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HACJEJACTBEHHBIN CO®EPOIUTO3

Onpenenenue, NPUHIUIBI AUATHOCTHKH Y B3POCJBIX U ieTeil
(Hereditary spherocytosis-anr.i.)
(MKB -DS58)

HacnenctBenHslit c(heponTo3 — HACIEIACTBEHHAs T'€MOJIMTHYECKAsh aHEMHsl BCIIEICTBHE
nedexra MeMOpaHBl SPUTPOLMTOB, MPUBOIAIIETO K XapaKTEpHOMY H3MEHEHUIO (HOPMBI
SPUTPOLMUTOB (C(HEPOIMTHI), KOTOpass TETEpPOreHHa IO CTENEeHHM TSDKECTH KIMHHUYECKUX
nposiBIeHuH, AedekraM MeMOpaHHBIX OEIKOB M TUIy HacjeloBaHMA. PacrpocTpaHEeHHOCTb
1:2000 - 1:5000 naceneHusi. BOABIIMHCTBO JIO/IEH, UMEIOIINUX AAHHYIO MATOJOTHUIO, UMEET
cab0 WM YMEPEHHO BBIPaKEHHBIH reMonu3. OObIYHO MMEETCS OTATOILEHHBINH CeMeWHBIN
aHaMHe3 U TUITUYHAS KIMHUYECKas U JJabopaTopHas KapTHHA, TIOATOMY TMarHo3 MOXKET ObITh
MOCTABJIEH YaCTO JOCTaTOYHO JIETKO, 0€3 JOMOJIHUTENBHBIX JIAOOPATOPHBIX HCCIIEIOBAHUM.
Hertunuynele ciyyan MOTYT HMOTpeOOBAaTh HCCIIEAOBAHUS OEIKOB MeMOpPaHBI 3PUTPOLIUTOB
UL TOrO, 4TOOBI BBIABUTH NPUUMHY JedeKTa MeMOpaHbl, a B OTCYTCTBUE CEMEWHOTO
aHaMHe3a MOJIEKYJSIPHO-TEHETHUECKUI aHalW3 IMO3BOJHUT ONPENEIUTh THUIl HAcJeIOBaHMUA.
OCOOCHHO Ba)XXHO HCKIIOYUTH CTOMATOIMTO3, INPH KOTOPOM CIJICHIKTOMHS SIBJISIETCS
MIPOTHBOINOKA3aHUEM H3-32 PUCKA TPOMOOTHUECKUX OCIOKHEHUH.

IHaropusunosorus:

Wsmenennas ™opdosoruss U Oosee  KOPOTKas MPOJODKUTENBHOCTh  KU3HH
sputportoB npu HC cBsizana ¢ nepunuroM uiu AUCHYHKIMEH OIHOTO W3 3JIEMEHTOB
IIUTOCKEJETa JPUTPOLNTA, (PYHKUMEH KOTOPBIX SBISIETCS MOJJAEpKaHUE  (OPMBI,
YCTOMYMBOCTh K JeQOpMalMy M 3JACTUYHOCTH HpUTponmTa. LlUTOocKeneT spuTpouuTa
NpEeJCTaBIseT COOON OENKOBYIO CeTh, Ha OCHOBE CTEKTPHHA (COCTaBiseT OKoio 65%
MOBEPXHOCTU 3PHUTPOLUTA), PACIIONIOKEHHYI0O Ha OMIMIHMIHOM CIIO€ IUTOIUIA3MAaTHUYECKOM
MeMOpanbl (puc.l). Kaxnaeiii moHomep crekTpuHa (anbda U OeTa) COCTOWUT, TIIABHBIM
00pa3oMm, U3 MOBTOPSIOMUXCS eArHUILl (ATMHOW 106 aMUHOKHUCIIOT), KOTOPhIE CBOPAYHBAIOTCS
B TpoiiHyto crnupans. CoenuHeHHbIE anb(pa/OeTa TeTepoauMephl CIEKTpUHA (OPMHUPYIOT
JIMIIOM K JIMIy PacHOJIOXKEHHbIE TeTpaMephl, B TO BpeMs KaK APYrod KOHEI| reTepoiuMepa
CIEKTpUHA CBsizaH c OenkoMm mojockl 4.1 W akTMHOM. B BepTuKanbHOE COEOUHEHHUE C
JBOWHBIM JIMITUAHBIM CIIOEM BOBJIEKAETCs JIBa TpaHCMEMOpaHHBIX Oenka, OEJIOK MOJIOCH 3 U
rnmukocopun C. benok momockl 3, CyIIecTBYIOIIMI Kak OUMep M TeTpaaumep in situ B
SPUTPOLMTAX, MMEET MHOrooOpasue Yy4yacTKOB, COeIUHsIomuxcs ¢ Oenkamu. OH MOXeT
B3aMMOJICHCTBOBATh C AHKMPHUHOM, KOTOPBII CBS3BIBACTCA C OeTa-CyObeIMHUIICH CIEKTpUHA.
Kpome Toro, mis cBs3u ¢ O6enkom monockl 4.1 B ero N-KOHIEBOW IUTOIIA3MaTHYECKON
obnactu OENOK TMOJIOCKI 3 B3aUMOACUCTBYET ¢ Oenkom moyiockl 4.2, 4To 00ecrneynuBacT
JIOTIOJTHUTENBHYIO0 CTAOMIBLHOCTD IuTOCKeneTa. [ mukochopun C B3auMOACHCTBYET ¢ OEITKOM
pS5 u GenkoM monocsl 4.1, KOTOpHI B CBOIO O4Yepeab CBA3BIBACTCSA C Oera-cyObequHULIeH
cnekTpuHa. Takum o0pa3zoMm, AePUIMUT WM JUCHYHKIHUS JII0OOOTO0 M3 3TUX MEMOpaHHBIX
KOMIIOHEHTOB B  paMKaX BEPTUKAJbHOTO  COCAMHEHHUS MOXET  OCIa0UTh  WIH
JeCTaOUIN3UPOBATh IIUTOCKENIET, YTO MPUBEACT K HAPYIICHUIO MOP(OIIOTUU IPUTPOLUTA U
6oJiee KOPOTKOM MPOJOIKUTEILHOCTH €T0 )KU3HH.

Tekymieit paboueld THUMOTE30UM SBISETCA TO, YTO COIJIACOBaHHBIE JBUKEHUS
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OWJIMIUAHOTO CJIOS W IIUTOCKEJeTa OENKOB B BEPTUKAILHOM W TOPU30HTATEHOM
HAMpPAaBIICHUSAX PETYIUPYIOT KaK CHOCOOHOCTh K JedopMailvu, TaK W DIIACTUYHOCTh
MEMOpaHbI PPUTPOLIUTA B IMUPKYIAMK. HenaBHO ObUT UASHTHU(PHUIIMPOBAH, B ITOTOTHEHHE K
M3BECTHOMY KOMILIEKCY TeTpaMep Oelika MOoJOoCk! 3 + aHKHPWH, KOMIUIEKC Oelika TOJI0CkH 3 +
agayuuH + CIEKTPUH.

Red Cell Cytoskeleton

Vertical interaction in HS
Spectrin ()-ankyrin-band 3-protein 4-2

N-glycan Glycophorin C/D

"BSpectrin T TTr el

WProtein 4.1

Pucynox 1. Cxema murockiera mMeMmOpaHbl 3purpouuTa. CTpenkoil yka3aHO HapylIeHHE
BEPTUKAJIHLHOTO B3aUMOJICHCTBUS MPU HACIEICTBEHHOM cheporuTose.

Hepnocrarounocts wiam AuchyHKIMS OJHOTO WM Oosiee OEJIKOB BEPTHKAIBLHOTO
nuTockenera (6enkoB moiockl 3, 4.2, aHKUpHUHA, ajb(a- UM O0eTa-CleKTpHHA) MPUBOAUT K
0CJ1a0JIeHUIO BEPTUKAIBHOTO B3aUMOICHCTBUS M OTPHIBY OMIIMIUIHOTO CJIOSI OT IIUTOCKENETA.
BripaxkeHHOE yMEHBIIIEHHE MEMOpPaHHBIX OEKOB MPUBOJIUT K reMoIuTHYecKoi anemuu. Ilo
JaHHBIM 3JeKkTpodopeza OenkoB MemOpanbsl sputporuroB npu HC, kak mnpasuio,
MPUCYTCTBYET A€(DUIIUT OJHOTO WIH HECKOIBKUX OCIKOB.

B nepuone HOBOPOXIEHHOCTH, KOTJa SPUTPOLMTHI COJEPKAT OOIBIIOE KOTUIECTBO
HbF cxiagpiBaroTcst ycinoBus aiisi OONblIel HECTAOMIBHOCTH MEMOpPaHbI SPUTPOIMUTOB MPHU
HC, 1.x. HbF He criocobeH cBsi3piBaTh cBOOOAHBIE 2,3-mudochormunepars (2,3-ADI), a 2,3-
JA®I' oka3bIBAIOT AeCTaOMIM3UPYIOIIEE BIMSHUE Ha B3aUMOJCHCTBHE CIIEKTpUHA U Oenka
1oJiocs! 4.1

Kannuueckue NMPOABJICHUA:

Knunnueckoe teuenne HC BapbupyeT MO CTENEHU TSKECTH OT OECCHMIOTOMHOIO JI0
TSKEJIOTO ¢ MAaCCUBHBIM T'€MOJIN30M. Y MepeHHO BoIpakeHHbIH HC TpyneH [/ qUarHOCTHKH,
TaK KaK y MalueHTOB MOXET OBbITh HOPMaJbHbIM reMOrJIO0UMH U coJiepKaHue OMnnupyOuHa B
CBIBOPOTKE KPOBH B IpeesiaX BO3PACTHOM HOpMBI. BrwisiBieHHe c(heporuToB U OOIBLIIOTO
YHciaa PETUKYJIOLUTOB B mNepupepudeckoil KpOBU IOMOTAeT MOATBEPIUTH auarHo3. [lpu
OTCYTCTBUHM C(HEPOIMTOB U PETHKYJIOLUUTO3a B Mepu(epruuecKoil KpOBU HEJb35 MOJHOCTHIO
uckmountsh HC ¢ 6eccumnromMubiM TeuyeHneM. MHorna ymepenno BoipakeHHbIE HC mMoxer
COIIPOBOXKAATHCSA JPYTMMHU 3a00JIEBaHUSIMH, Ui KOTOPBIX XapaKTEepHa CIUICHOMETaIHs,

4



HanpuMmep, MH()EKINOHHBI MOHOHYKJIE03. Heo0XonumMo yuuThIBaTh U JAPYTrUe BO3MOXKHBIC
OPUYMHBI  XPOHUYECKOTO TEMOJIM3a, OCOOEHHO BPOXKACHHYIO JUCIPUTPOIIOITUYECKYIO
anemuto tuna II (CDAII), ecnn n3MeHeHus B Maske nepudepruueckoil KpOBU HE TUITUYHBIE.
Heckonpko ciy4yaeB Obuid OMIMOOYHO JMArHOCTHPOBAHBI B MPOILIOM, C AajbHEHIIeH
NpaBUIBHON TIOCTAHOBKOM JMarHo3a TOJBKO Korja He OblT TOJXy4eH OTBET Ha
CIUIEHIKTOMMIO.

Bozpact mocranoBku numarnoza HC Takxke BecbMa BapbHupyeT. B OoibIImHCTBE
ClIy4aeB — AETCKUH M MOJIPOCTKOBBIN BO3pacT, HO MOXET OBITh M BO B3POCIIOM BO3pacTe, Taxe
Ha ceAbMOM — JAEBSATOM Jecsatwierun xu3Hu, T.K. HC He Bcerma paccmaTpuBaercs Kak
npu4yrHa 00pa3oBaHMs KaMHEW B JKETUYHOM IIy3blpe€ W CIUIGHOMeranuu. beccummToMmHoe
tedenre HC BwisiBisieTcss (0COOGHHO B JIETCKOM BO3pAacTe) MOCTE arlacTUYECKOTo Kpu3a,
BbI3BaHHOTO mapBoBupyc B19 undexumeit, nmu nocne rpumnmna. Jlerkue gpopmsr HC moryt
OBITH BBIABIICHBI MPHU OOCIEIOBAaHUM YWICHOB ceMbH OonbHOTO0. KpaiiHe Tspkenble BapHaHTHI
HC, compoBoxparomuecss BOASHKOM IJIOJA WM MEPTBOPOKICHHEM, Ppa3BUBAIOTCA IpU
TOMO3HI'OTHOM WJIM KOMIIayH]I T€TepO3UTOTHOM HAClEJOBAaHUM TSDKEIBIX Ae(PeKToB OenkoB
BEPTUKAIBHOI'O IIUTOCKEIIETA.

CoBMecTHOE HacleOBaHHUE JPYTHX MeMaTOJIOTHYECKUX HApyIICHHH, TaKUX Kak OeTa-
tanaccemuu win CKB, MoxeT mpuBecTH K TPYJHOCTSM B JUArHOCTHUKE M Pa3sHOOOPA3HBIM
KIMHUYECKUM TposBieHusM. Jlepuuut sxenesa, ¢QomatoB unm ButamMmHa Bl12 wmoxer
yCyryOuTh aHEMHUIO M 3aMacKupoBaTh Jaboparopubie nposiBieHuss HC. OOrtypanmoHHas
KENTyXa HU3MEHSeT COCTaB JIMMHIOB MEMOPAHHOTO KOMIUIEKCA SPHUTPOLUTA, MAaCKHPYS
MPOSIBJICHUS 3200JIeBaHUS U YMEHBIIIAs TEMOJIN3.

Kinunnyeckne MNPpOABJICHUA B TUINHWYHBIX CJIyYadaX — aHCMHA, IKCITyXa H
CIINICHOMCT aJIuA paSHHqHOﬁ CTCIICHU BBIPAKCHHOCTHU.

CTeneHpb TAXKECTH 3200/ 1eBaHUA

[To crenenn Tspkectn HC mpuHSITO mMoApasnensTh Ha JETKYIO, CPEAHETSHKENYI0 M TSIKEITYIO
dbopMy, 3TO KOppeIUpyeT ¢ COIEp:KaHWEM CIEKTPUHA, OOHAPYKEHHOM B IPUTPOIUTAPHOMN
MeMOpaHe — yeM Tshkenee ¢opma 3a00IeBaHus, TEM HIDKE COJep)KaHue crieKTpuHa (Tadu. ).
Kpome TOrO, 3TO NMaeT BO3MOXKHOCThH NPECKa3aTh KIMHHUYECKOE Pa3BUTHE 3a00JEBaHUS U
HE00XO0UMOCTh CIUIeHIKTOMUU (B).

Tabnuua 1. Xapaxrepuctuka crenenu tsoxectu HC.

IMoka3areJb MuHuManbHas Jlerkas Cpennersixesas Taxenan
(6eccumnToMHas1)

I'emorno6uH, r/a >120 100 — 120 80 —-120 60— 80

Peruxynonutsi, % <3 3-6 >6 >10

bunmnpyoun obmui, | <17 17 -34 >34 >51

MKMOJTB/TI

Crextpua* (% ot 100% 80 - 100 50-80 40 - 60

HOPMBI)

[Tokazanue nius He Tpebyetcs OOBIyHO HE Tpebyercst B Bozpacte | Tpebyercs B




CIJIEHOKTOMUH Tpebyercs B 6-14 ner Bo3pacte 3-5
JIIETCKOM U net (1o
MTOJAPOCTKOBO BO3MOXHOCT
M BO3pacTe 1 OTCPOYHTH
70 6 JIeT)

*JlaHHBIE O COAEp)KAaHUHM CIIEKTPUHA TMpeIHa3HaueHbl [uid HHGpOpMAIMM, U He
SBIISIIOTCS] HEOOXOAMMBIM IS Py THHHOTO U3MEPEHHUS.

Knunnueckue mnposBieHuss B OONBIIMHCTBE KYMUPYIOTCS TOCIE CIUIEHIKTOMHH.
Opnnaxko, npu Tsoxenoi popme HC, mpexne Bcero, rie cojepKaHue CIEKTpHHA B MeMOpaHe
sputporra He Oonee 50%, aHeMHs COXpaHSETCS M TOCJE CIUICHIKTOMHH, M HEKOTOphIE
MaIMEeHThl, BO3MOXHO, OyIyT HYXIAaTbCsi B 3aMECTHTENBbHOH Tepamnuu >pUTPOLUTAPHON
Maccol BO BpeMs MHTEPKYPPEHTHBIX 3a0ojeBaHMi  (Hampumep, HHQPEKIIMOHHBIX
3aboneBanuii). HemaBHo Obulo moOKa3aHo uTo mpupoja aedexkra memOpaHHOro Oenka
(mpeobnaganue CrieKTpUH/aHKUPHUH WK OeJ10K 3) BiIuseT Ha OTBET Ha cruieHdKkToMuto (C).

JAunarnocruka:
Huarno3 HC ycranaBiuBaeTcss Ha OCHOBAaHUHM KJIMHUYECKUX TPOSBICHUH M JAHHBIX
nabopaTopHoro obcnenoBanus (tab. 2).

Mertoab! nabopatopHoit nuarnoctuku HC:

1. oOumii aHaJIu3 KPOBHU C MOACYETOM PETUKYIIOLUTOB U MOP(HOIOTHIECKOM OIIEHKOM
SPUTPOLMTOB (CPETHHMA JUAMETP IPUTPOLIMTOB, UHACKC CHEepUIHOCTH (HOpMa >3,5),
uHACKC oBanonuro3a (Hopma >0,85), % coxepxanne Mopdonorudeckux Gopm
SPUTPOLIUTOB);

2. OMOXMMMYECKHI aHan3 KpoBHU (00muii Ommnpyous u ero ¢ppaxuuu, JIAT, ACT,

AJIT, I1®, xonecTepuH);
O0CMOTHYECKAst PEe3UCTEHTHOCTH IpUTporutToB (OPD) 10 u mocie nukyOaumy;
4. DMA-Tect (TecT ¢ (IIIOOPECHEHTHBIM KPACUTEIEM Y03UH-5-MalCUMHT).

(98]

Tabnuma 2. lnaraoctuaeckue kpurepun HC.

IHapamerp Oco0ennocts npu HC

Kinanueckne nanubIe [Toutn Bcerna anemus, KenTyxa u
CIUICHOMETaITHS

[Ipu3snaku remosnsa [oBermenne 6unmupyouna, JIJII" u
PETUKYIOLUTO3

OOmwmii aHanu3 KPOBH, BRIMIOJTHEHHBINA Ha CHmKeHue reMorjioouHa,

ABTOMAaTHYECKOM T'e€MaTOJIOTHYECKOM ymenbmenue MCV,

aHaIu3aToOpe nossimeane MCHC,
MSCYV (cpeanmnii 00beM chepruaHOMi KIETKN),
yBenuueHue % TUmepXpoOMHBIX KIETOK,
noBwiienne RDW,
YBEIUUYCHIE KOJNIECTBA PETUKYIIOIUTOB




Ma3zoxk nepugpepuiecKoi KpOBH AHoOManpHas MOP(OIOTHs SPUTPOLIUTOB,

Hajgu4ue c(heporuToB

OpUTPOLUTOMETPHS Cpennuii tuaMeTp 3pUTPOIIUTOB CHIKEH
Wnpnexc chepudanocTr CHIDKEH

Kpusas Ilpaiic-J[>koHCca CABUHYTA BIEBO

OcmoTtudeckast pe3UCTEHTHOCTD SPUTPOIIUTOB CHuxena

OMA-TecT CHuxen

Bce naGopaTtopHble TecThl, MCHOJB3yeMble B Hacrosimiee Bpems B auarHoctuke HC,
BKJII0Yast ero 0ecCUMNTOMHBIE (DOPMBI, TIPEACTaBICHbI B TabmuIe 3.

Hopmansnas OPD He uckmtovaer quarno3 HC u moxxer Berpeuatses B 10-20% ciayyaes
HC. OPD moxer Takxke OBITh HOPMAJIBHOW MPH COYETAaHUH C JAeDUIUTOM IKejesa,
OOTYpaLlMOHHOM JKeNTyXOi, B (pase BOCCTAHOBJICHHUS MOCJE aljacTUYeCKOro KpH3a, Korjaa
KOJIMYECTBO PETHKYJOLUUTOB yBenuueHo. (OO0e3BOKMBAHHE KIETOK, MPOUCXOJAIIEEe B
cpepountax, npu HC moxer ObITh OAHOM M3 mpUyMH HOpMaibHOM OPD y manmeHTOB ¢
HeyJalleHHOM cene3eHkoi. Kpome Toro, momoxutenbHblii pe3ynbTar OPD Moxker OBITH
IIOJIyY€H y MAlUEHTOB C HACJIEICTBEHHBIM OBAJIOLUTO30M U T€MOJIU30M.

Kpuoremonus, skramuromerpust 1 OMA-Tect Oonee MHPOPMATUBHBI JUI TOCTAHOBKH
nuarHo3a HC, Tak kak peako JaroT JIO)KHOIOJIOKUTENbHbBIE pe3ynbTarhl. OQHAaKO, 3TH TECTHI
HecTleUM(UYHBI, U MOTYT TaKKe OOHapYyXHUThb SPUTPOLUTHI C PEIKUMU MEMOpPaHHBIMH
paccTpoiicTBaMu, TakKMMU Kak aHoMaiuu Oenka mosocel 3 (Hampumep, CDAIL, IOro-
BOCTOYHBIA a3uaTckuil oBajouuto3 (SAQO)), W3MEHEHHWE BO BHYTPHUKJIETOUYHOM BA3KOCTH
(Hanpumep, CEpIOBUIHBIE 3PUTPOLIUTHI), TEPMOUYBCTBUTENIBHBIN OJTHOBAJIEHTHBIM TPAHCIIOPT
KaTHOHa (HampuMmep, KPUOTHIPOLUTO3). B MArKMX MM HETUNHMYHBIX CIIydasX, TPYJHOCTU
MHTEpIpEeTalNy, BEpOsITHO, OyayT B TeX CllydasX, KOTJa pe3yJibTaT IONaJaeT B WHTEpBal
MeXxay HOpMadbHbIMM M TUNUYHbIMU a1 HC 3Hauenusamu. Ilostomy, skrauuromerpus
UMeeT MPEUMYIIECTBO B TOM, YTO PE3yJIbTaThl NMPEACTABICHbI B BUE KPUBOU Jedopmanui,
KOTOpast UMEET CBOIO (pOpMy Ul KaKJOTO HCCIEIyeMOTro aHOMAJIBbHOTO THIIA 3PUTPOLIUTA.
OMA-TeCT METOJOM TPOTOYHOM IIMTOMETPUHM MOXKET TOMOYb U PEpeHIINPOBATDH
HacneacTBeHHbIN nupornoiikunounto3 (HPP, MCV <60 ¢u1) u HacieACTBEHHBIN OBaJOUTO3
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ot HC, ocHOBBIBasiCh Ha KJIacCH(PUKAIUN COKPALICHUS (CTENICHU CHUXEHHS) UHTEHCUBHOCTHU
daroopecueHuu: AN nHpomodkuionuro3da (camoe Hu3koe) < HC < oBamonuros<
HOpPMAaJIbHBIA KOHTPOJIb. XOTS aHAJIOTMYHBIE MOKa3aTeNlu (IIyopecUeHIIMA SPUTPOLIUTOB MPH
HC mnonywarorcs mpu Apyrux peakux aHoManusx spurpouutoB — CDAIL, SAO wu
KPUOTHUAPOLMTO3 — HUX MOYKHO OTIMYUTh Ha OCHOBE MX PpA3IMYHBIX KIMHUYECKHUX
ocobeHHOCTsX (Tabmuua 3). B yacTu cinyyaeB ayTOMMMYHHOW T'€MOJIMTHYECKOM aHEMHUH C
TEIUIOBBIMU  arrjIlOTHHMHAMU 32 CuYeT MpucoenuHeHus aHturen (kmacca IgG)
BHEKJIETOUHBIM (hparmMeHTaM Oeika monocsl 3 DMA-TecT MOXKET ObITh CHUXKEH. Jlpyrue
atunuuHele ciydan HC MoryT paBaTh aHOMajbHBIE TMCTOIPAMMBbI, KOTOPBIE ONPEAEIISIFOTCS
IIyTEM HAJIO’KEHUSI TMCTOTpaMM B HOpME€ U KOHTposbHbIX npu TunuuHoM HC. HopmanbHble
pe3yabTaThl  (PIYOpPECICHIMH TONYYaloTCs Yy NAalMEeHTOB C  PETHKYJIOLUTO30M  HIIH
ayTOMMMYHHOM T'€MOJIUTUYECKON aHEMUEH C XOJIO0I0BBIMU arTJIIOTHHUHAMM.

Bribupas HeoOXoauMBIii 1a00paTOPHBIN TECT IS TUArHOCTUKY JIETKOW WIIM aTUIIUYHON
¢dopmbl 3a00neBaHNsA, HEOOXOAUMO YUUTHIBATH YYBCTBUTEIBHOCTh M CHEUU(UYHOCTD TECTa,
CJIO’)KHOCTB €T0 MPOBEAEHUsS U 001y ctouMocTh oocnenoBanus. [lockonsky HC cBs3an co
CTPYKTYPHBIM J1e()E€KTOM LUTOCKEJIeTa MEMOpaHbl APUTPOIMTA, PE3yNbTaT HCCIeIOBaHUN
JIOJDKEH TOJIHOCTHIO OTIMYUTH CBSA3AH JIM A€(PEKT SpUTPOIMTA C MEMOpPAHOM HITH HET.

Tabmuua 3. JlaGopartopHble TecTbl, Hcmoib3yemble B auarHoctuke HC u apyrux
MeMOpaHONaTUii SPUTPOLIUTOB.

3aboneBanue OcMoTuyeckas DKTalUTOMETPHUS Kpuoremonusz | OMA-tect
PE3UCTEHTHOCT
b PUTPOLIUTOB
HC 6 Crermuduueckuit & 6
npouiib
AHTA é Amnanornyno HC Het manHbIX B HOPME, €
WM €
Hacnencreennsiii
nuponodkmwiouT |  Her ganHbIx Het nanHbBIX Het nanHbIX €é
03
I'mppatupoBaHHBL
i } ¢ Crennduueckuit Her matbix &
HaCJeACTBEHHBIN npodunb
CTOMAaTOLIMTO3




JerunpatupoBaH
HBIN N Coenudnueckuit ,
o € i Het nanHbIX €
HacJIeICTBEHHBIN npodub
CTOMATOIIUTO3
Kpunorunpounuros Crennduyeckunit .
Het nanHbIX Het nanHbIX €
npoduiib
BJA 1l Tuna B HopMe
¢ Her nanHubIx B HOpM™ME nnm € A
WIH €
Hacnencrsennsrit
OBAJIOIIUTO3 Her , n
o Het nanHbIX « e €
IOro-BocrouHoii negpopMUpyeMoCTH
Asun

HC — nacnencteennsiii cheporuto3; AUI'A — ayrommmyHHas remonuTHdeckas anemus; BIA —
BPOXJACHHAA JU3IPUTPONOITUYCCKASL aHEMUSA,

* JPUTPOLUTH MPH HACIECICTBEHHOM OBAJIOIIMTO3€ IOT0-BOCTOYHOHN a3Wy HAIOT IUIOCKUH MPOQIIIH
e OpPMHUPYEMOCTH, YTO TOBOPUT O PUTHAHOCTHU ITUX KIETOK.

Onexmpogopes benkos memopansl Spumpoyuma.

Wnentudukanus aedunura MeMOpaHHOTO OelKa, CBSI3aHHOTO C ITUTOCKEIETOM 3PHUTPOLUTA
noarBepxaaer nuarHo3 HC. Iloacuer mMeMOpaHHBIX OEITKOB METOJIOM 3JieKTpodopesa He
ABISICTCS HEOOXOAMMBIM JUISI TUArHOCTUKM B OOJBIIMHCTBE CIIy4aeB, TaK KaK TOYHBIN
JMarHO3 MOXET OBITh MOCTaBJIE€H Ha OCHOBE JPUTPOLUTAPHBIX HHAECKCOB, KIMHHUYECKUX
JaHHBIX, CEMEIHOTO aHaMHE3a U MOJIOKUTEIBFHOTO pe3ysbTaTa CTaHIapPTHBIX TecToB. O1HaAKO,
anekTpoope3 OENKOB MeMOpaHbl MOXKET ObITh MH(OpPMAaTHUBEH B TeX Cilydasx, KOria
KJIMHUYECKOE COCTOSIHUE MAllMeHTa HE COOTBETCTBYET creneHu Tshkectd HC y Apyrux 4ieHoB
cembH, kotopbie umeroT HC.

Pexomenoauuu:

1. Ilaumentsl ¢ Bnepssle auarHoctupoBaHHbiM HC ¢ Hanmnumem ceMelHOro aHaMHesa,
TUNUYHBIX KJIMHUYECKUX TPOSABICHUN (aHEMHUs, JKEITyXa MU CIUICHOMETanus) |
71a00paTOPHBIX JaHHBIX (CPEepoUUTHl B Ma3Ke nepudepruueckoil KpoBHU, MOBBIIICHNE
MCHC, noBslllIeHHE YMCIa PETUKYJIOLUTOB) HE TPEOYIOT HUKAKHX JIOTOJIHUTEIBHBIX
obcnenoBanwuii (B).

2. Ecnu nuarHo3 HEONHO3HAuyHBIA, HAmpUMep, B TeX ChyyasX, KOrja B MasKe
nepudepuyeckodl KpoBH HEOOJBIIOE KOJMYECTBO C(HEPOIMTOB U HET JPYIrHux
71a00paTOPHBIX, KIMHUYECKUX MM CEMEHHBIX JaHHBIX MOTYT OBITH MCIOJIb30BAaHbI
nabopatopHbie TeCThI ¢ Bhicokoi nHpopmatuBHOCThIO (C): Kpuoremonus, SMA-tecT
(B). Brwicokoe mporHocTHuYecKoe 3HaueHHEe 000omX TecToB s auarHoctuku HC
MOXET OBITh YIY4YIIEHO B COYETAaHUM C KIMHUYECKUMHU JaHHBIMH U
SPUTPOLMTAPHBIMH WHIEKCAMHU.

3. OPD wMoxer OBITb HUCHOJB30BAHA HCKIIOYUTEIBHO KaK  JOMOJHHUTEIbHBIN
1a00paTOPHBIH TECT.

4. TloaTBepkIeHHWE JAMAarHO3a MOXET OBITh HEOO0XOIMMO B TeX Cilydasx, Korja
pe3ynabTaThl  Ja0OpAaTOPHBIX  TECTOB  HEOAHO3HAUYHBIE  WJIM  MOTPAaHUYHBIE.
DnexTpodopes 0eaKoB MEMOpPAHBI SPUTPOLIUTOB SABISAETCS METOAOM Bbibopa (B). OTot
MeTo, MH(POPMATUBEH JUIS BBISIBICHUS CTENEHU NIepuira MeMOpaHHOro Oeika y
nareHTa.  OCHOBHBIM ~ HEIOCTaTKOM  3TOrO  METOJa  SIBISETCS  HM3Kas
YyBCTBUTEIHHOCTH MPH JIETKOM U O€CCUMITOMHOMI (opme.

Hcnonb3oBanue snektpodope3a OENKOB MeMOpaHbl SPUTPOLMTOB IOKa3aHO B
ClTydasx:



KOTJa KIIMHUYECKU (EHOTHI OoJiee TSHKENbIH, YeM MpeanoaaraeMblil o JaHHBIM
MOP(OJIOTHH SPUTPOLIUTOB,;

Kora Mop(oJiorust 3pUTPOLIUTOB OoJIee TsKENast, YeM IpearoiaraeMas mo
JAHHBIM UCCIICIOBAHMSI KPOBH POJMTEINS, B Cllydae eciau poaurens 6oien HC;
€CITU TMarHo3 He SICEH JI0 CINICHIKTOMUH, a MALMEHT MOKET UMETh aHOMAJIHIO
MIPOHHIIAEMOCTH OJHOBAJIIEHTHBIX KaTHOHOB. Eciiu Mopdonorus Tunuynas, He
JOJDKHO OBITh HUKAaKUX COMHEHUH. B Gojiee COMHUTENBHBIX Caydasx (Kormaa
MCV>100 ¢a) moryT morpeboBaThCs pasbsicHeHus. (B).

5. Huarno3 HC He TpeOyer nanbHEHIIEro MOJEKYISPHO-TEHETHYECKOTO 00CIIeIOBaHUS
JUTSl BBISIBJICHUSI MyTalluu reHoB (B).

Benenne Heocs10:xHeHHBIX cirydyaeB HC

Pe6enok ¢ HC nmomkeH perynspHOo HaOMIOAAThCS TeMaTOJIOTOM: JIETKask M CpEIHe
Tsokenass ¢popmbel 1 pa3 B rop; Tsokenas Qopma exemecsuHo. [Ipy KakaoM MOCEHICHUH
reMaroyiora HeoOXOJMMO OIICHHBATh OOINEe COCTOSHUE 3/I0pOBbs, (pU3MUEeCKoe pa3BUTHE
pebeHka, pa3Mep Cele3eHKH M TOJICPAaHTHOCTh K (u3mueckoil Harpyske. CarieMeHTanus
donaTamMu MPOBOAMUTCS TP THKEIOM U cpeaHeTshkenom teuennn HC, u He o0s3aTenbHa npu
nerkoii popme (C). ExenHeBHas no3a J0omKHA OBITH 2,52 MI/CYT B BO3pacTe 10 5 jier, u 5
MI/CyT cTapuie 5 Jer.

[IpoBenenue 1a00paTOPHOTO U UHCTPYMEHTAILHOTO 00CIEIOBAHNUS:

1.

o0ImMii aHanu3 KPOBU C MOJCUETOM PETHKYJIOLUTOB — IPH JETKoH popme |
pa3 B rof; npu cpenHe Tsokenon Gopme 1 pa3 B rog npu MHTEPKYPPEHTHBIX
3a00JIeBaHUAX; TIPH TSKENON (hopMe — eKEMECSUHO;

2. OnoxuMuYecKuil aHamu3 KpoBu (00muii Ounupy6us u ero ¢pakuuu; AJIT,
ACT, JIAT, H1®P) — mpu nerkoit u cpeaHe-tsokenoi hopme — 1 pas B rof;
npu TspKenoi gopme — 1 pa3 B 1-3 mec.;

3. yIIBTPa3ByKOBOE HCCIIEZIOBAHUE OPraHOB OPIOIIHOW MOJIOCTH — IPH JIETKOM
dopme Kaxzple 3-5 5eT; NpU CpeAHEe THKEIOoW (GopMe EKEromaHo; IMpH
TSDKETION (hopMe eXKEToTHO J0 CINICHIKTOMHH, Jajee Kaxable 3-5 nerT;

4. oTpesiesieHue cosepkanust ()oJIaTOB B CHIBOPOTKE KPOBU — TOJIBKO TEM, KTO
HE I0JIy4aeT caruieMeHTaluu (onaramu;

5. (GeppUTUH CBHIBOPOTKH — €XKEKBAPTAJIbHO MAIMEHTaM, IOJYyYaOLIHM,
3aMEeCTHTENbHbIE TPAHC(HY3UH IPUTPOLIUTAPHON MACCOM.

Bspocibie

HaGmronenue remarosnora naueHTam ¢ jierkoit popmoit HC He TpeOyertcs; co cpeaHe
TsOKENoN (POpMON — €XKETOHO.

[IpoBenenue 1a00paTOPHOTO U UHCTPYMEHTAIBLHOTO 0OCIEIOBAHNUS:

1.

2.

o0ImMi aHaIM3 KPOBH C MOJICYETOM PETHUKYJOLUTOB — MPU CPEIHE TAKEIIOH

¢dopme 1 pa3 B roa, npu Jerkoit popme — He TpedyeTes;

OMoXMMHUYECKU aHamu3 KpoBH (oOmmid Ounupyoun u ero ¢gpakuuu; AJIT,

ACT, JIAI, 1I®) — npu nerkoir Gopme He TpedyeTcs; CpeaHe-TsHKEIoi

¢dopme — 1 pa3z Broz;

yIIBTPa3ByKOBOE HCCIIEJOBAHUE OPTaHOB OPIOIIHOM MOJIOCTH — MPU JIETKOM

(dhopMe He TpedyeTcs; IpU CpeliHe TSHKENo (popme eKEroaHO;

uccienoBanne obOMeHa xene3a (ceiBopoTouHOoe skene3o, OXCC, HTXK,

(EeppUTHH CHIBOPOTKH) — MPU CPEIHE THKEIBIX (OopMax M y MalUCHTOB
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nocne crienskromuu 1 pas B rog (C).

Jleuenune HC

Xupypruyeckasi TaKTHKA

CruteHdkToMust  sIBIsieTCsE O4YeHb A(P(GEKTUBHBIM METOJOM IPH HEO0OXOAUMOCTH
YMEHBIICHUSI TEeMOJHM3a W YBEIHUYEHHS MPOAODKUTEIBHOCTH XHU3HH 3pUTporutoB (C).
KnuHnyeckne nposBIEHUS U PUCK PA3BUTHUSA OCIOKHEHUH (KaMHU B JKEITYHOM IIy3bIPE)
3HAYUTEIBHO yMEHbIIaoTCA npu Tsokenoi ¢popme HC u mosiHOCTRIO KynupyloTcss B Oosee
nerkux (opmax, OJIHAKO YBEJIWYMBAETCS PHUCK ONACHOTO IS JKU3HU Celcuca OT
MHKAICYJIMPOBAaHHBIX MUKPOOPraHU3MOB, 0COOEHHO Streptococcus pneumoniae. IlocnenHue
JaHHBIM JIEMOHCTPUPYIOT, uTo ciuieHdkromus y aereit ¢ HC pocrarouna OesomacHa (B
KpPaTKOCPOYHOI mepcrekTuBe 0e3 CMepTEeNIbHBIX HCXO00B, OTMEUEHBI PEJIKUE OCIIOKHEHHS).

ITokazanusg x crieHskromuu (B):

* Tsxenas ¢popma B Bo3pacTe HE paHee 3 JIeT;

* Cpenne soxenas Gopmf B Bospacte 6-12 eT;

* Jlerkas ¢opMa — npu HaATUYKUU KaMHEW B )KETTYHOM ITy3bIpe MpU
OJTHOMOMEHTHOM BBITTOJIHEHUH CIUIEHIKTOMHUH U XOJICHUCTIKTOMUU B JIFOOOM
BO3pacTe crapuie 6 JIeT; MpHU BEICOKOW OMITUPYyOUHEMHH U PETHKYJIOLUTO3E
npu HopMmanbHOM Hb B Bo3pacte ctapiue 6 jet (Ui mpeoTBpaiieHus
Pa3BUTHS KEITYHOKAMEHHOH O0JIe3HN).

Boibop  TeXHUKM ~ BBIMOJHEHHS  CIUIGHOKTOMUH  (9HAOCKONUYECKAas  WIH
JarnapoToMuyeckas) OCylIecTBIsieT Xupypr. IlpenmouteHue oTHaeTcs 3HIOCKOIMMYECKOMY
METOAY B CBSI3U C YyMEHBUICHHEM OO0JIEBOTO CHHAPOMA, YMEHBIICHHEM JIUTEIHHOCTH
npeObIBaHUs MAallMeHTa B CTAlMOHape M XOopouMM KocMmernueckuM sddextom (B). He
PEKOMEHAYETCS MPOBEJCHUE YACTUYHOM PE3EKLNHU CeNIe3eHKU U YHI0BACKYIISIPHON OKKITIO3UU
CEeNe3eHKU B CBA3M C BBICOKMM DPHUCKOM OCIJIOKHEHHMH (TIOCIICONEpallMOHHBIM CIUIEHO3 B
NEpBOM clly4ae, TsDKejas craeuHas OOJie3Hb B JAPYroM Cilydae) U KpPaTKOBPEMEHHOCTBIO

s dekra (C).

Puck pa3Butus Tpom003a 1ocie CrjieHIKTOMUN
CruteHsKTOMHUSI OOBIYHO COIPOBOKIAETCS TOBBIIICHHEM 4YHCIa TPOMOOIIMTOB B
HEKOTOPBIX caydasx g0 1000x10°/1. B3pocible HAIHEHTHI JOMKHBI MOIYdaTh CTAHAAPTHYIO
npodunaktuky Tpomb603a Bo Bpems u mocie omnepanuu (C). JlaHHBIX O HAIWYUHM PHUCKA
TpoM003a y MalMEeHTOB JETCKOTr0 BO3pacTa HE JOCTATOYHO JJISi PAcIIMPEHHUsl MOKa3aHUM K
npodmiaktuke Tpombo3a npu cruiendkromun (C). MckiaroueHue COCTaBISAIOT MAIMEHTHI C
COHAclieZIOBaHUEM TPOMOOPHITUH.

IMpoduinakTnka nHPeKUHUHA MOCJIe CIVICHIKTOMHUHU

Bakmunonpodunaktuka. [lepen mpoBeaeHHEeM CIUIEHITOMUU BCE MALUEHTHI TOJDKHBI
OBITh BAKIIMHUPOBAHBI B IMOJIHOM 00BEME B COOTBETCTBHHM ¢ HalMOHANBHBIM KaJeHIapem
NPUBUBOK, a TaKXXe MPOTUB NMHEBMOKOKKOBOH, MEHWHTOKOKKOBOW W remo¢mibHOW Tl B
unpexkmmii (B). HeBakumnupoBanneiM mnarieHTam ¢ HC mpoBeneHHe CIDICHIKTOMUU
KaTeropuuecku MPOTHUBOINOKA3aHO B CBS3M C HEOMNPABJAAHHO BBICOKMM PUCKOM >KU3HU
YTPOXKAIOUINX CENTUYECKUX OCIOXKHEHUH. HecMoTpst Ha mpoBeaeHNe BaKIIMHONPO(DUITAKTUKH
PHUCK pa3BUTHS CEICHCA TOCJE CIUICHIKTOMUU COXpaHseTcs noxu3HeHHo (B) u TeM Bhilie,
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4eM MEHbIIE BO3PACT IIPU IIPOBEAEHUH cIIeHKTOMUH (B).

[ennummnHONPO(MUIAKTHKA — JIETH MEPEeHEeCIIne CIUICHIKTOMHMIO B BO3pacte 10 6
JET JOJIKHBI MOJIydaTh NEHULIWIINH MPOJOHTMPOBAHHOIO IEHUCTBUS (1030BBIM pexxum: 1,2
MiIH. ME BHYTpPUMBIIIEUHO Ka)KIble 3 HEAENW) WIM SPUTPOMHULMH (1030BBIM pexuMm: 20
MI/KT/cyT B nBa npuema) (B), B HEKOTOPBIX CiIy4asx OINpPaBIAaHO U IpPH CIUICHIKTOMUU B
Ooee crapiieM Bo3pacte U 'y B3pocibix (D).

Tpancdysuonnas repanus
Tpancdysun >puTpouuTHON Macchl — 3((EKTUBHBIA METOJ JICUEHUS TSKEIBIX,
MOTEHIIMAJIBHO JIETANBHBIX CIIy4aeB aHEeMHHU U MoKa3aH npu cHmwxkenuu Hb menee 60 r/mn. [pu
Tsokenoir popme HC y nereir panHero Bospacta (10 3-x JeT) MOTYT TpeOOBaThCs
€)KEMECSIUHBIEC 3aMECTUTENIbHBIEC TPAHC(PY3UU HIPUTPOLIUTHON MACCHI.

XeslaTopHas Tepanus

Tpancdys3uonHass Tepanmusi DSPUTPOLUTHONM Maccoil  JIOMKHA  CONPOBOXKIATHCA
aJIeKBaTHOW XEJaTOPHOW Tepamueil As mojiep:kaHus (peppuTHHA CHIBOPOTKU B JMAIA30HE
800-1000 mxr/n (A). Hauano xenatopHoit tepanuu nocie 10-15 tpancdysuii s3puTpounTHON
Macchl pH (heppuTHHE ChiBOpoTKe He MeHee 1000 MKr/i, oTMeHa XenaTOpHOM Tepanmuu Mmpu
JocTIKeHNH (heppuTHHa chiBopoTke 600 MKr/i. Xenmatopsl: nedepazupoke (HadaapHas 103a
30 MI/KT/CyT per 0os eXeIHEBHO, AaJiee C MIaroM 5 MI/KI/CYT MOBBIIIASTCS WIH TIOHUKACTCS B
3aBUCUMOCTH OT (eppUTHHA CHIBOPOTKHM), JedepokcamuH (HadaimbHast no3a 40 Mr/kr/cyt
MOJIKO’KHO 5 JTHEH B HEAETIO B BUIE AMUTENbHON nH(pYy3un (8-12 yacoB), mpu HEOOXOJUMOCTH
MHTEHCUBHOU xenaruu — 100 MI/Kr/cyT HenmpepbIBHO BHYTPUBEHHO KarlelbHO B TeueHue 7-10
nuelt (A-B).

JluarHoctuka u Jjedenue ocao:xxkaennii HC
AnjiacTuyecKue Kpu3bl

Amnactuueckue Kkpu3bl y manmeHToB ¢ HC  0oOycroBieHbl  TpaH3UTOPHOM
KpacHokierounoi  amnazuedt  (TKA), pasBuBmueiicss  BcieacTBUE — MHOUIIUPOBAHMA
napsoBupycoM B19 (mapBoBupyc B19 Taxke BbI3bIBaeT pasBuTHE erythema infectiosum
U3BECTHYIO Kak «mstas Oonie3up») (B). Ammazus sBusieTcs pe3ysibTaToM —TMPSMOTO
LIUTOTOKCUYECKOTO JEHCTBUS MMapBOBUPYCA HA APUTPOUIHBIE MPEAIIECTBEHHUKH, B KAKOH-TO
CTENEHU MOTYT MOBPEXKIAThCA U NPEIIIECTBEHHUKH APYTUX KIETOYHBIX JUHMM. IlanueHTst
MOTYT MMETh BO3paCTaIOLIYI0 TOJIOBHYIO O0Jib, c1aboCTh, TUCIHO3, Oojiee TKETYI0 YeM
OOBIYHO aHEMHIO U TIIyOOKOE CHIXKEHHE YHUCIIA PETUKYIOLHUTOB (00BIYHO MeHee 1% wim
10x10°/m). Takske MOXeET OBITH JTHXOPAAKA, MPU3HAKH MH(MEKIHH BEPXHHX BIXATEIbHBIX
nyTell W/WIK TacTPOMHTECTUHAIbHbIE CUMOTOMBL. KOXXHbIE BBICBIIAHUS HE HUMEIOT
cneun(UIeCKUX XapakTePUCTUK. PEeTUKYJIOIMTONEHUs MOSABISAETCS NMPUMEPHO Ha 5 JIEHb
3apakeHUsl U MPOJOJDKAeTCs B TeueHue 5-10 nHel. YTskeneHne aHeMuH IPOUCXOAUT BCKOpe
nocie perukynonurornenuu, Hb cHmwkaercs mo 39 1/n. IlepBblii mpu3HAaK Havaiga
BBI3/IOPOBJICHUS] OT MH(EKINN — BBICOKUI PETUKYJOLUTO3, YTO MPH COXPAHEHHU TIIyOOKOM
aHEeMUU WHOT/Ia OMMOOYHO TPAKTYeTCs KaK CHHIPOM THIIEpreMojn3a. BhI3opoBieHHE Kak
NPAaBUJIO COIMPOBOXKIACTCS TMOSIBIICHUEM B IEpU(PEpUIecKOil KpOBH OOJBLIOrO dYHCIa
HopmobnactoB (6omee 100 ma 100 neiikoruroB). JlmarHo3 TKA moarBep:kmaercs
MOBBILIEHHBIM cozepkanueM IgM k mapsBoBupycy B19 B kpoBu. Ilpu BbI3HOpOBIEHHH OT
napBoBupycHoii B19 wundexknun nossnsercs 3ammrtHeld THTp IgG, uyTO mpensATCTBYET
MOBTOPHOMY 3a00JI€BaHUIO 3TON MH(EKIIMEH B TCUCHUE BCEH KU3HU MAIUEHTOB.

XoTs OOJBIIMHCTBO B3POCIBIX MPHOOPEIN UMMYHHUTET K napBoBupycy B19, pabotHuku
OOJIbHUIIBI, KOTOPbIE€ BOCIPUUMYUBEI U UMEIOT KOHTakT ¢ OonmpHbIMH TKA moaseprarorcs
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BBICOKOMY DHCKY BHYTPUOOJBHMYHOTO 3apakKeHHsT WH(MEKUMOHHOW spuremoit (erythema
infectiosum). IlepeHeceHHass BO BTOPOM TpUMECTpe OEPEMEHHOCTH HH(MEKIUsS MOXKEeT
NPUBECTH K BOJSHKE IUIOJAa U MEPTBOPOXKICHUIO, MOITOMY HEOOXOAMMBI H30JISALMOHHBIC
MEpBI MPEIOCTOPOKHOCTH JUIS IEPCOHATIA B CIIy4ae OEpeMEHHOCTH.

KonTtponupyemsix uccienosanuii no tepanuu TKA He npoBoauinock. bombiias yacte
MAIMEHTOB BBI3IOpaBIuBaoT camoctosaTenbHo (C). B cnyuae rimybokoit anemun TpeOyroTcs
Tpancdys3un sputporurapaoit maccsl (C).

VY manueHToB, HE MOMYYalOIIUX CalUIeMEHTaluIo (ojlaTaMy MPU HAIMYMUA TeMOJIN3a —
pa3BUTHE aIUIACTHUYECKOTO KpU3a 00yCIoBIeHO aeduuuToM (osatoB. B aTom ciydae Tepanust
¢donaramMu ¥ BUTaMHHOM B12 1MOIHOCTBIO KyIHPYIOT KPH3.

IHopaxeHue ne4eHU M KeJTUYeBbIBOAALIMX MyTeH

JucyHKIMSA MeYeHH W SKETUEBBIBOMSAIIMX MyTeH — OJHO W3 Hamboyiee YacThIX
ocinoxaennit HC. T'emaroOuimapHble OCIOKHEHHS MOXHO pa3leiIuTh Ha HECKOJIBKO
KaTeropuii: CBsI3aHHbBIE C TEMOJIN30M, BbI3BaHHbBIC aHEMHEH U ee TpaHC(PY3MOHHOH Tepanuei.

XoJiecTas 1 X0J1eJIMTHA3

XpOHUYECKUH TeMOIM3, C €ro YCKOPEHHBIM OOMEHOM OuinnpyOuHA, MPUBOIUT K
BBICOKOM  3a00JIeBa€MOCTH  KETYHOKAMEHHOM  OoJie3HbI0.  3aMeTHOE  YBEIMUYCHHE
HEKOHBIOTHPOBAHHOW (ppakiiiyl ObLTH 3apPETHCTPUPOBAHBI B CBSI3U C TEHETHUYECKUM J1e(hEeKTOM
TIIIOKYpOHHITpaHCchepazHoi cucteMsl (cuaapoM XKuinbpoepa).

VYnbTpa3BykoBoe 00CIE€OBaHUE TMOMYJALMN TAUEHTOB II0Ka3ano, YTO Havajo
KETYHOKAMEHHOM OO0JIe3HH MPHUXOIUTHCS Ha Bo3pacT oT 2 10 4 jer. C BO3pacTOM 4yacToTa
BCTPEYAEMOCTH >KEIYHOKaMEHHOM Ooje3HH yBenumuuBaercs, fgocturas k 18 romam 30%.
PacnipocTpaHeHHOCTh 3TOTO OCJIOKHEHHSI 3aBHCUT OT HHILEBBIX MPHUBS3aHHOCTEH OOJIBHBIX
(manueHThl, UMEIOIIe B palMoOHEe MHUTAaHUS NpeoliaJaHHe PAaCTHTEIbHBIX BOJOKOH, pexXe
UMEIOT XOJIeIUTHA3) U TeHoTuna 3abosneBaHus. KceHOOMOTHKH, Takue Kak 1e(danioCIOpUHBI
TPETHETO MOKOJIEHHS, MOTYT KPUCTAJNIN30BaTHCS B IPOCBETE JKETYHOT'O y3bIps, a pa3inyus B
UCIIONIb30BAHUU TAKUX AHTUOMOTHUKOB MOXET OOBSICHUTH HEKOTOphIe Teorpaduyeckue
pa3nuyus B 4aCTOTE pa3BUTH XonenauTruaza. OOCTpYKIMs OOIIEro >KEIYHOro MPOTOKa YacTo
HETOJIHAsA, MOCKOJIbKY NMUTMEHTHBIE KaMHU HEOOJNbIINE, HO OHU BCE K€ MOTYT BBI3bIBATH
XapaKkTepHble OMOXUMHUECKUE U3MEHEHUS X0JIecTasa.

Kemynplit ocamok mpencTaBiasieT coO0OM BSA3KHMI Marepuai, KOTOPBI HE Jaer
aKycTtudeckoil TeHu Ha Y3U 1 MokeT ObITh PEABECTHUKOM Pa3BUTHS KETYHOTO KaMHS.

Jloka3zaHO, YTO yZJaJIeHUE CEJIE3€HKU 10 IOSBICHUS KaMHEH B JKEIYHOM IIy3bIpE,
MIOJIHOCTBIO ~ NPENOTBpaIlaeT HUX 1HosABieHue B janbHedmem (B).  I[IpoBenenue
XOJICLMCTIKTOMHH MOKa3aHO TOJBKO MPU HATMYMU KaMHel B xkemyHoM my3sipe (C). Moxer
ObITh PAacCCMOTPEH BapHAaHT XOJCLUCTOCTOMUHM C YyJIAJIEHHEM KaMHed Ipu HaJIu4uu
obyuennoro mnepcoHana (C). 3HaumrenbHOEe KonmuvecTBO marueHToB ¢ HC pa3Bumm
XOJIETIUTHA3 B NIEPBOM JeKane KU3HU. BBICOKMN PUCK Pa3BUTHUS >KEIYHOKAMEHHON 00Je3HH
umeroT naruenTsl ¢ HC u conacnenoBanuem cunapoma Kuisbepa (C). Ectb cBunerenscTBa
O TOM, YTO XOJICHMCTIKTOMHS MOXXET MPUBECTH K M3MEHEHHUSM B METabOJIM3ME KEeTYHBIX
COJIel, KOTOpbIE MPEAPacloyiaraloT K Ppa3BUTHIO KapLUHOMBI TOJICTOM KHIIKH B Oojee
no3aHeM Bo3pacte (D).

I'emaTur

Octperii BUpycHBIN renaTUT y OonbHBIX ¢ HC uMeeT Te ke camble KIMHHYECKHE
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MPOSIBIICHUS, YTO U B 00mIel momynsauuu. Yactora BupycHoro renatuta B u C 'y O0nbHBIX €
HC cymecTBeHHO BbIIIE YeM B OOIIEH MOMYJISIIMU, BCIEACTBHE TpaHC(hy3HOHHON Tepanun. B
CBSI3M C BBICOKMM PHCKOM WHQUIIMPOBAHUS BHUPYCOM rematuta B HeoOXoammo obecrneuuTh
BaKIIMHAIIMIO TAIMeHTa ¢ Tspkenoi ¢popmoii HC mpotus renatuta B yxke B paHHeM Bo3pacrte.
I'ematutr C y 6onpHBIXx HC B OCHOBHOM BCTpEYaeTCsi B BHJIE XPOHUYECKOTO TIemaTHTa C
MCXOJIOM B IUppo3. JIeueHne mpoBOIUTHCS Takke, Kak U B 00mieit monynsuuu (B).

I'emocuepo3/remoxpomaro3

[TocTTpancdy3noHHas neperpys3Ka >Keiae30M U/Hiu coHacaeI0BaHUe HACIeICTBEHHOTO
reMoXpoMaTo3a MPHUBOAAT K TMOBPEKICHUIO MEYEeHU. J{JIs1 paHHEro BBISBICHUS OTIIOXKCHHS
’&Kene3a B reueHu Heoboxonumo npoBoauTh MPT B pexxume T2* nmeuenu e pexe 1 pasza B roa
U OIpeJeNieHre conepkaHus (peppuTHHA B CHIBOPOTKE KpOBH He pexe | pasa B 3 mecsua, a
npu HeoOxonumoctd u vame (B). Ha 3Hauenme mocnemaHero MoryT OKas3bIBaTh BIUSTHHE
BOCMajeHue, nepuIUT ackpodary, 3aloneBaHHe Tme4yeHU. [Ipu BBIIBICHUU BBICOKOTO
COJZIepKaHUsl JKelle3a B TEYCHM HEOOXOIMMO HEMEIUICHHO HayaTh XEJNaTOPHYIO TEparuio
(mepepoxcamun 40 MI/Kr/cyT moakokHO B TedeHue 8-12 wacoB mimm gedepasupokc 30-40
MI/KI/CYyT BHYTPb €XKEIHEBHO), IPU HEOOXOIUMOCTH OBICTPOH HOpMAalM3allMKM COJIEPIKAHUS
xKenesa B opranusme — gedepokcamMuH a0 100 Mr/Kr/cyT BHYTPHUBEHHO KamlelbHO B BUJE
HenpepbIBHON MH(Y3uu B TedeHuu 5-7 auei (B).

Tpopuueckue si3Bbl HUAKHHUX KOHEYHOCTEl

VY nereit He BcTpeuatoTcs. Pa3BuTre Tpouueckux si3B OMUCAHO Y B3POCIBIX OOJIBHBIX
co cpeHe Tshxenoi uinu Tsokenon Gpopmoit HC, y KOTOpBIX HE POBOIMIIACH CIUIEHAIKTOMHUSI.
Tpoduueckue A3BbI Kak MPaBUIIO JABYXCTOPOHHUE, JIOKAIN30BAHBI B 00JIACTH JIObDKEK. OHU
MOTyT OBITh Kak 0e300J€3HCHHBIMH, TaK M COMNPOBOXIATHCS HMHTEHCUBHOH OOJIBIO.
[TaTorenes 0 KOHIA HE sICEH, HanOoOJIee BEPOSITHO OHU SBIISIOTCS CIEICTBHEM HAPYIICHUS
MUKPOIMPKYJISINA ¥ HU3KOH OKCUTEeHAIUU TKaHel. He nckimouaeTcs ponb aeduimra nuHKa
B X Pa3BUTHUHU.

B cnyyae ux pa3BuTus HEOOXOAMMO pPAacCMOTPETh BO3MOXHOCTH IOBEICHHUS
CIUICHOKTOMHUHM y 3THX OONBHBIX, 00ECMEYHTh aJeKBaTHOE 00e3001HMBaHKE, MOCTOSHHYIO
00paboOTKy MOBEPXHOCTH S3BBl AHTHUCENTUKAMHU, TNPU HEOOXOJAMMOCTH HCIIOJIb30BAHUE
aHTUOAKTEpUANIBHBIX CPEJCTB (MECTHOE HCIOJb30BAHHWE AHTHOAKTEPHAIBHBIX IPENapaToB
(kpeM, remp, Ma3b M T.I.) HE JKEJIATENbHO, T.K. OYEHb YacTO K HHUM BBIpaOaThIBAaETCS
YCTOMYMBOCTh MUKPOOPraHM3MOB PaHEBOM NMOBEPXHOCTH, TP HEOOXOIMMOCTH Ha3HA4AETCs
cUCTeMHasl aHTHOAKTepuanbHas Tepamnus), Guznorepanus A COXPAHEHUS IOJABHKHOCTH
TOJICHOCTOITHOTO CYCTaBa M HOpMaiu3aluu BeHO3HOro orroka (C), Ha3HaueHHE ILMHKA
cyabdara BHYTpb 200 Mr 3 paza B cyTku (B).

Jlpyrue peakue 0CJI0KHEHHUS
K peaxum ocnoxsaenussimu HC Takke OTHOCAT 3a€p)KKy pOCTa, YTO CBS3aHO C
THIOKCUEH TKaHeH M pacIIMpeHUEeM IUIaIyiapMa reMornod3a, 1 MOKET HaOII0aThCsl TOJIBKO
IIPU TSDKEJIBIX U cpeiHe Tsokenbix popmax HC.
OnucaHo HECKOJIBKO CIy4YaeB IKCTPaMELyJIIpHBIN 04aroB KPOBETBOPEHUS Y B3POCIIBIX
601bHBIX ¢ Tshkenol popmoit HC 1 HeynaneHHO! cene3eHKOM.

bepemenHocTh
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Bo Bpemsi OepeMEHHOCTH BO3MOXKHO Pa3BUTHE TE€MOJIHTHYECKOTO KpH3a Pa3IUdHON
CTETICHH TSKECTH y MAIIMEHTOK ¢ 0€CCUMNTOMHOM 1 nerkoit hopmoit HC.

IIporuos

B nenom mporuos OmaronpusiTHeId. [IpogoKUTENbHOCTh JKM3HU OrpaHHuYEHa pa3BUTHEM
OCJIO’)KHEHUH.
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