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Hacsencreennas Mukpocgepouurapuas I'emoiurudeckass AHeMus
(boJse3snr Munkosckoro-lllogdgapa)

Py3uee 3apugh Myxammaoosuu
Kageopa cemamonozuu u xnunuueckotl rabopamoproti ouazcnocmuxu byxapckozo eocydapcmeennozo
Mmeouyurckoeo uncmumyma byxapa, Y36exucman

AnHoTaunus: HaciencrBeHHas MUKpOCEpOIUTapHasi TeMOTHTHYECKAsE aHEMUs OblIa BIIEPBHIE
omucaHa OoJjiee BeKa Ha3aj HeMelUKuM BpadoM OckapoM MHHKOBCKHUM U (PAHITy3CKUM TEPareBTOM
Amnaronem [Hloddapom, KOTOpEIE BRIICIUIN 3a00JICBAHUE U3 TPYIIBI TEMOJTUTHYECKAX CUHIPOMOB B
0c00YI0 HO30JI0THIO. DTO 3a00JIeBaHNE HE YTPATUIIO CBOCH aKTyaJbHOCTH M B HAILIU THU, TaK KakK IO-
MIPSKHEMY SIBJIICTCS IITMPOKO PACIPOCTPAHCHHBIM 3a00JICBAHUEM HACJICICTBEHHOTO THITA C YaCTOTON
3aboneBaemMocTd  1:5000 >KMBOPOXICHHBIX JETe 000€ro IMmoja, B TOM 4YHCIE JIETKHE |
cyoxmuanaeckre Gopmbr — 1:2000 KHBOPOKICHHBIX JeTell o0oero mona. ['emMonuTrueckas aHeMus
Munkosckoro — Iloddapa BeTpeuaercs: B mpakTHUeCKor paboTe Bpaya-TieanaTpa JOBOJBHO 4YacTo,
MMOATOMY OCHOBHBIE METOJIbI JUATHOCTUKHU ATOTO 3a00JIeBaHUs, OKa3aHUs TIOMOIIU JIETSIM B COCTOSIHUU
TFEMOJIMTUYECKOTO KpH3a, a TaKKe PEKOMEHIAIMd B TEPUOJ PEMHUCCHUU JIOJDKHBI OBITH XOPOIIO
M3BECTHBI Bpauy-TieANATPy JFOOOT0 HAIIPABJICHUS TPAKTUICCKON PaOOTEHI.

KiroueBble cjioBa: HAcIEICTBEHHBIM  MHUKPOC(HEpOLMTO3, TIeMOJIMTHYECKAas aHEeMHH,
KJIMHAYECKUH CITydai.

Bpoxnennas MukpocdepouuTapHas TeMOJIMTHYECKass aHeMHus — ceMeiiHoe 3aloiieBaHHe,
Hacjle[yeMoe IO ayTOCOMHO-JTOMMHAHTHOMY Tully. B ocHoBe 3a0osieBaHusl JI€KUT T€HETHUYECKUU
nedext Oenka MeMOpaHbl SPUTPOLIUTOB, MPUBOAIINN K MOBBIIIEHUIO €r0 IPOHUIIAEMOCTH 11 HOHOB
HaTpUsl, 4YTO MPHUBOJUT K HAOYXaHMIO SPUTPOLIUTOB, HAPYLIEHHIO CIIOCOOHOCTU 3PUTPOIUTOB
neGopMUpOBaTECS, OTILEIUIEHUIO YacTH CBOEH IIOBEPXHOCTH B CEJE3€HKE, COKPALICHHI0 HX
MPOJOJKUTENBHOCTH KHU3HU U pa3pyLICHUIO CeIe3eHOYHbIMU Makpodaramu. [laTonorus sputponuTos
HpOsIBIISIETCS. MOP(OIOTHYeCcKOi aHOMaTue — MUKPOCHEPOLIUTO30M .

[lenTpanpHOE MECTO B KJIMHUYECKOM KapTUHE 3aHUMAET TIE€MOJIMTUYECKHIl CHHIPOM, KOTOPBIN
IIPOSABIIAETCS. TPEMS KapAWHAJIBHBIMHU NPU3HAKAMU: JKEITYXOH, CIZIEHOMEraauen u anemue. Moryr
HaOJI0IaThCsl TMPU3HAKU 3a/ep’KKH  Pa3BUTHS, a TaKKe€ aHOMallMM JIMIIEBOIO CKelleTa B BHJE
«OaleHHoro yepemnay, CeIJIOBUAHOIO HOCA, BBICOKOTO HeOa, aHOMAJbHOIO PACIHOJIOXKEHHs 3YOOB,
Y3KHX IJ1a3HUL]. BelpaXk€HHOCTh aHEMUUYECKOT0 CHHApOMA pa3iuyHa. YacTo HabII0JaeTCsl yMEpEHHOE
CHIDKEHHE reMoryioOnHa. Y HEKOTOphIX OOJIbHBIX aHeMusi BooOIie oTcyrcTByer. Hambonee Tskenast
aHeMHsi HaOJII0JIaeTCsl BO BpeMsl reMOJUTHYECKOro Kpusza. MukpochepouutapHas reMOIUTHYECKAS
aHEMMSI UMEET XPOHMUYECKOE TEUEHUE U COMPOBOKIAAECTCA MEPUOJUUECKUMH KpPU3aMH U PEMHUCCHUSIMH.
I'emonuTuueckuif Kpu3 BO3HUKAET TMOJ BIUSHUEM MPOBOLUPYIOHIMX (akTopoB (MHGEKIHs,
NEepeoxXIaXaACHUE, IMepeyToMieHne, OepeMEeHHOCTbh M T. 1) U TMPOSBISIETCS PE3KUM YCHUIIEHUEM
CUMITOMaTUKA Ha (OHE HENPEPhIBHO NpojAosLKaromerocs remonusa. [Ipy 3ToM moBblmaercs
TEMIIEpaTypa 3a CYET MACCHUBHOIO paclaja 3PUTPOLUTOB, YCHJIMBAETCS WHTEHCUBHOCTb KEITYXH,
PE3KO BBIpaKEHA TeMaToOMeraius, cele3eHKa IUIOTHAs U Iiajikasi, 4acTo OOJIe3HEHHas B pe3yibTare
HATSDKEHUS KarlCylbl NMPU KPOBEHANOJHEHUHM WJIM TepucruieHuTe. I'eMomuTHueckas OOJE€3Hb 4acTo
OCJIOKHSIETCSl TPUCTYNAMU TI€UYEHOYHOM KOJHMKHU, OOYCIOBJICHHBIMH OOpa30BaHUEM MHUTMEHTHBIX
KaMHEH B JKEIYHOM IIy3bIpE M JKETYHBIX MPOTOKax. M3-3a MpUCTYNOB NEYEHOUYHON KOJIMKHU U 3aCTOA
KEJTYM B TIEUE€HHU y OOJIBHBIX MOTYT HA0JF0IaThCSl CUMIITOMBI AaHTHOXOJIEUCTUTA U TAPEHXUMATO3HOT O
rernaTuTa ¢ MOSIBIIEHHEM B KpOBU MpsAMoro Ownupyouna. B mepuox obocTpeHust 3abosieBaHUS
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HAOJII0/IaeTCSl CKJIOHHOCTh K HOCOBBIM KPOBOTEUEHHsSM. HecMoTpsi Ha BpOXKICHHBIA XapakTep,
3a00JIeBaHME JIMINb W3pENKa TPOSIBISETCS B IEPBBIC JHU IOCIE POXKICHHS, OOBIYHO CHMIITTOMBI
MOSIBIISIFOTCS B ISTCKOM BO3pacTe, yaiie B 3-10 siet, uiam Bo B3pOCiIOM BO3pacTe.

HCO6XOI[I/IMBIC MECTO/JbI JICUCHUS noz[6npa10Tcx WHIAWUBUAYAJIbHO, OMNPEACIAIOTCA TAXKECTHIO 3360J’I€BaHI/IH,
BO3paCcTOM MMalMCeHTa, HAJIMYUCM aHOMAaJIui Pa3sBUTUA U X BbIPAKCHUA

B kauecTBe mpumepa mpuBeIEM KIuUHUYeCKUll CAyyail. cryyatl HaclIeICTBEHHOW MUKpOchepoIuTapHOr
TeMOJIMTHYECKON aHEeMHH , TMarHOCTUPOBAHHEIN B peObeHKy 21 rog.

W3 anamHe3a XU3HU M3BECTHO, YTO PEOCHOK poamiics neBoYKou. oT |l GepeMeHHOCTh, 2-if peOCHOK TeUeT
Ha (HOH XpOHHUYECKas Kee30AeHIITHAS aHEMHsI CpeiHel cTeneHn TskecTd. Macca B poxaenue - 3200
I'., nmuna Tena - 44 cm.

Martp nameHTky pacckasana, uro B 2010 rogy ee 1oup 0OpaTuiack 3a MEAUIMHCKON TIOMOIIBIO B MECTHOE
MEJMIMHCKOE YUPEXKIECHHUE B CBA3M C )Kao0aMu Ha MEePUONUYECKH PELHIMBUPYIOLIYIO KEITYXy Ha KOXKe U
CKJIepax IJia3, TOJIOBOKPYKEHHE, 00IIyI0 c1a0ocThb. Jleunnach B CTallMoOHape ¢ JUarHo30M renatut, Gopmy
KoToporo He moMHUT. [locne neueHus kenTyxa Ha KOXE€ M CKJIEpax yMEHbLIWIAch, HO MEPHOTUYECKHE
HpU3HAKU KeNTyXu coxpansuiuch. B Tedenue 2011 u 2019 romoB HeCKoNbKO pa3 Jieumsiach ¢ AUArHO30M
renatut B nHGexunonHoMm otaeneHuu. [Ipu obcnenoBanun obiiee cOCTOSHUE CPEHEH CTENEHN TAKECTH, B
CO3HAHUH, CIM3UCTHIE 00OJIOUKU KOXXH XKENThIe, neprudeprnyeckre TMMQPOyY3ibl He TaTbIUPYIOTCS, OTCKOB
HOr HeT. B serkux BesukyisipHoe apixanue. Tonsl cepiaua npuriymiensl. Ilymbc putmuunsiii, 88 B 1
MHHYTY. ApTepuanbHoe JaBieHue Ha mpaBoil pyke 120/80 mm pr. cT., Ha neBoit pyke 120/70 MM pT. CT.
XKusor msarkuii, Oe30onesHeHHbll. Iledenr He mnanbnupyerca. Cenezenka +2,5 cm. Cumnrom
[TactepHaKoro IBYCTOpPOHHME oTpumaTensHbId. [loHOC M amype3 perymspHbie. OOmmMil aHaau3 KpOBU:
I'emorno6un - 105 r/m, Sputpouuts - 3,9*1012 "'x, Clp - 0,81; Petukynorutst - 131 %o, TpoMOOIUTHI -
378* 1% / 5, Jleiikouutel - 9,9%109 / n, JleiikormrapHas dopMyna: manodkosiepHeie - 1%,
cermeHTosaiepHble - 69%, nmumdouutsr - 22%, MoHoMTH - 6%, MoHOUUTHI - 2%, COD - 4 mm/4ac.
Mopdoomnorus sputponntoB: Mukpocheporutst 40-45%, nopmountsl 100:4. bruoxumus kposu: AJIT - 23 Ex
/ n, ACT - 42 En / n , O6umit 6unupyoun - 65,7 mxmons /1, IIpamoii Oumupy6un - 8,3 MkMoib /1,
Henpsimoit Omnmupyoun - 57,4 mxmonb /n. OcMoTHYecKas Pe3UCTEHTHOCTh dpurpormToB: Havano 0,5%
(nopma 0,4%), xonen 0,4% (Hopma 0,3% mnonublii remonu3). [Ipsmas npoba Kymbca orpunatensHas.
3akmrouenue Y3U: uddysHpie n3MeHeHUs eYeHu, XOJIEIUCTHT.

Ha ocnoBanum oOcnenoBanus mnocrasineH auarHos: J[ — 58 HacnenctBeHHas MukpocgepoiurapHas
reMOJIUTHYECKas aHEMUSL.

B MMOoCJICAHHE T0Jibl HACJICACTBCHHAA MI/IKPOC(bepOLII/ITapHaH TEMOJIMTUYCCKAsA aHCMUA CTajla MPCAMETOM
MHTCHCUBHBIN HCCICAOBAHNA U IIO3TOMY UMCCT TaAKHC PCKOMCHIAIIUN, KaK:

1. TTaumentsl ¢ BoepBble BbIABICHHOW HMI', OTSAromeHHbIM CeMEHBIM aHAMHE30M, THUIUYHBIMU
KIIMHUYECKUMU TIPOSIBJICHUSMU (aHEMUS, JKEITyXa W CIJICHOMETaus) U Jab0paTOPHBIMU JTaHHBIMHU
(cheporuter B Mazke mnepudepuueckoir kpoBu, mnobiieHne MCHC, moBbilieHHE YpOBHS
PETUKYJIOIMTOB) HE HY)KIAIOTCS B JOTIOJTHUTEIHHBIX 00CIIEIOBAaHUSX.

2. Ilpu HEOAHO3HAYHOCTH NIMArHo3a, HAalpUMeEp, B CllydasX, KOrja B Ma3Kke Mepudepuyeckol KpoBH
COZICP)KUTCS  HEOOJBIIOE KOJIUYECTBO C(HEpPOUTOB M OTCYICTBYIOT Jpyrue JnabopaTOpHBIE,
KJIMHUYECKHE WM CEeMEeHHbIe JaHHble, MOKHO HCIOJb30BaTh JaOOpaTOpHbIE TECThl C BBICOKOMU
MH(POPMATUBHOCTBIO: KpHOreMoiu3, TecT OMA. Bricokast MporHocTHYecKasi IIeHHOCTh 000X TECTOB
g auarHoctukn HC Moxker ObITh yiydllleHa B COYETAHMM C KIMHUYECKMMM JaHHBIMH U
PUTPOLIUTAPHBIMU UHIEKCAMHU.

3. DnekTpodope3 MeMOpaHHBIX OEIKOB IPUTPOIIMTOB MOXKET HCIIOIB30BATHCS HCKIIOUUTEIHLHO KaK
JIOTIOTHUTENBHBIN JTabopaTopHbiid TecT. 4. IlonTBepkaeHNEe MUarHo3a MOKET MOoTpeOoBaThCs, KOTaa
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pe3yabTaThl Ja0OpaTOPHBIX TECTOB COMHMTENBHBI WM MOTPAHUYHBL. DieKTpodope3 MeMOpaHHBIX
OCJIKOB 3PHUTPOLMTOB SBISETCS METOJOM BBIOOpA. DTOT MeTOA WH(POPMATHBEH JUIS BBISBICHUS
crereHu naepunura MeMOpaHHBIX OenkoB y mnanueHta. OCHOBHBIM HEIOCTaTKOM 3TOTO0 METOJa
SBJSIETCSl HU3Kasg YyBCTBUTEIBHOCTh MpPU JIETKHX M OecCUMNTOMHBIX (opmax. Dnextpodopes
MeMOpaHHBIX OEJIKOB JPUTPOLMTOB IMOKa3aH B CIEAyIOMMX ciaydasx: 10 - Korma KIMHUYECKUN
¢denoTun Oojee BBIPAKEH, YEM OKUAAIOCh Ha OCHOBAaHMHM MOP(OJOTHH 3PHUTPOLMTOB; - KOT/a
MOp(OJIOTHST SPUTPOLUTOB 0Oo0jiee BBIpAXKEHA, YEM OXXKHUIAJIIOCh HA OCHOBAHMM AaHAJIM3a KPOBHU
poauteneit, ecnu y poxuteneid NS; - eciim AnarHo3 HESCEH J0 CIUICHIKTOMHH U y MAalMEHTa MOXKET
ObITh HapylICHHE TNPOHULIAEMOCTH MOHOBAJIEHTHBIX KaTHOHOB. Ecimm wmopdomorus TuUnuyHa,
COMHEHUH OBITh HE M0JDKHO. B Oornee comHuTenpHBIX ciydasx (korma MCV>100 fL) moxer
notrpeboBarbcsi yrouHeHue. 5. JlmarHoctuka cuuapoma Heiponentuka He TpeOyeT NalbHEHIIEro
MOJIEKYJISIPHO-TEHETUYECKOTO UCCIICIOBAHMS IS BHISIBIICHHUS T€HHBIX MYTaLlUi.

Jleuenne HMI'. Xupyprudeckas TaKTHKa CIUICHIKTOMHUS SIBISETCS BecbMa 3()()EKTUBHBIM METOJIOM,
KOrJa HeoO0XOAMMO YMEHBIIUTh I'€MOJIU3 M YBEIMYUTHh HPOJOJIKHUTEIBHOCTh JKU3HU 3PUTPOLUTOB.
KinuHuyeckue mposBIEHUS M PUCK OCIOKHEHUH (PKeTuHOKaMeHHass O00Jie3Hb) 3HAYMUTEIbHO
yMeHbIIaoTes npu Tsokenslx Gopmax HC u monHocThi0 KymupyroTcss npu Oosee jerkux (opmax,
OJIHAKO YBEIMYUBACTCA PUCK PAa3BUTHsA OIIACHOTO JUIS JKU3HU CEICUCa OT WHKAIICYJIMPOBAHHBIX
MHUKPOOPIraHU3MOB, 0COOEHHO Streptococcus pneumoniae. [locnennue gaHHble JEMOHCTPUPYIOT, YTO
cruieHdkromust 'y gaereir ¢ HC nocratouHo Oe3omacHa (B KpaTKOCPOYHOW IMEPCHEKTUBE JIETATIbHBIX
HCXO0/I0B HE OTMEYEHO, PEKUE OCIIOKHEHHS).

[Tokazanus k cruieHIKTOMUU: Tspkenas ¢opma B Bo3pacte He panee 3 net; CpenHersikenas ¢popma B
Bo3pacte 6-12 ner; Jlerkas ¢opma - npu HaIMYUM KaMHEH B JKEJIYHOM IIy3bIpe MPU OJHOBPEMEHHOU
CIUICHIKTOMHH H XOJIEIIUCTIKTOMUH B JTFOOOM BO3pacTe crapiie 6 JIeT; Py BHICOKOW OMIMPYOHHEMUH
U peTHKyJouuTo3e Impu HopMmaiabHOM Hb B Bo3pacte crapmie 6 ner (ans npopUIaKTHUKU pa3BUTHS
KEITYHOKaMEeHHON Ooiie3HM). BbIOOp METONMKH BBIMOIHEHMS CIJIEHIKTOMUHU (SHAOCKONUYECKasl WIH
JIamapoTOMHAas) OCYIIECTBIsAeT XUpypr. [IpennouTenne oTnaeTcs 3HI0CKOIMYECKOMY METOAY B CBSI3U
C YMEHBIIIEHHEM OO0JIEBOT0 CHHIPOMA, COKpAILIEHUEM CPOKOB NMPEObIBaHUS OOJBHOIO B CTAllMOHAPE U
XOPOIIUM KOCMETHYECKUM 3P dexToM. HacTuuHas pe3eKIHsl CelNe3eHKH U SH0BACKYJIIPHAs OKKIIHO3Us
CEJIE3HKH HE PEKOMEHAYIOTCS B CBS3UM C BBICOKMM PHUCKOM OCJIOXHEHHMH (mocieonepannoHHbIN
CIVIEHO3 B TMEPBOM CiIydae, BbIp@KEHHas crHaeyHas OoJle3Hb BO BTOpPOM cCilydae) U
KpaTKOBPEMEHHOCTBIO AP eKTa.
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