 4—6 MECSIEB, UTO
CBSI3aHO, B IIEPBYIO OYEPE/Ib, C MPEKPALLICHUEM aHTUTEII000Pa30BaHUSL.

Bmopuunaa aymoummynnas mpomooyumoneHuueckaa nypnypa pa3Bu-
BaeTcs Ha (poHE APYroro OCHOBHOTO 3a00JIEBaHMS, KOTOPOMY CBOWCTBEHHO OC-
JIOKHATHCA ayTOMMMYHHOU nutoneHued. K Takum 3a007€BaHUSIM OTHOCSTCS
psii TeMO0OacTO30B (HEXOMKKUHCKas JuMdoma, TuMporpaHyIemMaTos, Makpo-
ro0ynuHeMus BanbneHctpema), cuHIpoM OBaHca-Duiiepa, peBMaTOMIHBIN
apTpUT, CUCTEMHAs KpacHas BOJYAHKA, aHKWJIO3UPYIOUIUI CIIOHIWINT, O0JI€3Hb
Kpona, Hecienmmpuieckuii S3BEHHBIN KOJIUT, XPOHUYECKUN aKTUBHBIA TeHaTHT,
TupeouIuT. KnmHuka onpenensercs OCHOBHBIM 3a00JI€BAHUEM.

Cunopom cunepcniienuzma NpOSBIAECTCS B NEepUPEPUUECKON KPOBU: aHE-
MUEH, JIEMKONEHUer, TPOMOOLUUTONECHUEHN; KIMHUYECKH — TeNaToCIUICeHOMEera-
aueil. TpoMOOLMTONEHHsST BO3HUKAET B pe3yJibTaTe MepepacnpeeieHus] U CeK-
BecTpauuu It B yBEJIMUYEHHBIX CUHYyCaXx ceie3eHKkd. Hanboliee yacTbiMu npuyu-
HaMU TUIEPCIUIEHHW3Ma SIBIISAIOTCS 00Jie3Hb ['olle, mopTajibHas THIIEPTEH3HS,
cerncuc, TpomoodiedoTHYeCKas CIIICHOMETaIHS.
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Mezanoonacmuwvie anemuu (Bi,-ghonuesooedpuyummnvie anemuu). B ne-
pudepuyeckoil KpoBH XapaKTEpHbI: MAaKpOLUTAapHAsh TUIEPXPOMHAas aHEeMus,
neiikonienusi, T1I, oO6ycioBnennbie HEIPHEKTUBHBIM TE€MOMOI30M. BEISBISIOTCS
aHU30LMTO3, MOMKWJIONUTO3 U BHYTPHUKJIETOUYHBbIE BKIIOUEHHs (Oa3zoduiabHas
nyHkTaius, tenbia Ko, koibsiia Kebora) sputponutoB. TUMYHO M3MEHe-
HUE TPAHYJIOIUTOB: TUTAHTCKHUE IMaJOYKOSIEPHbIE U TUIEPCETMEHTUPOBAHHBIC
HeWTpoduibl. B KOCTHOM MO3re — Merajo0iacTbl C TOHKUM CETEOJ00HBIM
SEpHBIM XpoMaTHHOM. YacTto HaOmr0AaeTcs BHYTPUKIECTOYHBIA TeMOJIN3, B pe-
3yJabTaTe yero oOpaiaer Ha ce0sd BHUMAHUE B KJIMHUKE KEATYIIHOCTh KOKHBIX
IOKPOBOB U BUAMMBIX CIU3UCTBIX y OOJBHBIX, YBEIMUEHUE CEIE3EHKHU, a TaKXKe
B OMOXMMHUYECKOM aHaJu3€ KPOBU TUNEpOUTUpPYOMHEMHUS 332 CUET CBOOOIHOTO
ounupyouna. Hapsamy ¢ 3TuM y OOJIBHBIX UMEIOTCS SIBIICHUS TII0CCUTa, OTMeua-
eTCsl MOpaKEHUE HEPBHOM CUCTEMBbI, BO3MOYHA IrelaToMeraius.

bonesnv Bunnedopanoa. HacnenctsenHnas TpoMOOLMTOINATHS C HAPYILLIEHU-
€M IIa3MEHHBIX (PaKTOpOB, HaciexyeMasi 0 ayTOCOMHO-JIOMUHAHTHOMY THILY,
NPOSBIISIIONIASCS B KJIMHUKE CMEIIAHHBIM TUIIOM KPOBOTOYMBOCTU (MHUKPOLIUP-
KYJSITOPHBI U remMaToMHbli). JlabopaTopHO — y/UIMHEHHE BPEMEHU KpOBOTE-
yeHus (o AWBHM), HapyllIeHHUe arperaiuu Tr ¢ pUCTOLIETUHOM, CHH)KEHUE YPOB-
HS WIM aKTUBHOCTH (akropa BuimneOpania, MOXET ObITh CHM)KEHHE YpPOBHS
VIII dpakropa cBepThIBaHUS.

Ilpumep ¢hopmynuposxku ouacHosza: uouonamuueckas mpombOOYumoneHu-
yeckas nypnypa, ocmpoe medenue, cyxas gpopma.

Jleuenue UTII
e Cneyughuueckas Koncepsamugnaa mepanusa: KOPTUKOCTEPOUIbI (IIpe-
HU305I0H — 1-2 mr/kr/cyT wimm — 60—100 mr/cyT B Teuenue 3 Hexm C moclie-

JYIOIIEH MOCTENEHHOW OTMEHOM; COoMeApon 1 I/CyT BHYTPUBEHHO B TEUCHHE
3-x AHeil); BHYTpUBEHHbI MIMMYHOI100yuH (1 r/cyT B TedeHue 2—3-x IHEH uiu
400 mr/kr/cyT B T€ueHUE 5 JAHEH); IMMYHOCYIIPECCUBHBIC areHThI (IUKIo(pochaH B
03¢ 50-200 mr/cyT nepopaibHo, wix — 300 Mr/M® BHYTpHBEHHO | pa3 B [BE HEL;
BUHKpHUCTHH — 0,025 MI/KT 10 TOCTHKEHUSI CyMMapHOU JTO3bI 2 MT).

e Cneyughuueckan xupypzuueckana mepanusa: tiazMadepes; CIIICHIKTO-
Mus (py HeAI(P(HEKTUBHOCTH TOPMOHOTEpPANUU TMPU HENPEPHIBHO PELMIUBH-
PYIOILEM TEUECHHH ).

o CumnmomamuuecKas mepanusa: reMOCTaTUUECKas; 3aMECTUTEIIbHAS.

['eMocTaTnyeckue CpeacTBa MECTHOIO JCWCTBHS: reMOCTaTHUecKas ry0ka u
BUCKO3a, ((MOpUHOBAs TUIEHKA, TPOMOUH, noiukarpoHu, 0,1%-Hblil pacTBOp aape-
HaymHa, 5%-Hb1i p-p X-AKK. BHyTpuBEHHO — KHCJI0Ta X-aMUHOKapOHOBasl (HE
HAa3HAYaeTCsl MPHU TOYEYHBIX KPOBOTEUEHUSX), JecMonpeccuH B ao3e 0,3 MKI/KT,
JUILIMHOH, IPEPOPATbHO — aCKOPYTHH (C LIEIbIO YKPEIUIEHUS COCYTUCTON CTEHKH).

[Tpu ypreHTHBIX COCTOSHUSIX U MOJTOTOBKE K CIUIEHIKTOMHUU — TpaHCQy-
3UM TPOMOOLIUTAPHOMN MACChl; CBEKE3aMOPOKEHHOM TJIa3MBbl.

[Ipy mocTreMopparu4eckor aHEMHH TSKEIION CTENEHU TSKECTH — dPUTPO-
HUTapHas Macca.
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ITEMOPPATMYECKHI BACKYJIAT
(BOJIE3Hb INEHJIEMH-TEHOXA, AJUIEPTUYECKASI
MMYPIYPA)

I'emopparnuyecknii Backyautr (I'B) — umMyHOKOMILIEKCHOE 3ab0jeBa-
HUE, XapaKTEPU3YIOLIEECS IOPAXKEHUEM MUKPOCOCYIOB LUPKYJIUPYIOLIUMHU
uMMyHHbIMH KoMIuiekcamu (LIUK) ¢ mocnenyrommum MHOKECTBEHHBIM MHUKPO-
TpoMOOOpa3oBaHUEM B COCYJIaX KOXKHU, CyCTaBOB M BHYTPEHHUX OPTaHOB.

Imuonocuueckue gpaxmopot

= [Ipedpacnonazarowue: anneprus, o4aru XpoOHUUYECKUX UHPEKIUH.

= Paspewarowue: peciupaTopHble WH(DEKIMU, TPUBUBKH, IIPUEM JIEKApCT-
BEHHBIX MPEMApaTOB U MUILEBBIX MPOIYKTOB, YKYChl HACEKOMBIX, T€JIbMUHTO3bI,
dbu3rUecKre 1 SMOIMOHATBHBIC BO3ICUCTBUS, MIEPEOXIIAKICHUE.

Mexanuzmot namoeenesa I'B

1. UmmyHokoMmIuIekcHBIH (HU3KOMOIeKy sipabie [IUK, B 80% ciydaeB npe-
cTaBiieHbI [gA).

2. 'mnepuyBCTBUTENBHOCTh 3aMEIJIEHHOTO THIIA.

3. AyTOMMMYHHBIH.

4. TTapaainepruueckuid.

B pe3ynbTaTe peanuzanuu OCHOBHBIX MEXaHM3MOB MaTOr€HE3a B MUKPOCO-
CyJax MOCJIEeA0BATEIbHO PAa3BUBAIOTCS CIIEAYIOIIME MPOLECCHI: «acCENTUYECKOe
BOCIAJICHUE» U JIECTPYKIMS SHJIOTEIUATBHBIX KIIETOK, YBEJIUYEHUE IPOHUIIAE-
MOCTH COCYJIUCTOM CTEHKH, TUIEPKOATYISLHUs, YXYIUIEHUE PEOJIOrHYeCKUil
CBOWCTB KPOBH, UCTOIICHUE AHTUKOATYJISTHTHOTO 3B€HA CBEPTHIBAIOUIEH CHUCTE-
MbI KPOBU, UILIEMHUS TKAHEH.

Kiaunnveckue cunapomsl I'B:

> Kooicholit cundpom — reMopparnyeckas Cblllb BaCKYJIUTHO-ITYPIIyPHOTO
XapakTepa, MHOTAA C TEHACHUMEN K CIUSHHUIO, B TSIKEIBIX CIIy4asx — OTHENb-
HBIE AJIEMEHTHI ¢ HEKPO30M. CBhIIb pacmnojioKeHa CUMMETPUYHO, Yallle Ha pas-
ru0aTenbHbIX MOBEPXHOCTAX KOHEYHOCTEH, BOKPYT CYCTaBOB, Ha siroauiax. B
psine ciiydaeB y OOJIbHBIX OTMEYAlOTCS aHTMOHEBPOTHMYECKHE OTEKU (daile Ha
JIMLIE, KUCTSX, CTOMax).

> Cycmagnoil cunHopom — TOpPa)XEHUE KPYIHBIX CYyCTaBOB, OTE€YHOCT,
00J1€3HEHHOCTh, OTPAHUYECHUE 00beMa JIBIKEHHM, JIETY4eCTh OOJIeH.

> A0OOMuHAIbHBLIL CUHOPOM — TIPUCTYIIOOOpa3HbIe OOJIM B )KUBOTE, BO3-
HUKAIOIAE BHE3aIIHO IO TUIy KHIIECYHOM KOJIMKH, HE MMEIOLIME YETKOW JIOKa-
mu3anuu. TomHoTa, pBOTA, HEYCTOWUYMBBIM CTyl. MOTyT OTMEYaThCs 3MU30.bI
KHILEYHBIX U KEIYJOYHBIX KPOBOTCUEHHUI.

> Iloueunsvtit cunOpom — TOpaKEHUE TTOYEK MOXKET OBITh Pa3TUUYHBIM —
OT TPAH3UTOPHOM MHKPOIPUTPOLUTYPUH U CIEAOBOM MPOTEMHYPHUHU, KOTOPBIE

120



OBICTPO MCUE3al0T HA (POHE Tepanuu, 10 BHIPAKEHHON KapTUHBI TIoMepyioHed-
puta (aedpur lllenneitna-I'enoxa).

> Illepeopanvhotii cunopom — T07I0BHAs 00JIb, 3aTOPMOKEHHOCTH, pas-
JPAKUTETHLHOCTb, TIAKCUBOCTD, MMAPECTE3UH, HEBPAJITHU, MUAIITHH, aCCUMETPHUS
CYXOXXIIBHBIX PEIICKCOB, CHMIITOMBI TTIOPAKEHUS YePEITHBIX HEPBOB, MApe3bl U
JPyTHUE SBIICHUS, CBSI3aHHBIE C OTEKOM MO3Ta U MEITKUMH KPOBOW3IHUSHUSMU B
BEILIECTBO MO3ra.

> Cepoeunvlilt CUuHOPOM — TIPUTITYIIEHHOCTh CEPACYHBIX TOHOB, TaXU- WIIN
Opanukapaus, CACTOJIMYECKUIN 1IIyM Ha BEPXYIIIKE.

> Jlecounoii cunopom — xameiab C MOKPOTOW U TPOXKUIIKAMU KPOBH,
OJIBIIIKA, BIKHBIC XPHUITBI M KPETTUTAIINS TIPH ayCKYJIbTaIUH.

Knaccupukanus I'B

1. Kiimanveckue ¢gopmbi:

» KokHast: mpocTtasi, HEKpOTHYECKasi, C XOJI0A0BOM KPAaIMBHULEH U OTEKOM.
» CycTaBHas, KO)KHO-CyCTaBHasl.

« AOOMHHAJIbHAS, KOXKHO-a0JOMUHAJIHHAS.

= [JoueuHasi, KO)KHO-TIOUCYHas.

» CMmelanHas (COYeTaHHEe Pa3IMYHbIX CUHIPOMOB).

« llpyrue peakue Gopmsbl.
2. CTeneHM TAKeCTH

Q Jleckasa: coctosHue OOJBLHOTO HE HAPYIICHO, TeMIeparypa Tejaa HOp-
MasbHas uiu cyodeOpuiibHas, TeMOpPparniecKnie MUHIMAIbHBIC BBICHITIAHUS HA
KOX€E, MOTYT OTMEYaThCs JIETy4dre O0JIM B CyCTaBax, MBIIIIIAX.

Q Cpeodnasa: cocTossHUE OOJILHOTO CPEAHEH CTENEeHH TSHKECTH, TeMIIepaTy-
pa tena moxkeT nossimathes A0 38°C. bonbHbBIE KaMyrOTCs Ha TOJIOBHYIO OOJIb,
00111yt ¢71a00CTh, 00Jb U MPUITYXJOCTh CYCTaBOB, BHIPAXKEHBI KOKHBIM U (WJIH)
CyCTaBHOW CHHJIPOMBI, BO3MOXHBI aHTMOHEBPOTHYECKHE OTekH. OTmMedaroTcs
NpOSABJICHHUS] a0JOMAHAIIBHOIO CHUHApPOMA: TOLIHOTA, PBOTA, ydyallleHUE CTyJa,
WHOT]Ia C KPOBBIO, OOJIN B KUBOTE, IOPOA MyUUTEIHHBIC.

Q Tascenasn: cOCTOSTHUE TSDKEIIOE, KalnoObl HA CIa00CTh, TOJOBHYIO 00JIb,
TOIIHOTY, BOBHHUKAIOT MHOTOKPAaTHBIE PBOTHI C KPOBBIO, YACTHIN CTYJI, BEIPAKEH
CyCTaBHOM, a0JIOMUHAJIBHBIN U MOYEHYHBIA CUHAPOMBIL. [lypriypa Ha KOKe HOCHUT
CIIMBHOW HEKPOTUUYECKUHN XAPAKTED.

3. Teuenue: monnuenocnoe, ocmpoe (00 4 ned), samsaxcuoe (I-6 mec),
Xponuueckoe (6o021ee 6 mec): penko peruauBHpyoiiee (4actora odboctpeHuit 1
pa3 B roa), 4acto peuuauBupytoiiee (3 paza B roj), HEMPEPBHO PELUAUBUPYIO-
niee (vare 3 pa3 B roj).

4. Dazvr: akmusHas, CMUXAHUSA, PEMUCCULL.

5. Ocnosrcnenun I'B: kuilieuHble KPOBOTEUEHUS, epdopanus KUIIEUHUKa,
JIBC, noctremopparuyeckas aHeMusi, TpOMOO3bl U UH(APKTHI B OpraHax, rnepu-
TOHUT, TAHKPEaTHT.
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Juacnosz I'B sepugpuyupyemcs na 0ocHOBaHUU KIUHUYECKUX NPOABTIEHUN — HAU-
YLs XAPAKMEPHO20 2eMOPPASULECKO20 CUHOPOMA NO BACKYIUMHO-NYPNYPHOMY MUNY.

N3meHenns: 1a00paTOPHBIX MOKa3aTeseid MPU reMOpPparu4ecKoM Bac-
KyJHUTe Hecnenu(puIHbI:

Obwuti ananuz Kposu. HEUTPODWIbHBIA JIEUKOIUTO3, moBbiieHne COD,
D03UHODWITHS, AHEMHUSI.

buoxumuyeckuii ananuz xkpogu: TUCIPOTEUHEMHUS C TOBBIIIEHUEM YPOBHS
anbda-2-rnodynunos, CPb, cepomykouna, Tutp antucrpenrtonusuna O.

Hmmynoepamma: noseiienue yposus IgA u G, HUK u xpuornoOynuHOB,
CHIKEHHME aKTUBHOCTH KOMILIEMEHTA.

I'emocmaszuocpamma: TPU3HAKUA TUIEPKOATYISUUU (TOBBIIICHHE YPOBHS
¢bubpuHOreHa, pacTBOPUMBIX KOMIUIEKCOB (pubpun-monomepoB (PKOM), un-
OYLMPOBAHHOM arperaiuu TpoMOOLMTOB, yrueTenue pudpunonusa, AUTB.

Obwuil ananuz moyu: TeMaTypus, IPOTCHHYPHs, HWIMHAPYpHs (IIpHU TO-
YEYHOM CUHJIPOME).

Jugpghepenyuanvuyro ouacnocmuxy I'B neodxooumo npoeooums co cineoyro-
wiumu 3aoonesanuamu: i dy3Hbie 3a001€BaHUS COSAVHUTEIHHON TKAHHU, TEMOCH]IC-
pO3BI KOKH, 00J1e3Hb Takascy, ranysiemaTo3 Berenepa, ocTpbliii almeHUINT, H-
BarMHalus, UEPCEHN03, MEHUHTOKOKIIEMUSI, TOKCUKO-aJUIEPIrUUe€CKUil JepMATHUT.

IIpumep opmynuposxu ouaznosa: eemoppasuyieckui 8acKyIum, KOMCHO-CYC-
masHas hopma, ocmpoe medenue, CpeoHetli CmeneHu maxicecmu, akmusHas gasa.

I'emoppacuueckuii gackyaium, cmeuieHHas gapma (KOdHCHbIU, CYCMABHOU,
NOYEUHbI CUHOPOMYL), XPOHUYECKOe HEenpepuléHO-peyuousupyrouiee mevenue,
cpeoHell cmenenu msdicecmu, gaza pemuccuu.

Jleuenue I'B

IMaTorenernveckass tepanusa I'B: orpannyeHue IBUraTeIbHON aKTUBHO-
CTH, JJMMHUHAIMOHHAS (TUMOAJIEPTEHHAS) JAWETa, YHTEPOCOPOIs, aHTHarpe-
raHTHas Tepanus (TpeHTall, KypaHTWJ, HOYCTPUH, TUKIIOTICANH, aCITUPUH U Jp.),
anTukoaryisaTHas tepanus (remapun 100-500 EJl/kxr/cyTku noakoxHo, 4 pa3a
B JICHb /10 UCUE3HOBEHHUS KIIMHUYECKUX CHUHJPOMOB U YJIMHEHUS MOKa3aTeleu
AUYTB u TpoMOMHOBOTO BpEMEHH B JiBa pa3a, MO0 CPABHEHUIO C MCXOIHBIMH),
AHTUTUCTAMUHHAS TEpaIus, aHTHOAKTepUATIbHAS Teparnusi, MH()Y3NMOHHAS Teparwsl
(pEONONMUTIIOKKH), TOPOMOHOTEpanus (MpeaHu30H 1-2 Mr/kr/neHr — 7 JaHEH,
IIpU IOYEUHOM cuHApoMe — 110 20 THEei).

AnmubaxkmepuanivHaa mepanusa ueaecooopasHa npu caedyrnuiux pax-
mopax: CONMyTCTBYIOIUE NHDEKIIUHU, 000CTPEHUE XPOHUUYECKUX 0YaroB MH(MEK-
I[UH, YIOPHOM BOJHOOOPA3HOM TEUEHWU KOKHOW MypITypbhl (KaKk Tepamus eX
juvantibus), popmupoBaHue Hedpura.

Hawn6onee 3¢ pekTHBHBI MakpoIHIb! (CyMames, KIaluI, pyanu), OIOKCAIMHBIL.

Iloka3zanusa k mepanuu 2nwokokopmukouoamu npu I'B

» pacIIpoCTpaHEHHAsl KOXKHAs MypIlypa ¢ BhIPAXKEHHBIM TpoMOOreMopparu-
YECKUM KOMIIOHEHTOM M HEKPO3aMH WJIU BBIPAKEHHBIN IKCCYIATUBHBINA KOMIIO-
HEHT BBICHITIAHH;
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* TSDKEJIBIN a0IOMUHAIBHBIN CHHIPOM;

* BOJIHOOOpA3HOE TeUEHUE KOXKHOM My pILyphl;

= He()pUT C MaKporeMarypueu uim HepOTUUECKUM CUHIAPOMOM.

[Tpu He 3¢ (hEeKTUBHOCTH aHTUKOATYJISTHTHON U TOPMOHAJIBLHOW TEparnuy Ha-
3HAYAOTCS LIATOCTATUKH U AHTHMETAabONNThI: BHHKPHCTHH — 1,5 Mr/m” (He Goree
2 wmr) B/B, mukodocdan — 200 mMr/m>/Hen B/B Ne 35, 6-MepkanTomypus 20 mr/m”
BHYTpb B TeueHue 3—5 Hell, azaTuonpud — 2—2,5 mMr/kr BHyTpb oT 10 Hex. 10 6 mec.

I'emopuans

['emo¢unust — HacieICTBEHHAs! KOAaryjonaTusi, B OCHOBE MAaTOreHe3a Ko-
TOPOM JIKUT NePUIUT OJHOTO Kakoro-imubo ¢akropa cBepThiBaHus. YacroTa
reMo(UINH B pa3NUYHBIX CTpaHax Kosebnercs ot 6,6 10 18 Ha ThIC. yen.

Tunwi 2cemopunuii:

= [emopunusn A — oecpuyum VIII ghaxmopa (70-80% cpeou opyeux eemoghunuii).

» ['emogunus B (6one3nv Kpucmmaca) — oegpuyum IX gpakmopa (6—13%).

» ['emogpunus C (boneznuv Pozenmains) — oegpuyum XI gpaxmopa (0,3—1,5%).

I'emodunus A u B HacineayroTCs pelecCuBHO, CIEIUICHO ¢ X-XPOMOCOMOM,
00JICIOT JIMIIa MY>KCKOTO T0Ja.

Cmenenu maxycecmu zemogpunuu: xpaiine tsoxenas popma — 0—-1% dax-
Topa, Tsbkenas ¢popma — 1-2%, dopma cpennel crenenu Tsbkectu — 2—-5%,
nerkas popma — 5-30%. Cooeporcanue ghakmopos 6 nopme om 50 0o 200%.

Knunuko-nabopamopnasn ouaznocmuxa cemogpunuu:

" B KiuHuKe — reMaTOMHBIN TUII KPOBOTOYHUBOCTU. XapaKTEPHbI OCTPhIE U
XPOHUYECKHUE PEUUIUBUPYIOUIME TeMapTpo3bl. VICTOUHMKOM KpPOBOTOEYEHMIA
SIBJISIIOTCSI CHHOBUAJIBbHBIE cocyibl. Hanbosee yacTas Jiokanu3anus nopaxeHnii —
KOJICHHBIE, PeXe — JIOKTEBbIE, TOJIEHOCTOITHBIC, Ta300eapeHHbIe cycTaBbl. CHHO-
BUUT MPHUBOJIUT K Pa3pyIICHUIO XPSIIEBOM TKaHW, XPOHUYECKUM OOJIEBBIM CHH-
JpoMaM U HapylIEeHUsIM (PYKHKIMH CyCTaBOB. BO3HHMKAIOT BHYTPUMBILIEUHBIE T'e-
MaToOMbI, OCOOEHHO YacTO B MKPOHOXKHYIO MBIIIILY, I1O/IB3/IOIIHO-TIOSICHUYHYIO U
MBI TpeAmieunid. ['emarombl npu reMouiIMd MOTYT HarHauBaThCS, MTPUBO-
JUTHh K aHEMU3AIK OOJBHBIX, CAABJICHUIO HEPBHBIX CTBOJIOB M MBIIICYHBIM KOH-
TpaktypaM. TeueHune 3a00s1eBaHUST MOKET OCTIOKHATHCA PA3BUTUEM TICEBIOOITYXO0-
JIei, KOTOpbIE MPEACTABIAIOT COO0 HMHKAICYJITPOBAaHHBIE T'€MATOMBbI OOJBIINX
pa3MepoB, CHABIMBAIIME M pa3pylIarolve OKpyxaromue TkaHu. Kpome Toro,
npy reMo(UiINK HaOJIIOIAI0TCS HKEyJOYHO-KUIIEUYHbIE KPOBOTEUEHUS, IOYEUHbIE,
uepeOpaibuble u Ap. KpaitHe peko — HOCOBbIE KPOBOTEUEHHUSI.

» Opuenmupogounvie mecmsl no Koazcyroepamme — yanuHenue AUTB,
BPEMEHM CBEpThIBaHM 1O JIn-Yiary

» Koppexyuonuvle npobvl ¢ niazmoul, aocopouposanHol cyivghamom 6a-
pus (01 ouacHocmuxu cemopunuu A), ¢ 8b10epIHCAHHOU CbIBOPOMKOU (0151 OU-
acnocmuxu eemogunuu B)

» CHudiceHue cooepaicanus 0epuyumno2o pakmopa 6 Kpogu.
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Ilpumep opmynuposxu ouacnosza: I'emoghunua A, obocmpenue. Ocmpulil
2emMapmpo3 1e6020 KOJEeHHO20 CYCmasd.

Jleuenue cemopunuu

* 3amecTUTeJbHASl TepanMsA: OYULICHHBbIE (AKTOPBI, CBEKE3aMOPOKECH-
Has 1asMa, Kpuonpenunurat (npu ramodmiuu A), PPSB (mpu remodunuu B,
coJiepkuT BuTaMuH-K-3aBucumeie (pakTopsl: MpOTPpOMOUH, MPOKOHBEPTHH, (ak-
top Crroapra-Ilpayspa, anruremodunsHbiii Gaktop B), HOBoceBeH — peKoOM-
ounopoBanHblil VII ¢akTop (mpu MHrHOUTOPHOUN PopMe reMoPriinii).

= Jlo3a BBOAUMBIX (DaKTOPOB 3aBUCHUT OT CTENEHU TSKECTU reMopuiInm —
ot 10 go 100 en/kr.

» KpatHocTh BBefeHus: — 2—-3 pasa/nmeHp npu remoduinu A, 1-2 paza B
NeHb 1pu reModuinanu B).

* AHTUGUOPHHOIUTHKH (3TCUJIOH aMHUHOKAIPOHOBAasl K-Ta) — HE BBO-
JUTh NPU MOYEYHBIX KPOBOTEUEHUSIX) — O I' KaxKJple 6 4acoB, TpaHEKCAMOBast
kucnoTa (10 mr/kr).

» JledeHne reMapTpo30B: IyHKLHs CyCTaBa C MOCJIEAYIOINUM BBEICHUEM
TOPMOHOB B TIOJIOCTh CyCTaBa, (pusnoTepanus, neueOHas Pu3KyIbTypa.
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	ЛЕКЦИЯ 8
	АНЕМИИ
	Анемия — снижение концентрации гемоглобина (Hb) в единице об
	Патогенетическая классификация анемий.
	Железодефицитные.
	Железоперераспределительные (анемии при инфекции и при хрони
	Связанные с нарушением синтеза гема (сидероахрестические).
	Связанные с нарушением синтеза ДНК и РНК (мегалобластные).
	Обусловленные повышенным разрушением эритроцитов (гемолитиче
	Связанные с костномозговой недостаточностью (апластические).
	Смешенного генеза (при гепатитах, опухолях, уремии, заболева

	Клинические проявления анемии:
	1. Анемический синдром: бледность кожных покровов и видимых 
	2. Дополнительные клинические проявления, характерные конкре
	3. Признаки декомпенсации имеющихся сопутствующих заболевани
	4. Симптомы заболевания, лежащего в основе анемии: азотемия 

	Этапы диагностического  поиска при наличии анемии у больного
	I. Синдромная диагностика: определение патогенетического вар
	II. Нозологическая диагностика: выявление заболевания или па

	Лабораторные исследования, необходимые для определения патог
	Гематологические: Hb, Er, гемотокрит (Нtc), цветовой показат

	Основные показатели красной крови в норме
	Hb — 130–160 г/л (муж);
	Hb — 115–145 г/л (жен);
	Гематокрит (Ht) — 40–48% (муж);
	Ht — 36–42% (жен);
	Er — 4,0–5,1\(1012/л \(муж\);
	Er — 3,7–4,7\(1012/л \(жен\).

	Другие лабораторные показатели (Wintrobes, 1999):
	ЦП = Нb \( 3/Er 0,85–1,05;
	МСНС = Нb \(г/дл\) / Нtc \(%\) \(
	МСV = Нtc \(%\) \( 10/Еr\(млн.кл./м
	МСН = Нb \(г/л\)/Еr \(млн./мкл\) �
	ОЖСС = 30 – 72 (53; 62; 85) мкмоль/л (250–435 мк 100 мл);
	Латентно железосвязывающая способность сыворотки = 32–46 мкм
	Коэффициент насыщения трансферрина железо
	Сывороточное железо (СЖ): м — 14,9–26 мкмоль/л; ж — 10,7–21,
	Ферритин = м — 20–250нг/мл; ж — 10–120 нг/мл;
	Показатель анизоцитоза эритроцитов (RDW) =11,5–14,5%.

	Разделение анемий
	по признаку цветового показателя эритроцитов
	Нормохромные анемии (ЦП-0,85-1):
	Гемолитические.
	Апластические.
	Анемии хронических заболеваний.
	Гипохромные анемии (ЦП меньше 0,85):
	Железодефицитные.
	Сидероахрестические.
	Талассемия.
	Анемии хронических заболеваний.
	Гиперхромные анемии (ЦП больше 1):
	В12-дефицитные анемии.
	Фолиеводефицитные анемии.

	ЖЕЛЕЗОДЕФИЦИТНАЯ АНЕМИЯ
	Железодефицитная анамия (ЖДА) — полиэтиологическое состояние
	Распределение железа в организме:
	57–65% — Hb;
	27–30% — железо запасов (ферритин, гемосидерин);
	8–9% — миоглобин;
	0,1% — транспортное железо;
	0,5% — железо ферментов.

	Причины развития ЖДА
	Хронические кровопотери
	Желудочно-кишечные кровотечения:

	— гастроэзофагальный рефлюкс;
	эрозивно-язвенные поражения желудка и двенадцатиперстной киш
	терминальный илеит;
	неспецифический язвенный колит;
	дивертикул и полипоз толстой кишки;
	кровоточащий геморрой;
	прием аспирина, индометацина, антикоагулянтов;
	нематодоз.
	Маточные кровотечения:
	меноррагии;
	эндометриоз;
	опухоли;
	фибромиоматоз;
	дисфункция яичников;
	внутриматочные контрацептивы.

	Клинико-лабораторные диагностические критерии ЖДА
	Сидеропенический синдром: дистрофические изменения кожи и ее
	Периферическая кровь: анемия гипохромная (снижение ЦП, MCH, 
	Показатели обмена железа: снижение уровня СЖ, повышение ОЖСС
	Костный мозг (КМ): расширение эритроидного ростка, снижение 

	Алгоритм диагностического поиска при ЖДА
	Следует помнить, что ЖДА не самостоятельное заболевание, и п

	Принципы лечения ЖДА (Л. И. Идельсон, 1981 г.):
	2. Терапия должна проводиться преимущественно препаратами же
	3. Терапия не должна прекращаться после нормализации Hb.
	4. Гемотрансфузии проводить строго по жизненным показаниям (
	Таблица 4 — Основные лекарственные препараты железа для прие


	Профилактика ЖДА
	Первичная профилактика проводится  в группах риска по развит
	ГЕМОЛИТИЧЕСКИЕ АНЕМИИ
	Гемолитические анемии (ГА) — анемии, возникающие в результат
	Классификация гемолитических анемий


	I. Наследственные
	Мембранопатии:
	— связанные с нарушением белковых компонентов: микросфероцит
	— связанные с нарушением липидного бислоя: акантоцитоз.
	Ферментопатии: дефицит глюкозо-6-фосфатдегидрогеназы (Г-6-ФД
	Нарушение синтеза гемоглобина:
	— нарушение синтеза гема: врожденная сидеробластная анемия, 
	— нарушение синтеза глобина: качественные гемоглобинопатии (

	II. Приобретенные
	ГА, обусловленные механическим поврежденим эритроцитов:
	ГА, обусловленные нарушением структуры мембраны эритроцитов 
	— пароксизмальная ночная гемоглобинурия /�
	ГА, обусловленные химическим повреждением эритроцитов (соли 
	ГА, обусловленные недостатком витамина E.
	ГА, обусловленные разрушением эритроцитов внутриклеточными п

	II a. Иммунные
	Аутоиммунные.
	Гетероиммунные: лекарственные (антибиотики, сульфаниламиды, 
	Изоиммунные (аллоиммунные):
	— гемолитическая болезнь новорожденных;
	— посттрансфузионные;
	— посталлотрансплантационные.
	Трансиммунные (развиваются, когда антитела матери, страдающе

	Классификация аутоиммунных гемолитических анемий (АИГА)
	— с неполными тепловыми агглютининами;
	— с тепловыми гемолизинами;
	— с полными холодовыми агглютининами;
	— пароксизмальная холодовая гемоглобинурия с двухфазными гем
	— первичная (идиопатическая) АИГА.
	— вторичная (симптоматическая) АИГА, возникающая на фоне дру

	Заболевания, ассоциированные с АИГА: иммунные (волчаночный н
	Гемолиз эритроцитов при гемолитических анемиях может происхо
	I тип — внутрисосудистый: несовместимые гемотрансфузии (особ
	II тип — внутриклеточный: наследственные мембранопатии, аггл

	Клинико-лабораторные диагностические критерии
	гемолитических анемий:
	Анемический синдром.
	Желтушность кожи и склер.
	Спленомегалия (при внутриклеточном гемолизе).


	Костный мозг: увеличение числа эритроидных клеток (более 25%

	Дополнительные методы исследования гемолитических анемий:
	— Определение активности некоторых ферментов  в эритроцитах 
	— Электрофорез гемоглобинов (увеличение фетального гемоглоби
	— Исследование осмотической резистентности эритроцитв (снижа
	— Проба Хема и сахарозный тест (положительные при пароксизма

	Лечение гемолитических анемий
	В период гемолитического криза: дезинтоксикационная терапия,

	Лечение аутоиммунных гемолитических анемий
	— Глюкокортикостероиды — 60–100 мг/сут (1–2 мг/кг) по предни
	— плазмаферез;
	— спленэктомия (при хроническом непрерывно рецидивирующем те
	— иммуносупрессивная терапия: антилимфоцитарный глобулин, ци
	— цитостатическая терапия: циклофосфан, винкристин.
	АПЛАСТИЧЕСКИЕ АНЕМИИ
	Апластическая анемия (АА) — заболевание кроветворной системы

	Классификация апластических анемий
	I. Наследственные:
	1. С угнетением 3-клеточных линий гемопоэза: анемия Фанкони,
	2. С изолированным угнетением эритропоэза: анемия Блэкфана-Д
	II. Приобретенные
	Идиопатическая.
	Вторичная, обусловленная одним из возможных этиологических ф
	Этиология апластических анемий


	Экзогенные факторы:
	физические: радиация, токи высокой частоты, вибрация;
	химические: миелотоксические вещества, ме�
	инфекционные: вирусы (цитомегалии, герпеса, гепатита, Эпштей

	Эндогенные факторы:
	— нарушение функции желез внутренней секреции (щитовидная же
	— системные заболевания соединительной ткани (СКВ, ревматоид
	— беременность;
	— стрессы;
	— травмы;
	— пароксизмальная ночная гемоглобинурия;
	— нарушения питания (квашиоркор, маразм).

	Механизмы патогенеза  апластических анемий
	Первичный дефект полипотентной стволовой клетки.
	Патология микроокружения.
	Иммунологические нарушения.

	Клинико-лабораторные диагностические критерии
	апластической анемии
	Анемический синдром.
	Геморрагический синдром: микроциркуляторный тип кровоточивос

	Терапия апластических анемий
	Поддерживающая терапия: эритроцитарная масса, тромбоцитарная
	Специфическая терапия: трансплантация костного мозга (показа

	ЛЕКЦИЯ 9
	ГЕМОБЛАСТОЗЫ
	Мутация гемопоэтической клетки
	Развитие клона опухолевых клеток
	Преимущественно в КМ                        Преимущественно 
	Лейкозы                                                     
	Острые            Хронические           Лимфогранулематоз   
	лимфомы
	Острые лейкозы (ОЛ) составляют 3% от всех злокачественных оп
	4. Химические мутагены: цитостатики, бензол, пестициды, герб
	5. Предшествующие гематологические заболевания: анемия Фанко

	Законы опухолевой прогрессии
	1. Гемобластозы проходят две стадии: моноклоновую (доброкаче

	2. Угнетение нормальных ростков кроветворения, в первую очер
	3. Закономерна смена морфологически зрелых клеток, составляю
	4. Иммуноглобулинсекретирующая опухоль может потерять способ
	5. Опухолевые клетки, прежде всего бласты, могут терять ферм
	6. Форма ядра и цитоплазмы бластных клеток претерпевает скач
	7. Все внекостномозговые гемобластозы способны лейкемезирова
	8. Метастазы гемобластозов вне органов костномозгового крове
	9. В условиях современной цитостатической терапии появление 
	Классификация острых лейкозов (FAB, 1976–1980)
	1. Нелимфобластные:
	М0 — острый недифференцированный лейкоз (ОНЛ) — 5% случаев.
	М1 — острый миелобластный лейкоз (ОМЛ) без признаков вызрева
	М2 — острый миелобластный лейкоз с признаками вызревания кле
	М3 — острый промиелоцитарный лейкоз (ОПЛ) — 10%.
	М4 — острый миеломонобластный лейкоз (ОММЛ) — 25–30%.
	М5 — острый монобластный лейкоз (ОмоЛ) — 10%.
	М6 — острый эритромиелоз (эритролейкемия, эритролейкоз) — 5%
	М7 — острый мегакариобластный лейкоз — 1–3%.
	2. Лимфобластные — 30% — у взрослых, 80–90% — у детей:
	L1 — микролимфобластный.
	L2 — лимфобластный.
	L3 — макролимфобластный.

	3. Миелодиспластический синдром (МДС) — заболевание клоновой
	Клинические проявления острых лейкозов
	1. Гиперпластический. Характерно увеличение периферических (
	2. Анемический.
	3. Геморрагический. Преимущественно пятнисто-петехиальный ти

	В клиническом течении острых лейкозов
	принято выделять следующие стадии:
	Начальная (латентная) — 3–6 мес.
	Развернутых клинических проявлений (период разгара).
	Полная (частичная) клинико-гематологическая ремиссия.
	Выздоровление (5 лет стойкой клинико-гематологической ремисс
	Рецидив (ранний и поздний, изолированный и комбинированный, 
	6. Терминальная.

	Лабораторная диагностика острых лейкозов
	Изменения в периферической крови: лейкоцитоз (лейкопения) но
	Основной диагностический критерий острого лейкоза — бластная
	Для уточнения варианта острого лейкоза и прогнозирования его
	Цитохимия бластных клеток: ШИК-реакция на гликоген (при ОЛЛ 

	Иммунофенотипирование бластных клеток позволяет определить и
	Про-В (CD19, CD34, HLA-DR);
	Common-В (CD34, HLA-DR, CD19, CD20, CD10);
	Пре-В (HLA-DR, CD19, CD20, CD10, CyIgM);
	В-клеточный (HLA-DR, CD19, CD20, CD22);
	Пре-Т (CD34, HLA-DR, CD2, CD7);
	Т-клеточный (CD2, CD5, CD7).

	Цитогенетическое исследование костного мозга: t(9,22), t(4,1
	Молекулярно-генетический анализ с целью диагностики минималь
	Исследование ликвора — цитоз более 5/мм3 (диагностика нейрол
	II. Kонсолидация (закрепление) ремиссии.
	III. Поддерживающая терапия. Цитостатическое лечение в перио
	IV. Профилактика нейролейкемии. Проводится при лимфобластных
	Острые нелимфобластные лейкозы: полихимиотерапия по схемам «
	Острый лимфобластный лейкоз — программа Hoelzer (винкристин 
	Особое место в лечении рецидивов ОЛ занимает алло- и аутоген

	Вспомогательная терапия при ОЛ: профилактика синдрома массив
	МИЕЛОПРОЛИФЕРАТИВНЫЕ ЗАБОЛЕВАНИЯ

	Классификация миелопролиферативных заболеваний
	Хронический миелолейкоз — частота встречаемости — 1,0–1,5 на
	Сублейкемический миелоз.
	Эритремия — частота втречаемости — 0,6–1,6 на 100 тыс. чел.
	Эссениальная тромбоцитемия (хр. мегакариоцитарный лейкоз) — 

	Хронический миелолейкоз
	Хронический миелолейкоз (ХМЛ) является миелопролиферативным 
	Клинико-лабораторные диагностические критерии ХМЛ
	Симптомы лейкоцитоза: слабость, потливость, утомляемость, ми
	Боли в левом подреберье в связи с увеличением селезенки.
	Периферическая кровь: лейкоциотоз, нейтрофилез со сдвигом до
	Костный мозг: гиперклеточный, представлен преимущественно не

	Цитогенетическое и молекулярно-биологическое исследования: о
	Фазы ХМЛ
	1. Хроническая.
	2. Акселерации (прогрессирования).
	3. Бластного криза.

	Лечение ХМЛ
	Аллогенная (реже аутогенная) трансплантация костного мозга (
	Интерферонотерапия: интрон-альфа в суточной дозе от 3 до млн
	Цитостатическая терапия \(как монотерапи�

	Эритремия (болезнь Вакеза-Ослера)
	Эритремия (истинная полицитемия) — хронический лейкоз с пора

	Стадии эритремии:
	стадия 1 — малосимптомная, продолжительность 5 лет и более;
	стадия 2А — эритремическая развернутая стадия без миелоидной
	стадия 2Б — эритремическая стадия с миелоидной метаплазией с
	стадия 3 — анемическая (постэритремическая). С миелоидной ме

	Критерии диагноза
	Категории А (главные критерии)
	Масса циркулирующих эритроцитов более 36 мл/кг у мужчин и бо
	Насыщение артериальной крови кислородом более 92%.
	Спленомегалия.
	Категория В (второстепенные критерии):
	1. Тромбоцитоз более 400 \( 109/л.
	2. Лейкоцитоз более 12 \( 1012/л.
	3. Повышение активности щелочной фосфотазы нейтрофилов более
	4. Повышение ненасыщенной В12-связывающей способности сыворо
	Диагноз эритремии считается достоверным, если у больного обн
	Дифференциальный диагноз истинной полицитемии необходимо про
	Таблица 6 — Классификация вторичных эритроцитозов
	Лечение эритремии
	Эксфузии крови по 500 мл через день в стационаре и через 2 д
	Цитостатическая терапия \(миелосупрессив�
	Интерферонотерапия: интрон-альфа 3–10 МЕ подкожно 3–5 раз в 
	Лечение и профилактика уратового диатеза: аллопуринол.

	В группу лимфопролиферативных заболеваний включают заболеван
	Клиническая картина:
	— генерализованная лимфаденопатия;
	— спленомегалия, реже — гепатомегалия;
	— снижение слуха (за счет инфильтрации опухолевыми клетками 
	— инфекционные осложнения (у 80% больных): плевриты, пневмон
	Абсолютное количество лимфоцитов в перифе
	Более 30% лимфоцитов в костном мозге.
	Иммунологическое подтверждение: наличие В-клеточного клона л
	Дополнительный критерий — тени Гумпрехта-Боткина в мазках пе

	Цитогенетика при ХЛЛ: трисомия хромосомы 12, транслокация t(
	Классификация стадий ХЛЛ (J. Binet, 1989 г.)
	А стадия — лимфоцитоз крови и в костном м
	В стадия — увеличение лимфоузлов в 3 областях и более, медиа
	С стадия — независимо от количества зон с�

	Лечение ХЛЛ
	Монохимиотерапия: хлорамбуцил (0,1–0,4 мг/кг один раз в две 
	Полихимиотерапия:
	СОР (циклофосфан, винкристин, преднизолон);
	СНОР (+адриамицин);
	САР (циклофосфан, адриамицин, преднизолон);
	Моноклональные антитела против CD19, CD20 (Rituxan, Mabthera

	ЛЕКЦИЯ 10
	ГЕМОРРАГИЧЕСКИЕ ДИАТЕЗЫ
	Система гемостаза — биологическая система, обеспечивающая, с
	Основные компоненты (звенья) системы гемостаза:
	Первичный (сосудисто-тромбоцитарный) гемостаз.
	Вторичный (плазменный) гемостаз.

	Первичный гемостаз представлен сосудистой стенкой и форменны
	Вторичный гемостаз — многоступенчатый каскадный ферментный п
	Основные фазы вторичного гемостаза:
	Активация протромбина с превращением его в тромбин.
	Патология со стороны компонентов системы гемостаза приводит 
	Патогенетические группы геморрагических диатезов:
	— тромбоцитопении и тромбоцитопатии;
	— коагулопатии;
	— вазопатии.

	Типы кровоточивости
	Петехиально-пятнистый (микроциркуляторный) — экхимозы, петех
	Гематомный (макроциркуляторный) — болезненные гематомы в мяг
	Смешанный — сочетание петехиально-пятнистой кровоточивости (
	Васкулитно-пурпурный — геморрагии в виде сыпи или эритемы (н
	Ангиоматозный — упорные строго локализованные и привязанные 

	Методы исследования первичного гемостаза:
	Пробы на резистентность, ломкость капилляров — манжеточная, 
	Определение длительности кровотечения — по Дюке (до 4 минут)
	Подсчет числа тромбоцитов — в норме — 150
	Тромбоцитометрия — средний объем тромбоцитов (MPV) в норме с
	Исследование адгезивно-агрегационной функции тромбоцитов (аг

	Методы исследований вторичного гемостаза:
	Время свертывания по Ли-Уайту — 5–11 мин.
	АЧТВ (активированное частичное тромбопластиновое время) — 25
	Протромбиновый тест Квика — 12–13 сек.
	Протромбиновый индекс — 80–100%.
	Тромбиновое время — 13–16 секунд.

	ТРОМБОЦИТОПЕНИИ
	Тромбоцитопении \(ТП\) — группа заболе�

	Механизмы патогенеза тромбоцитопений:
	Повышенное разрушение Tr в периферической крови.
	Недостаточное образование Tr на уровне костного мозга.
	Повышенное потребление Tr.

	Тромбоцитопении,
	обусловленные снижением продукции Tr
	1. Наследственные: ТAR-синдром (врожденнта ТП с отсутствием 
	2. Приобретенные: аплазии гемопоэза; замещение костного мозг

	II. Тромбоцитопении, обусловленные
	повышенной деструкцией Tr или их потерей
	1. Иммунные: изо- или аллоиммунные (неонатальная аллоиммунна
	2. Неиммунные: микроангиопатии (тромботическая тромбоцитопен

	III. Тромбоцитопении,
	обусловленные секвестрацией Tr.
	Синдром гиперспленизма: гистиоцитозы, болезни накопления, ле

	Наиболее частая форма тромбоцитопении — первичная аутоиммунн
	Клинико-лабораторная диагностика ИТП
	В широкой клинической практике диагноз ИТП верифицируется пу
	Клинически: микроциркуляторный тип кровоточивости (экхимозы,
	Общий анализ крови: изолированная тромбоцитопения (может быт
	Костный мозг: нормальное или повышенное содержание мегакарио
	Иммуноферментный анализ: наличие антител на поверхности троб

	Клинические формы ИТП: сухая (геморрагическая сыпь на коже и
	Лечение ИТП
	Геморрагический васкулит (ГВ) — иммунокомплексное заболевани
	Предрасполагающие: аллергия, очаги хронических инфекций.
	Разрешающие: респираторные инфекции, прививки, прием лекарст
	1. Иммунокомплексный (низкомолекулярные ЦИК, в 80% случаев п
	2. Гиперчувствительность замедленного типа.
	3. Аутоиммунный.
	4. Парааллергический.

	В результате реализации основных механизмов патогенеза в мик
	Клинические синдромы ГВ:
	Кожный синдром — геморрагическая сыпь васкулитно-пурпурного 
	Суставной синдром — поражение крупных суставов, отечность, б
	Абдоминальный синдром — приступообразные боли в животе, возн
	Почечный синдром — поражение почек может быть различным — от
	Церебральный синдром — головная боль, заторможенность, раздр
	Сердечный синдром — приглушенность сердечных тонов, тахи- ил
	Легочной синдром — кашель с мокротой и прожилками крови, оды
	Классификация ГВ
	Клинические формы:
	Кожная: простая, некротическая, с холодовой крапивницей и от
	Суставная, кожно-суставная.
	Абдоминальная, кожно-абдоминальная.
	Почечная, кожно-почечная.
	Смешанная (сочетание различных синдромов).
	Другие редкие формы.

	2. Степени тяжести
	Легкая: состояние больного не нарушено, температура тела нор
	Средняя: состояние больного средней степени тяжести, темпера
	Тяжелая: состояние тяжелое, жалобы на слабость, головную бол
	3. Течение: молниеносное, острое (до 4 нед), затяжное (1–6 м
	4. Фазы: активная, стихания, ремиссии.
	5. Осложнения ГВ: кишечные кровотечения, перфорация кишечник
	Диагноз ГВ верифицируется на основании клинических проявлени

	Изменения лабораторных показателей при геморрагическом васку
	Общий анализ крови: нейтрофильный лейкоцитоз, повышение СОЭ,
	Биохимический анализ крови: диспротеинемия с повышением уров
	Иммунограмма: повышение уровня IgА и G, ЦИК и криоглобулинов
	Гемостазиограмма: признаки гиперкоагуляци
	Общий анализ мочи: гематурия, протеинурия, цилиндрурия (при 
	Лечение ГВ
	Патогенетическая терапия ГВ: ограничение двигательной активн

	Антибактериальная терапия целесообразна при следующих фактор
	Наиболее эффективны макролиды (сумамед, клацид, рулид), офло
	Показания к терапии глюкокортикоидами при ГВ следующие:
	распространенная кожная пурпура с выраженным тромбогеморраги
	тяжелый абдоминальный синдром;
	волнообразное течение кожной пурпуры;
	нефрит с макрогематурией или нефротическим синдромом.
	При не эффективности антикоагулянтной и гормональной терапии

	Гемофилия
	Гемофилия — наследственная коагулопатия, в основе патогенеза

	Типы гемофилий:
	Гемофилия А — дефицит VIII фактора (70–80% среди других гемо
	Гемофилия В (болезнь Кристмаса) — дефицит IX фактора (6–13%)
	Гемофилия С (болезнь Розенталя) — дефицит XI фактора (0,3–1,
	Степени тяжести гемофилии: крайне тяжелая форма — 0–1% факто

	Клинико-лабораторная диагностика гемофилии:
	В клинике — гематомный тип кровоточивости. Характерны острые
	Ориентировочные тесты по коагулограмме — удлинение АЧТВ, вре
	Коррекционные пробы с плазмой, адсорбированной сульфатом бар
	Снижение содержания дефицитного фактора в крови.

	Лечение гемофилии
	Заместительная терапия: очищенные факторы, свежезамороженная
	Доза вводимых факторов зависит от степени тяжести гемофилии 
	Кратность введения — 2–3 раза/день при ге
	Антифибринолитики \(эпсилон аминокапрон�
	Лечение гемартрозов: пункция сустава с последующим введением


