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KIMHUYECKHUE PEKOMEHJIAIIUN
(ITPOTOKOJIbI IEHEHHS)
JAnarsocTuka u jJe4yeHue HacJeACTBEHHOro chepouuTo3a
Clinical recommendations (Protocols for patient's cure). Diagnosis and
treatment of hereditary spherocytosis

1 OO0aacTh NpUMEHEHUSA

Hacrosimmii cranmapT ycTaHaBiMBaeT OOIIME TMOJIOKEHUs pa3paboTKH
KIMHUYECKHX pPEeKOMeHAaluil (MPOTOKOJOB JiedeHus) (majgee — MPOTOKOJIBI),
OTIpEIENISIONINX 00bEeM U TOKA3aTeNM KayeCTBA BHITIOJHEHUS MEIUIIMHCKON TTOMOIIU
OO0JLHOMY C HACJIEJACTBEHHBIM C(PEPOITUTO30M.

Hacrosmuii cranmapt mnpenHasHayeH [JIs NPUMEHEHUS MEIUIIMHCKUMU
OpraHu3alusIMH W YUYPSXKICHUSIMH  (QeAepalbHBIX, TEPPUTOPUAIBHBIX U
MYHUIIUTAIBHBIX OPTaHOB YIPABICHUS 3[[PaBOOXPAHEHUEM, CUCTEM 00s13aTEIHLHOTO U
JOOpPOBOJBHOTO  MEAMIIMHCKOTO  CTpaxoBaHUs,  JAPYTMMH  MEIUIIMHCKUMU
OpraHu3allMsIMH PA3IMYHBIX OPraHU3alMOHHO-TIPABOBBIX (OPM  JESATEIBHOCTH,

HaMnpaBJICHHOW Ha OKa3aHUE MEIUIIMHCKOW TTOMOIIIH.

2 HopMaTuBHBIE CCHLIKH

B HacTosmeM ctaHmapTe MCIIOJIb30BaHA HOPMATHUBHAS CChUIKA HA CJIEAYIOIIUN
CTaHIAPT:

I'OCT P 56034-2014

IIpumeuyanue — IIpu MoOMb30BaHWM HACTOSIIMM CTAaHIAPTOM 1LIEJIECOOOPA3HO NMPOBEPHTH JCHCTBHE CCHUIOYHBIX CTAHIAPTOB B
MH(MOPMALMOHHOI CcHUCcTeMe OOIIero MONMb30BaHUWS — Ha OQUIMaNbHOM caliTe DenepanbHOrO0 areHTCTBa IO TEXHHYECKOMY
PEryJIMPOBaHHUIO U METPOJIOTHH B ceTH MHTEpHET MM MO eKEroJHo n3jaBaeMoMy HHOpMAaIMOHHOMY yKa3zaTento «HarmoHanbHbie
CTaHJAPThI», KOTOPBIN OMyOIMKOBaH 110 COCTOSIHHUIO HA | SHBaps TEKYIIEro rojia, M 10 COOTBETCTBYIOLINM €KEMECIYHO H31aBACMbIM
MH(OPMAIIOHHBIM YKa3aTelNsM, OMYOIMKOBAaHHBIM B TEKyIIeM roxy. Ecim cchbUIOUHBIN JOKYMEHT 3aMeHEeH (M3MEHEH), TO IpH
TIOJIb30BAaHUM HACTOSIIIMM CTaHAAPTOM CIIeAyeT PyKOBOJACTBOBATHCS 3aMEHEHHBIM (M3MEHEHHBIM) JOKYMEHTOM. EciM cCBUIOYHBIN
JOKYMEHT OTMEHEH 0e3 3aMeHbI, TO MOJIOKEHHE, B KOTOPOM JIaHa CChUIKA Ha HEro, IPHMEHSETCs B YaCTH, HE 3aTParuBaIOIIeH 3Ty

CCBIJIKY.



3 OO01me moJ10KeHUA

[Iporokon BeaeHUs OONMBHBIX «J[MarHOCTMKA W JICYCHHE HACIEICTBEHHOTO
cheporuTo3ay pazpaboTaH JJisl PEIICHUN CIEIYIONUX 3a/1a4:

- OTIPEJICIICHHSI aJITOPUTMOB TMATHOCTHKHU U MOCJICAYIONIEH Tepaluy MarieHTOB
C JaHHBIM 3a00JICBaHUEM;

- yHH(UKAMA PACUETOB 3aTpaT Ha MEIUIIMHCKYIO IIOMOIb, pa3pabOTKu
IpPOrpaMM 0053aTETLHOTO MEIMIIMHCKOTO CTPaXxOBaHUS U Tapu(POB HA MEIUIIMHCKUE
YCIIYTH;

- OCYIICCTBJICHUS KOHTPOJII 00BEMOB, JIOCTYITHOCTH M KauyeCTBa MEIUITMHCKOMN
MIOMOIITY, OKa3bIBAEMOHN MAIMCHTY B MEIMIIMHCKON OpraHwW3alid, B TOM YHCJIE B
paMKax TOCYAapCTBCHHBIX TapaHTUH  OOCCICUYCHHMsS TIpakJaH  OecIIaTHOM
MEIUIIMHCKOMN ITOMOIIBIO.

B mHactosimem craHAapTe WCIHOJB3yeTcs YHU(GUIMPOBAHHAS IIKaja OICHKU
yOeIUTEIBHOCTH ~ JOKA3aTeIbCTB NPUMEHCHUS MEIUIMHCKMX TEXHOJOTHH B
cootBetcTBUM ¢ I'OCT P 56034.

3.1 OTBeTcTBeHHbIE HCIIOJTHUTEHU:

- Cmeranuna Haranus CepreeBHa — I-p MeaA. Hayk, npod., 3aB. OTAEIOM
ONTUMU3AIMN JICUCHUS TremaTtojiorudeckux 3aboneBanuii ®I'BY «DenepanbHblii
HAyYHO-KJIMHUYECKUM LEHTP ETCKON reMaToJ0TUH, OHKOJIOTUHA U UMMYHOJIOTUU HUM.
Imutpus PoraueBa» MunsapaBa Poccuu, mnpodeccop kadeapbl OHKOJIOTHH,
reMaToJIOTUM W JIy4eBOM Tepamuu meauaTpudeckoro dakynpreta ['BOY BIIO
«Poccuiicknii HaIMOHAJIBHBIA WCCJIEN0BATEIbCKUI MEIUIUHCKUNA YHUBEPCUTET WM.
H.. ITuporosa» Mun3zapasa Poccun

- Macuan Anekceit AJEKCaHAPOBUY — J-p MeJ. HayK, pod., 3aMEeCTHTEIh
nupekropa no HayyHoil padbore ®I'BY «DenepanbHblii HAYYHO-KIMHUYECKUM IIEHTP
NETCKOM TE€MAaTOJOIMU, OHKOJIOTMH W WMMYHOJOruu uM. J[mutpus Porauesa»
Munzapasa Poccun, npe3unent HanmonansHOro o0miecTBa AETCKUX FeMaTojoroB U
OHKOJIOTOB

- Ky3pmunoBa JKaHHa AHIpeeBHa — HAay4dHbI COTPYIHHMK OTHENA

ONTUMM3AIUN JICUCHUsI TremaTojorudeckux 3aboneBanuit PI'BY «DenepanbHbIil



HAay4YHO-KJIMHUYECKUI LIEHTP JIETCKON reMaTOJIOTMH, OHKOJIOTHUH U UMMYHOJIOTUU UM.
Jmutpus Porauesa» Munsapasa Poccun

- JlyroBckas Csernana AjekceeBHa — mpod. Kapeapbl KIMHUYECKOM
naboparopHoit auarHoctuku ['BOY JIIIO «Poccuiickas MeaulMHCKas aKaJaeMHs
MOCJIETUIIIIOMHOT0 00pa3oBanus» Munsapasa Poccun

3.2 O0uue BONpochI

HacnencrBennsiii ceponuto3 — HaACIEACTBEHHAs T'€MOJUTHYECKas aHEMHUS
BCaeACTBUE JedeKTa MeMOpaHbl SPUTPOIUTOB, NPHUBOASIIETO K XapaKTEPHOMY
U3MEHEHUIO (POPMBI SPUTPOIUTOB (CHEpPOIUTHI), KOTOpas reTeporeHHa Mo CTEeTNeHU
TSOKECTH KJIMHUYECKUX TPOSBICHUH, AedeKkTaM MeMOpaHHBIX OEJIKOB W THUIY
HacnenoBanusd. PacnpoctpaneHHocts 1:2000 - 1:5000 nHaceneHusa. BoabIIMHCTBO
JOJIeH, UMEIONINX JaHHYIO MAaTOJOTHI0, UMEET €1ab0 WM YMEPEHHO BBIPAKEHHBIM
remosin3. OOBIYHO UMMEETCS OTATOIICHHBIM CEMEWHbIH aHaMHE3 U TUIWYHAs
KJIMHUYECKas W JlabopaTopHas KapTHHA, MOATOMY JMAarHO3 MOXXET OBITh MOCTaBJICH
4acTO JOCTaTOYHO JIETKO, 03 JIOMOJHUTEIbHBIX JIa0OPAaTOPHBIX MCCIIEIOBAHUM.
Herunwunele cinydan wMoryt mnoTpeOoBaTh HCCIIEIOBaHUS OCJIKOB MeMOpaHBI
SPUTPOIIUTOB JJII TOTO, YTOOBI BBIABUTH NPUYMHY JaedeKkra MeMOpaHbl, a B
OTCYTCTBHUE CEMEWHOr0 aHaMHE3a, MOJEKYJSAPHO-TEHETUYECKUI aHaIu3 IO3BOJIUT
OTpeNeuTh TUMl HacieaoBaHus. OCOOCHHO Ba)KHO HCKIIOYUTH CTOMATOIMTO3, TPHU
KOTOPOM CIUICHIKTOMHS SIBJISIETCSI TPOTUBOIIOKA3aHUEM M3-3a PUCKA TPOMOOTHIECKUX
OCJIOKHEHUH.
3.3 KiinHuyeckasi KapTHHA

Kinnanueckoe Teuenne HC Bapbupyer 1o cTeneHu TAKECTU OT 0€CCUMITOMHOTO
10 TSIKEJIOT0 C MAacCCUBHBIM IeMOJM30M. YMepeHHO BbipaxkeHHbIE HC tpyaen s
JUArHOCTUKH, TaK KaK y MAlUEHTOB MOXET ObITh HOPMaJbHBIA TIE€MOIVIOOMH H
cojepkaHne OunMpyOrHa B CHIBOPOTKE KpPOBH B Ipejeiax BO3PAacTHON HOPMBL.
BoisiBnienne cheponuToB W OOJBIIOTO YHCIA PETHKYJIOIMTOB B IepudepruuecKon

KpOBU I[IOMOTaeT MOATBEPAUTb auaruo3. Ilpu oTcyTcTBUM CcPEepolUTOB U
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PETUKYJIONMTO3a B mNepudepuyeckoil KpoBU HENb3sl MONHOCThIO HUckimounTh HC ¢
OeccuMONTOMHBIM  TeueHueM. MHorma ymepenHo BblpaxkeHHbld HC — moxer
CONMPOBOXKJATbCA  JPYrMMHU  3a00JieBaHUSIMHU, JUIsl  KOTOpPBIX  XapakTepHa
CIUICHOMET NN, HalpuMep, HH(GEKIIMOHHBI MOHOHYKJIE03. Heo0XxoqumMo yuuThIBaTh
U Jpyrue BO3MOXKHbIE MPUYMHBI XPOHUUYECKOTO IeMOJIN3a, OCOOEHHO BPOXKICHHYIO
nucoputporiodTudeckyro anemuto tuna II (CDAII), ecnu u3MeHeHUsT B Maske
nepudepuyeckod KpoBH He TUMHMYHbIE. Heckonbko ciyyaeB ObUIM OIIMOOYHO
JUArHOCTUPOBAaHbl B MPOILLIOM, C JAJIBHEHIIEN MPAaBUIBHOM MOCTAHOBKOM IMAarHo3a
TOJIKO KOTja He ObUT MOJTY4YeH OTBET Ha CIJIEHAKTOMHUIO.

Bospact nocranoBku quarno3a HC takke Becbma BappupyeT. B OonblnHCTBE
Clly4aeB — JETCKUA M TOJPOCTKOBBIM BO3pACT, HO MOMKET OBITh WU BO B3pPOCIIOM
BO3pacTe, AaXe Ha CEIbMOM — JIEBATOM Jecatuierud xu3Hu, T.K. HC He Bcerma
paccMaTpuBaeTCsl Kak MpuyuHa oOOpa3oBaHMS KaMHEH B IKEJIYHOM Ty3bIpe U
cruieHoMeranuu. beccumnromuoe teuenne HC BbisiBnsiercs (0COOEHHO B JETCKOM
BO3pacTe) Mocje ariacTUUYeCKoro Kpu3a, BeI3BaHHOTO napBoBupyc B19 undekuuei,
win nocne rpunmna. Jlerkue ¢opmbl HC MoOryT ObITH BBISIBIEHBI TIPH 00CTIEIOBAHUH
4yjieHOB cembu OosbHOTro. Kpaiine Tspkenbie Bapuantel HC, compoBoxmaroruecs
BOJSHKON IUIOAA WJIM MEPTBOPOXKJICHUEM, Pa3BUBAIOTCSA IIPU T'OMO3UTOTHOM WU
KOMIIayHJI  TETEPO3UTOTHOM  HACJCIOBAaHUM  TKEIBIX  JnePeKkToB  OEIKoB
BEPTUKAJIBHOTO LIUTOCKEJIETA.

CoBMmecTHOE HacIeOBaHHUE APYTUX TeMaTOJIOTHYECKUX HAPYUIEHUN, TAKUX KaK
oera-tanaccemun wim CKDB, MoxxeT mpuBecTH K TPYIHOCTSM B JIMarHOCTHKE U
pa3HOOOpa3HBIM KIMHUYECKUM TposiBieHusM. Jlebunut sxenesa, ¢GoIaToB WU
BuTamMuHa Bl2 wMoxer ycyryOuTh aHEMHMI0O W 3aMacKUpOBaTh JabOpaTOpHBIE
nposienenus HC. O0TypaiionHas kenTyxa U3MEHsSeT COCTaB JIUIMHUI0B MEMOPAHHOTO

KOMILJIEKCA SPUTPOLIMTA, MACKUPYS MPOSIBIICHUSI 3a00JI€BaHUSI U1 YMEHbIIIasi TEMOJIN3.

KnuHuueckue OPOABJICHHMA B THIIMYHBIX CIIyYadX — adHCMHA, KCITyXa H

CINICHOMCT aJIUA pa:mwmoﬁ CTCIICHHU BBIPAKCHHOCTH.
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[To crenenn Tspxkectn HC mpuHATO MOApa3AensiTh Ha JIETKYIO, CPEIHETKETYIO
U TSDKETYIo (opMmy, 3TO KOPPETUPYET C COACPKAHUEM CIEKTPHHA, OOHAPYKECHHOM B
SPUTPOLIUTAPHOM MeMOpaHe — ueM Tspkenee ¢Gopma 3abojieBaHUS, TEM HUKE
cojaepkanue crekTpuna (tabds.1). Kpome Toro, 3To gaeT BO3MOXKHOCTh MpecKa3aTh
KJIIMHUYECKOE pa3BUTHE 3a00JIeBaHUS M HEOOXOAMMOCTb CIUIEHIKTOMHH (YpOBEHb

yOCIUTEIIBHOCTH JIOKa3aTeNIbcTBa B).

Tabmuma 1. Xapakrepuctuka crenenu tsokecta HC.

IToxa3arean MunnmaiabHas | Jlerkas Cpeanerskenas | Tsukenas
(0eccumMnToMHA
1)
I'emorno6un, /1 | >120 100 — 120 | 80—-120 60 — 80
Pertukynouutsl, | <3 3-6 >6 >10
%
bunpyoun <17 17 - 34 >34 >51
o0IIHi,
MKMOJIb/JI
Cnektpun* (% | 100% 80 - 100 50-80 40 - 60
OT HOPMHBI)
[Tokazanue nst | He Tpebyercs OO6b19HO Tpebyercs B Tpebyercs B
CILJICHIKTOMUU HE BO3pacte 6-14 BO3pacte 3-5
TpedyeTcs | JeT net (1o
B JIETCKOM BO3MOXKHOCTH
u OTCPOYUTH 0
MIOIPOCTKO 6 ner)
BOM
BO3pacTe

*JlaHHBIC O COJIEP)KAHUM CIIEKTPUHA TPEHA3HAYCHBI NI MHPOpMAIlUU, U HE

SABJIAIOTCA HCO6XOI[I/IMI>IM AJIL PYTUHHOT'O U3MCPCHU.

Knunnueckue mposiBieHus: B OOJNBITUHCTBE KYMUPYIOTCS MOCHE CINICHIKTOMUH.
Onnako, npu Tsbkenort popme HC, mpexnae Bcero, riae coiepkaHue CIEKTpPUHA B
MemOpaHe sputporuta He 6osee 50%, aHeMus COXpaHSAETCS M MOCJIE CIUICHIKTOMMUH,

N HCKOTOPBIC MAIIMCHTBLI, BO3MOKHO, 6YI[YT HYXOAaTbCA B 3aMECTUTEIIbHOU TCpaInu
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SPUTPOLIUTAPHOM Maccol BO BpeMs HHTEPKYPPEHTHBIX 3a0oieBaHuil (Hampumep,
nHeknnoHHbIX 3a0oseBanuii). HemaBHO ObUIO TOKa3aHO 4YTO Mpupoaa AedekTa
MeMOpaHHoro Oenka (mpeoOiiajlaHre CIEKTPUH/aHKUPUH WU Oellok 3) BIMSIET Ha

OTBET Ha CIUICHIKTOMHUIO (YPOBEHb YOCTUTEIHLHOCTH JoKa3aTeabcTBa C).

3.4 OOmme mnoaxoabpl (mpuHOMNbI) K auarHoctuke HacieacBenHoro

cepouuTosa

Huarno3 HC ycraHaBnuBaeTCs Ha OCHOBAHHWM KIMHUYECKHX TIPOSBICHUN |
JaHHBIX Ja00paTopHOro obciemoBaHus (Tabiuma 2).

Metonsl 1adboparopHoii nuaraoctuku HC:

1. oO6mwmit aHaIM3 KPOBH C TOJICUETOM PETUKYJIOIUTOB U MOP(HOIOTUUECKOM
OIICHKOW IPUTPOILIMTOB (CPEIHHUMN AHAMETP IPUTPOIIUTOB, UHJIEKC CHEPUUHOCTHU
(HopMa >3.5), unaekc opasionurosa (Hopma >0,85), % conepxanue
Mop(dosorudeckux GopM SPUTPOIUTOB);

2. OMOXMMHUYECKUH aHaau3 KpoBH (00muit OunmupyouH u ero ppaxiuu, JIIAT,
ACT, AJIT, I1®, xonecTepuH);

3. ocMoTHYecKasi pe3UCTEHTHOCTH ApuTporuToB (OPD) 10 u mocie nHKyOaIuu;

4, DMA-TtecT (TecT ¢ GIIOOPECIICHTHBIM KPACUTEIEM 031UH-D-MaJICUMHII).

Tabmuma 2. Ilnarnoctudeckue kputepuu HC.

IMapametp Ocodennocts npu HC

Knuanueckue nanHbie [Toutu Bcerna anemusi, )KeNTyxa u
CIUTICHOMETaJTHsI

[Ipu3naku remMonmnza [ToBwimenue 6wmmpyouna, JIJIT u
PETUKYIIOIHUTO3

OO0mmuii aHanu3 KpoBH, BEITIOTHEHHBIM | CHUKEHHE TeMOTIO0nHa,
Ha aBTOMaTHYECKOM ymenbieane MCV,

reMaToJIOTHYECKOM aHAIM3aTOPE noBeimeane MCHC,

10



MSCV (cpennuit 00beM chepruyHoit
KJIETKH),

yBeJIMUYEHHUE % TUIEPXPOMHBIX KIIETOK,
roBeiieHne RDW,

YBEJIMYEHHUE KOJMYECTBA

PETUKYIOIMTOB

Masok nepudepuueckoit KpoBu AHoMasnbHast MOpQoJIoTHus

IPUTPOLUUTOB, HAJITNIHNC C(I)epOI_[I/ITOB

OpUTPOLUTOMETPUS CpenHuii 1uaMmeTp SPUTPOLIMTOB
CHUKEH
HNupexc chepuyHOCTH CHUXKEH

Kpusas IIparic-/[>xoHca caBuHyTa

BJIEBO
OcMoTrueckast pe3uCTEHTHOCTh CHmxeHa
PUTPOIIUTOB

OMA-TecT CHuxeH

Hopmanbnas OP3 ne uckmtoyaer nuaro3 HC u moxer Bctpeuarsest B 10-20%
ciryqaeB HC. OPD MoxeT Takke ObITh HOPMAJIbHOW MPH COYETAHHH C ACHUIIUTOM
&Kenesza, O0TyparlmOHHOM KENTYX0i, B (pa3e BOCCTAHOBIICHHUS MOCJE arIaCTUYECKOTO
KpU3a, KOTJla KOJMYECTBO PETUKYJIONHUTOB yBenndeHo. OO0e3BOKHMBAHUE KIIETOK,
npoucxosimee B cheponurtax, mpu HC MoxeT ObITh OAHON W3 MPUYHH HOPMAJIBHON
OPD y mamueHTOB ¢ HEyJaleHHOW cene3eHkoi. Kpome Toro, mosioKUTEIbHBIN
pesyaptar OPD MOXeT OBITh TMOJYyYeH Yy NalUeHTOB C HACJIEIACTBEHHBIM
OBAJIOLIMTO30M U T€MOJIU30M.

Kpuoremonus, skramuromerpuss u OMA-tect Oonee HUHDOPMATUBHBI JIs
noctaHoBkM nuarnoza HC, Tak kak peko AaroT JOKHOIMOJOKUTEIbHbIE PE3YIbTaThI.

OnHako, 3T TeCThl HeCMEUU(PUYHBI, U MOTYT TaKkKe OOHAPYXKUTH ISPUTPOLUTHI C
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peaKUMU MEMOpaHHBIMU PAcCTPOWCTBAMU, TAKUMHU KaK aHOMajuu OejKa MOJIOCH! 3
(manpumep, CDAII, FOro-Boctounslii azuatckuii opasiounto3 (SAQO)), U3MEHEHHE BO
BHYTPHUKIIETOUHOM BSI3KOCTH (Hammpumep, CEepIOBUIHBIC SPUTPOLIUTHI),
TEPMOYYBCTBUTEIbHBIA  OJHOBAJICHTHBIM  TPAHCIOPT  KaTHOHA  (HaAmpumep,
KPUOTHAPOLUTO3). B MATKUX WJIM HETUMIUYHBIX CIIydasiX, TPYJAHOCTH UHTEPIPETAIIUH,
BEpOSTHO, OYAyT B TeX CiyyasX, KOrja pe3ysibTaT MOMajaeT B HMHTEPBAT MEXIY
HOpMaTbHBIMU W TunuuHbIMU 111 HC 3navenusmu. [loaTomy, sKTaruromerpus
UMEeT TPEUMYIIECTBO B TOM, YTO pe3yJbTaThl NPEACTABICHBI B BHUAE KPUBOU
nedopmanum, KOTOpass UMeeT CBOO GopMy I KaXJIOTO HCCIEIyeMOro
aHOMAJLHOTO THMNA J3puUTporuTa. OMA-TECT METOJIOM NPOTOYHON ITUTOMETPHUH
MOXKET TOMOYb JuddepeHnpoBaTh HACIEACTBEHHBIM muponoikunonuros (HPP,
MCV <60 d¢n) u wnHacnenctBeHHbld oBajonuTo3 oOT HC, oCHOBBIBasCh Ha
KJaccuuKanuu COKpaIlleHUS (creneHu CHUKCHUS) UHTEHCUBHOCTH
¢aroopectieHMu: A5 nuponorkmionuro3a (camoe Hu3koe) < HC < oBanonutos<
HOpMaJbHBIM ~ KOHTpPOJIb. XOTS aHAJIOTHYHbIE TOKa3aTelu  (iyopecueHuu
spurporuToB npu HC momyuarorcs npu Apyrux pelKuX aHOMAaJUSX PUTPOLIMTOB —
CDAIl, SAO u KpHOTHAPOIMTO3 — UX MOXKHO OTJIMYHUTH Ha OCHOBE WX Pa3TUUYHBIX
KIIMHUYECKUX O0COOeHHOCTAX (Tabmuma 3). B wactm ciaydaeB ayTOMMMYHHOM
FEMOJINTUYECKON aHEMHUH C TEIUIOBBIMHU AarrilOTUHUHAMHU 3a CYET MPUCOECAUHEHUS
antuten (kiacca 1gG) k BHekIeTOUYHBIM (parMeHTaMm Oenka mojockl 3 DMA-tect
MOXXeT ObITh CHIKEH. Jpyrue atunuynble ciydan HC moryT maBaTh aHOMAaJIbHBIE
TUCTOTPAMMBbI, KOTOPBIE ONPENENAIOTCS MyTEM HAJIOKEHUS THCTOIPAMM B HOPME H
KOHTposibHBIX mnpu THUnuuHOM HC. HopmanbHble pe3ynbTaThl (QIyopecueHIUH
MOJIYYalOTCs Y MAallUEHTOB C PETUKYJIOLMUTO30M MM ayTOUMMYHHON I€MOJIUTUYECKOM
aHEMHEU C XOJI0/IOBBIMU arrIIOTUHUHAMMU.

BuiOupas HE0OXOAUMBIN JT1a00paTOPHBIA TECT MJId JUATHOCTUKW JIETKOW WIIH
aTUNUYHON (QopMbl 3a00JI€BaHUS, HEOOXOJUMO YYUTHIBAaTh YYBCTBUTEIBHOCTH U

CHGI_[I/I(i)I/I‘IHOCTB TECTAa, CIOXHOCTb €TI0 IIPOBCACHUA H O6HIYIO CTOUMOCTD
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oocnenoBanus. Ilockonpky HC cBsizaH co CTpYKTYpHBIM Je(EKTOM ITUTOCKEIeTa
MEMOpaHbl IPUTPOIUTA, PE3YyIbTaT HCCIEAOBAHUN TOJHKEH TMOITHOCTHIO OTIMYUTH
CBsI3aH JIH J1e(heKT dIPUTPOIIUTA C MEMOPAHOI MK HET.

Onexmpogopes benxos memobpanvl 3pumpoyuma.
Nnentudukanus nepuurra MeMmMOpaHHOTO O€nKa, CBS3aHHOTO C IUTOCKEIETOM
sputporuta noareepxkaaet auarao3 HC. Tlogcdyer MeMOpaHHBIX OEIKOB METOJIOM
anektpodopesa He SBISETCS HEOOXOAMMBIM ISl JMArHOCTUKA B OOJBIIMHCTBE
cCllydaeB, TaK KaK TOYHBIH JHWar€Ho3 MOXeT OBITh TIIOCTaBI€H Ha OCHOBE
DPUTPOIUTAPHBIX HMHJEKCOB, KIWHUYECKUX JIaHHBIX, CEMEHHOro aHaMmHe3a |
TIOJIOKUTEIIEHOTO pe3ysibTaTa CTaHAApTHBIX TecToB. OmHako, anmekTpodope3 OenkoB
MeMOpaHbl MOXET OBITh HWH(DOPMATHBEH B TEX CIyYasX, KOTJa KIMHHYECKOE
COCTOSIHHE TallMeHTa HE COOTBETCTBYET cTemeHH TsokecTH HC y Opyrux d9iieHOB

cembu, kKoTopsie umeroT HC.

Pexkomenoauuu:

1. TlanmenTtsl ¢ BrepBbie auarHoctupoBaHHbiM HC ¢ HamuuueMm ceMeiHoro
aHaMHe3a, THUIWYHBIX KIMHUYECKUX TMPOSBICHUM (aHEMHUs, JKEITyXa U
CIUICHOMETanusl) ©  J1abopaTOpHBIX JaHHBIX  (CheporuThl B Maske
nepudeprueckoir  kposw, moBblmienne MCHC, moBbplllieHHEe — 9uCa
PETUKYJIOIMTOB) HE TpeOyIOT HHUKAKUX JOMOJHUTEIBHBIX O0CIeA0OBaHUMN
(YpoBeHb yOCIMTEILHOCTH JI0Ka3aTeIbCTBA B).

2. Ecnmu nuarHo3 HEOJHO3HAYHBIM, HAaPUMEpP, B TeX CIyYasx, KOTJa B MasKe
nepudepruueckol KpoBH HEOOJBIIOE KOJUYSCTBO C(PEPOIUTOB M HET JIPYTHUX
7a00paTOPHBIX, KIWMHHYCCKUX WM CEMCHHBIX JIAHHBIX MOTYT OBITh
WCTOJIb30BaHbl  J1Ta0OpaTOpPHBIE TECTHI C BBICOKOH HMHOOPMATUBHOCTHIO:
kpuoremonu3, DOMA-tecT (ypoBeHb YOCIHMTEIBHOCTH JOKa3aTelbcTBa B).
Bricokoe mporHoctudeckoe 3HadeHHE 000uX TecToB s auarHoctuku HC

MOXET OBITh yIydqmeHo B COYCTAaHMM C KIMHUYCCKUMHU OdHHBIMU U
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SPUTPOLIUTAPHBIMU UHJICKCAMH.

3. OPD wmoxeT OBITh HCHOJB30BaHA HCKIIOUHUTENIHHO KaK JOMOJIHUTEIBHBIN
1a60paTOPHBINA TECT.

4. TloaTBepkaeHUE HUArHO3a MOXET ObITh HEOOXOAMMO B TEX ClyyasX, KOTIa
pe3yabTaThl JA0OPAaTOPHBIX TECTOB HEOJHO3HAYHBIE WM IOTPaHUYHBIC.
Onektpodope3 6eaKoB MeMOpaHbl IPUTPOLIUTOB SIBISIETCS METOJOM BBIOOpA
(ypoBeHb YOCIMTEIBHOCTH JIOKazareiabcTBa B). DTOT Meron uMHGOPMAaTHBEH
JUISL BBISIBJICHUS CTENEeHW Jeduiura MeMOpaHHOro Oenka y TallMeHTa.
OCHOBHBIM HEJOCTATKOM 3TOT'0 METOJIa SIBJISIETCS HU3KAs YyBCTBUTEIHHOCTH
IIPH JIETKOM B 6€CCUMIITOMHOM (hopme.

Hcnonws3oBanue anexTpodope3a OEIKOB MEMOpaHbI IPUTPOIIUTOB MOKA3aHO B

CIIyJasx:

- KOTrJa KJIMHUYECKH (PEHOTHUIT 00Jiee TSHKENBIN, YeM MPEIoIaraeMblii Mo
JAHHBIM MOP(HOJIOTUH SPUTPOITUTOB,;

- Korjaa Mop(doJIoTHs SPUTPOITUTOB OoJiee TsKeas, 4eM Ipernoiaragmas mo
JTAHHBIM HCCIICIOBAHUSI KPOBU POJIUTEIS, B CIIydae €CJIU POIUTEIb OOJICH
HC;

- €CJIM IMarHO3 HE SICeH JI0 CIUICHAKTOMUU, a MAIIUEHT MOKET UMETh
AHOMAJIUIO IMPOHUIIAEMOCTH OJTHOBAJICHTHBIX KaTHOHOB. Eciin Mopdomorus
TUIIAYHAsI, HE JIOJKHO OBITh HUKAKMX COMHEHUH. B Goiiee COMHUTEIBHBIX
ciydasx (korma MCV>100 ¢ur) MmoryT moTpeOoBaThCs pa3bsiCHEHUS
(ypoBeHb yOCIMTEILHOCTH JI0Ka3aTeIbCTBA B).

5. Jluarnoz HC He TpeOyeT JadbHEMIIEro MOJIEKYISIPHO-OMOIOTHYECKOTO
WCCIICIOBaHUS JJIsl BBISIBJICHHS MYTalldd TE€HOB (YPOBEHb YOEIUTEIHHOCTH

JoKa3aTelbcTBa B).

3.5 OO6mmue moaxoabl (NMPUHOMNBI) K TepanuM M BeJeHHI0 MAIUEHTOB C

HEOCIO02KHCHHBIM TCYCHHUEM HACICACTBCHHOI'O cq)epounT03a
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Bce mammenTsl ¢ TskenbIM M cpenHeTspkensiM TedeHnem HC  Hyxnarorcs B
caruieMeHTanuu (oNMeBO KUCIOTOM B J03€ 1-5 Mr/cyr nns mpenoTBpalieHus
METaj00JIACTHBIX KPU30B (YPOBEHb YOCIUTEILHOCTH ToKa3aTenbcTBa C).

3.5.1 Xupypruveckass TAKTHKA

CrneHsKkToMust SIBIA€TCA O4eHb 3(PPEKTUBHBIM METOAOM IPU HEOOXOIUMOCTHU
YMEHBIIECHHUSI TEMOJIM3a W YBEJIMYEHHS TNPOJAOJDKUTEIBHOCTH KU3HU SPUTPOLIMTOB
(ypoBeHb yOETUTEIBHOCTH JOKa3zaTesibcTBa B). KilmHWuYeckue NpOsBICHUS U PHCK
Pa3BUTHS OCJIOXKHEHUH (KAMHHU B ’KEJIUHOM IY3bIPE€) 3HAUUTEIbHO YMEHBIIAIOTCS MpU
Tsxenon popme HC u monmHOCTBIO KynupyrOTCs B Oojiee Jerkux gopmax, OJHAKO
YBEJIMYMBAETCSI PHUCK OMACHOrO JUIA JKU3HH CETNCUCa OT HWHKAICYJIHMPOBAHHBIX
MHKpPOOPraHU3MOB, 0coOcHHO Streptococcus pneumoniae. IlocnenHue maHHBIM
JEMOHCTPUPYIOT, 4uTO cruieHakromusi y nerer ¢ HC nocrarouna Oe3omacHa (B
KPaTKOCPOYHOM MeEepCleKTHBE 0€3 CMEPTEIbHBIX MCXO/I0B, OTMEYEHbl peaAKue
OCJIOKHEHUS ).

IlokazaHus K CINICHIKTOMUM (YPOBEHbB V6€III/IT€J'IBHOCTI/I JA0Ka3aTCJIbCTBA B)

e Tsoxemast popMa B Bo3pacte HE paHee 3 JIeT;

e Cpenne Tsxenas popma B Bozpacte 6-12 jer;

e Jlerkas ¢hopma — Ipu HATMYUKA KAMHEH B KEITYHOM ITY3BIpE TIPH
OJTHOMOMEHTHOM BBITIOJIHEHUU CIJIEHAKTOMHH U XOJEIUCTIKTOMUH B
Tr000M BO3pacTe crapiie 6 JIeT; IPU BRICOKOW OMIMPYOHMHEMUU U
peTHKYJI0KTO3¢ ipr HopMabHOM HD B Bo3pacte crapiie 6 et (st
IIPEIOTBPAIICHUS PA3BUTHS KEITIHOKAMEHHOU OOJIC3HM).

BeiOop TEeXHWKHM BBIMOJHEHUS CIUICHOKTOMHUHU  (DHAOCKOMHYECKAas WU
JanapoTOMHYecKas ) OCYIIECTBIISIET XUPYPT. [Ipeanourenue oTJaeTcs
SHJOCKOMUYECKOMY METOAY B CBSI3M C YMEHbIIEHHUEM OO0JEBOr0 CHHAPOMA,
YMEHBIIIEHUEM JJIUTEIBHOCTH MPEObIBAaHUS MAIlMEHTAa B CTAIMOHAPE U XOPOIIUM
KocMeTHdeckuM 3PdexkTtom (ypoBeHb YyOeAUTENbHOCTH JoKa3aTenbcTBa B). He

PEKOMEHIyeTCsl MPOBEICHUE YACTUYHOM PE3EKIUU CEJIE3EHKU M SHIO0BACKYISIPHOU
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OKKJIFO3UM  CEJIE3CHKH B  CBSI3M C  BBICOKUM  PUCKOM  OCJIOKHCHUI
(mocneonepamoOHHBIN CIUICHO3 B TMEPBOM Cllydae, TsDKENas crhaedHas OOJIe3Hb B
IPYyroM cjiydae) M KpaTKOBPEMEHHOCTbIO d(ddekTta (ypoBeHb YOEAUTEIHLHOCTH
nokasatenbcTBa C).

Puck pa3Butus TDOM6033. IIOCJIC CINNICHOKTOMMUH

CruieHaKTOMUSI OOBIYHO COIMPOBOKIACTCS MOBBIIIEHUEM YHUCIA TPOMOOIIUTOB B
HEKOTOPBIX CaydYasx [0 1000x10%1. B3pocnbie mamMeHThl JOJKHBI  OJIYy4aTh
CTaHJAPTHYIO MPOPUIAKTHKY TpomOO3a BO BpeMsl M mociie ornepanuu (ypoBEeHb
yoenutenbHOCTH Jl0KazaTenbcTBa C). JlaHHBIX O Hamu4yuu pucka Tpombo3a y
NAlMEHTOB JIETCKOrO BO3pacTa HE JOCTATOYHO ISl PACHIMPEHUs] TOKa3aHUW K
npoduinakTuke TpomOO3a TPH  CIUICHIKTOMHHM (YpOBEHb  yOEIUTEIBHOCTH
nokaszartenbcTtBa C). VckintoueHHE COCTaBISIOT MNAlUMEHTBl C COHACJIEAOBAaHUEM
TpoMOOITHH.

BaK[II/IHOHDO(bI/IJIaKTI/IKa. Hepen MMPOBCACHUCM CIINICHOTOMHUHN BCC ITAIIMCHTHI

JOJDKHBI OBITH BaKIMHUPOBAHBI B MTOJTHOM 00BEME B COOTBETCTBHH ¢ HalmoHaIbHBIM
KaJCHIapeM IPHUBHBOK, a TaK)Ke IMPOTHUB ITHEBMOKOKKOBOW, MEHHHTOKOKKOBOW U
remoduabHONH THI B uH(EKIuil (ypoBeHb yOeIUTEILHOCTH IOKa3aTelbcTBa B).
HeBakuunupoBanubM naneHTaM ¢ HC mpoBeneHne CIUIGHIKTOMHUH KaTeTOPUISCKU
MPOTHBOIIOKA3aHO B CBSI3W C HEOIPABIaHHO BBICOKUM PUCKOM >KH3HU YTPOYKAIOIINX
CENTHUYECKUX OCIOKHEeHM. HecMoTps Ha mpoBeaeHNE BAKIIMHOMPOPUIAKTUKH PUCK
pPa3BUTHs CEICUCA TIOCTE CIUICHIKTOMHUHU COXPAHAETCS TOXKU3HEHHO (YpOBEHD
yOemUTEeTPHOCTH JIOKa3aTeNbcTBA B) W TeM BhIIE, YeM MEHBINE BO3PACT MPH
MIPOBEJICHHUH CITICHIKTOMUHN YPOBEHBb YOCIUTEIHLHOCTH JI0Ka3aTenbcTBa (B).

HeHI/IHI/IHJII/IHOHDOd)I/IHaKTI/IKa — JACTHU MNCPCHCCINUC CINICHOKTOMHIO B BO3PACTC

70 6 JeT MOJKHBI MOJy4YaTh MEHULMIUIMH MPOJIOHTMPOBAHHOTO JEUCTBUS (1030BBIi
pexuM: 1,2 mMaH. ME BHYTpUMBIIIEYHO KaXable 3 HEAETU) WIM SPUTPOMUIUMH
(mozoBbiit  pexxum: 20 wMr/kr/cyt B naBa npuema) (ypoBeHb YOEIMTEIbHOCTH

JOKa3aTcCJIbCTBa B), B HCKOTOPLIX CJIy4asiX OIMPaBAdaHO U IIPH CIINICHIKTOMUU B Oonee
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CTapIleM BO3pacTe U y B3pOCIbIX (YPOBEHb YOSIUTEILHOCTH JTI0Ka3aTenbeTBa D).

3.5.2 Tpancdy3uonHas repanusi

Tpancdy3un >pUTpOUUTHON MacChl — (PGHEKTUBHBIA METOJT JICUCHUS TSKEIBIX,
MOTEHI[HAIBHO JICTAIBHBIX CIy4acB aHEeMHUH U MOKa3aH mpu cHxkeHnn Hb menee 60
r/n. Ilpu Tsxenoit popme HC y nerelr pannero Bo3pacTta (10 3-X JIE€T) MOTYT
TPeOOBAThCS €KEMECSIUHBIC 3aMECTUTENIbHBIE TPAHCHY3UU IPUTPOLIUTHONU MACCHI.

3.5.3 XesnaropHas Tepanusi

Tpancdy3noHHas Tepamnus SPUTPOIMTHON MAacCCOM JIOHKHA COMPOBOXKIATHCS
aJIcKBaTHOM XEJIaTOPHOW Tepamuen s mojjepkaHus (QeppuTHHA CHIBOPOTKH B
muanazone 800-1000 mkr/nm (ypoBeHb yOEAUTEIBLHOCTH Jl0Ka3aTenbcTBa A). Hauamo
xenatopHor tepanuu mnocie 10-15 TpaHcdy3uil ApUTPOLUTHOW Macchl MpuU
dbepputuHe ceiBopoTke He MeHee 1000 MKr/m, oTMeHa XeJaTOpHOM Tepamuu Ipu
JIOCTIKeHUn (QepputuHa cbiBopoTke 600 Mkr/m.  Xenatopel:  aedepasupokc
(mavgasmpHas go3a 30 MI/Kr/cyT per 0S exXeaHEeBHO, Jajee C IaroM 5 MI/KI/CyT
MOBBIIIAETCS WU TOHWKAETCS B 3aBHUCHUMOCTH OT (eppUTHHA CBHIBOPOTKH),
nedepokcamuH (HadaiabHas q03a 40 MI/KI/CyT MOJAKOXKHO 5 JHEH B HENEIIO B BHJIC
miTenbHON MHQY3un (8-12 dacoB), mpu HEOOXOAMMOCTH MHTECHCHBHOMW XeJaIluyd —
100 Mr/kr/cyT HENpephIBHO BHYTPHBEHHO KamenbHO B TeueHHe 7-10 mHe# (ypoBeHB
yOeIUTEeNIbHOCTH JJOKa3aTelbcTBa B).

3.6 OcJ10:KkHEeHHUsT HACJIeICTBEHHOT 0 c(eponuTo3a

AI1acTUUYECKUE KPU3bI

Amnactryeckue Kpusbl y manumeHToB ¢ HC oOycioBiIeHBI TpPaH3UTOPHOM
kpacHokinerouHoi amnasueid (TKA), pasBuBlieiicss BcleqCTBUE WHPUIMPOBAHUS
napBoBupycoM B19 (mapBoBupyc B19 Taxke BbI3bIBacT pasButhe erythema
infectiosum wm3BecTHyO Kak «msitas 0oJie3Hb») (YpOBEHb YOCIUTCIBHOCTH
nokazatenbcTBa B). Amnazusi sBisieTcs pe3ysbTaTOM MNPSIMOTO ITUTOTOKCHYECKOTO
NEUCTBHS MApBOBUpYCA HAa SPUTPOUJIHBIC MPEAIIECTBEHHUKH, B KaKOW-TO CTENEHU

MOTYT MNOBPCKAATHCA W NPCAUMICCTBECHHUKUN JAPYTHUX KICTOYHBIX JIMHUH. HaHI/IeHTBI
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MOT'YT UMETh BO3PACTAIOIIYI0 TOJIOBHYIO 00Jib, C1a00CTh, NUCITHOD, 00JEe TAKEIYIO
yeM OOBIYHO aHEMHUIO U TJIYOOKOE€ CHMIKEHHME YMCJIa PETUKYJIOIMUTOB (0OBIYHO MEHEE
1% wm 10x10%/1). Takke MOKET OBITh THXOPAnKa, MPU3HAKH HHMEKIHH BEPXHHX
IbIXaTEebHBIX MyTE€H W/WIW  TacTPOMHTECTHHANIbHBbIE CUMNTOMBI.  KoKHBIE
BBICHITIAHUS HE UMEIOT CHeU(pUUECKUX XapaKTePUCTHK. PeTUKYyIONUTONEHUS
MOSIBIISICTCS] MPUMEPHO Ha 5 JICHb 3apakeHusl U MpoJiobKaeTes B TeueHue S-10 gHeit.
VTspkeneHHe aHeMHH TMPOMCXOAUT BCKOpe IMociie peThkyiaounutoneHuu, Hb
camxkaercs 10 39 r/n. IlepBbiii mpu3HaK Hadajia BBI3IOPOBJIICHHUS OT MH(PEKIHU —
BBICOKHUM PETUKYJIOIMTO3, UTO TIPU COXPAHEHUH TIIYOOKON aHEMUHU WHOT1a OTMO0YHO
TPaKTyeTCsd KaK CHHIPOM THIEpreMosiu3a. BBI3IOpOBICHHE Kak MPaBUIIO
COTNPOBOXKJACTCS TMOSBJICHHEM B Tepudepuueckol KpoBU OOJBIIOTO 4YHCIA
HopmoOaactoB (6omee 100 na 100 nefikomutoB). Jlmarno3 TKA mnoarBepxmaaercs
NOBBIIEHHBIM cofiepxkanreM |gM k mapBoBupycy B19 B kpoBu. [Ipu BbI3mopoBieHnN
or mapBoBupycHoi B19 wundexnuum mnosBiasercs 3amutHbii TUTp 19G, uyTO
NPETSITCTBYET MOBTOPHOMY 3a00J€BaHUIO 3TOM MH(EKIHMEeH B TEYEHUE BCEH JKU3HU
MaIMEHTOB.

XoTs1 OONBIIMHCTBO B3POCHBIX MPHOOpENH MMMYHUTET K mapBoBupycy BI19,
pabOTHUKH OOJIBHUIIBI, KOTOPHIE BOCIPUUMYHBBI U UMEIOT KOHTAKT ¢ 6oiabHbIMU TKA
MOJIBEPraloTCS BHICOKOMY PHUCKY BHYTPHUOOJBHUYHOTO 3apa’keHUs WHGEKIIMOHHOU
sputemoii  (erythema infectiosum). IlepeHeceHHas BO BTOPOM  TPUMECTpE
OepeMEeHHOCTH MH(EKIHUS MOXKET MPUBECTU K BOASHKE IUIOJA M MEPTBOPOXKICHHIO,
MOATOMY HEOOXOAUMBI M30JSLMOHHBIE MEpPbI MPEAOCTOPOKHOCTH MJI MEepPCOHANIa B
ciryyae O€peMEHHOCTH.

Kontponupyembix uccnenoanuii no tepanuu TKA He mpoBoaminock. bonbias
YacTh MAalMEHTOB BbI3JIOPABIMBAIOT CAMOCTOSITENBHO (YpOBEHb YOEAUTEIHLHOCTH
nokazatenbctBa C). B cayuae rayOokoil aHemuu TpeOyroTcsa Tpanchy3uu
SPUTPOIUTAPHON MacChl (YpoBeHb yOequTenbpHOCTH Joka3aTenbeTBa C).

VY nanueHToB, HE MOJY4YarONIUX CalIEeMEHTalui0 ¢oiaTaMu OpU HAIUYUU
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reMoJin3a — Pa3BUTHE AIIACTUYECKOTro Kpu3a oOycioBieHo aeduuutom ¢onatos. B
ATOM citydae Tepanus ¢olaTaMu U BUTAMHHOM B12 TIOTTHOCTBIO KYITUPYIOT KPH3.

[lopaxeHHE NEUYCHHU U KE€ITYCBBIBOASAIINX TYTEH

JIuchyHKIMS IEYeHN U KETUEBBIBOASAIIMX MyTe — 0JJHO U3 Hanbosee YacThIX
ocnoxxuennit HC. T'enaToOunuapHble OCIOKHEHUS MOXKHO Pa3feUTh Ha HECKOJIBKO
KaTeropui: CBsI3aHHbIE C NEMOJIM30M, BbI3BaHHbIE aHEMHEHl U ee TpaHC()Y3MOHHOU
Teparuen.

XoJIeCcTas3 U X0JSJIUTHUA3

XPpOHUYECKHI TeMOJIN3, C €r0 YCKOPEHHBIM 00MEHOM OUTMpyOUHA, MPUBOJIUT K
BBICOKON 3a00J1€BaeMOCTH JKETYHOKAMEHHON O0Jie3HbI0. 3aMETHOE YBEIWYCHUE
HEKOHBIOTUPOBAHHOW (paKIuu ObUIM 3apETUCTPUPOBAHBI B CBS3U C T€HETHMUYECKUM
nedeKToM TIIIOKYpPOHMITpaHchepa3Hoi cucTembl (cuHapoM Kunboepa).

VYbpTpa3BykoBoe 00CieI0BaHUE MOMYJSLMNA MAMEHTOB MOKa3ajao, YTO HAYallo
KEITYHOKAMEHHON OOJIE3HM MPUXOIUTHCA Ha Bo3pacT oT 2 a0 4 ner. C Bo3pacTom
4acTOTa BCTPEUAEMOCTH >KETYHOKAMEHHOW OOJIe3HM yBeIMYMBaeTcCs, Jocturas K 18
rogam 30%. PacnpocTpaHEHHOCTh 3TOrO OCJOKHEHHUS 3aBUCUT OT MHIIEBBIX
NPUBSI3aHHOCTEN OOJIbHBIX (TIAIIMEHTHI, UMEIOIINE B pallMOHE MUTAaHUs Mpeodiaganue
PACTUTENIbHBIX BOJIOKOH, pEXEe HUMEIOT XOJEeNHWTHA3) M TEeHOTUIa 3a00JeBaHMUS.
KcenoOnotnku, Takume Kak 1eQaloCIOprUHbl TPEThETO MOKOJEHUS, MOTYT
KPUCTAJIJIN30BaThCA B MPOCBETE JKEIYHOT'O Iy3bIps, a pa3iMyuvs B HUCIOJIb30BAHUU
TAaKUX AHTUOMOTHUKOB MOXKET OOBSCHUTH HEKOTOphIE reorpaduueckue paziudus B
4acToTe pa3BuUTHs Xojenutraza. OOCTPYKIHMS OOIIeTO >KeTYHOTO MPOTOKA YacTo
HETOJIHAS, TOCKOJbKY INUTMEHTHbIE KaMHHM HEOOIbIIHe, HO OHM BCE XK€ MOTYT
BBI3BIBATH XapaKTEPHBIE OMOXUMUYECKHE U3MEHEHHUS X0JIeCcTasa.

JKemuHplii 0cafoK MpeACcTaBiIseT cOOOM BSI3KHMU MaTepuall, KOTOPbIM HE JaeT
akycThuueckol TeHn Ha Y3U u MoOxeT ObITb MPEABECTHUKOM PA3BUTHS KEITYHOTO
KaMHS.

JlokazaHO, 4YTO yAAaJ€HUE CEJE3€HKH JO TMOSBICHHUS KAMHEW B IKEIYHOM
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My3bIpe, TOJHOCTHIO TMPEIOTBpaAllaeT HMX TMOSBJICHUE B JalibHEWIIeM (ypOBEHb
yOoenuTeNnbHOCTH JloKa3atenbeTBa B). [lpoBeseHne XONEUUCTIKTOMUU TOKAa3aHO
TOJIbKO TIpU HAJWYUKM KaMHEW B JKETYHOM Ty3bipe (ypoBEHb YOEAUTEIHLHOCTH
nokazatenbcTBa C). MoxkeT OBITh PacCMOTPEH BapUaHT XOJICIUCTOCTOMHUM C
ylalleHueM KaMHeW npu Hamuuuu oOydeHHoro mnepcoHana (C). 3HauuTenbHOE
KoiaudyecTBO manueHToB ¢ HC pasBuim XxonenuTuas B TMEPBOM JIeKaje KU3HH.
Bricokuii puck pa3BuUTHA KETYHOKAMEHHOU OosiesHu umeror mnanueHtsl ¢ HC u
coHacnenoBanueM cusapoma JKuinnOepa (ypoBeHb YOEIUTEIbHOCTH J0KAa3aTeIbCTBA
C). EcTtp cBuaeTenbcTBA O TOM, YTO XOJICIIUCTIKTOMHS MOXKET TPUBECTH K
U3MEHEHUSM B MeETa0OJM3Me JKETYHBIX COJIeH, KOTOphbIe TMpeapachoyiaraloT K
Pa3BUTHIO KapIIMHOMBI TOJICTOM KHUIIKA B Oojiee TMO3JHEM Bo3pacte (ypOBEHBb
yOeAUTeIbHOCTH J0Ka3aTebeTBa D).

l'enatut

Octpoiit  BUpycHBIM Tematur y OombHBIXx ¢ HC wumMeer Te ke cambie
KJIMHUYECKUE TPOSBICHUS, YTO W B oOmed nomymsiuu. Yactora BHUPYCHOTO
renatuta B u C y 6onpHbix ¢ HC cymecTBeHHO BbIlie YeM B OOIIEH MOMYJISIUH,
BCJIEICTBHE TpaHC(PY3MOHHON Tepanuu. B cBsI3u ¢ BRICOKMM PUCKOM MH(PUIIUPOBAHUS
BUpYyCcOM TremnaTuTa B HeoOXoauMo oOecrednTh BaKIMHALUIO TMAIlMeHTa C TSHKEIon
dopmoit HC mpotus renatuta B yxe B panneMm Bo3zpacte. ['enmatut C y 6onpabix HC
B OCHOBHOM BCTPEYAETCS B BUJE XPOHHMYECKOTO TrEMaThTa C HCXOJ0M B ILIUPPO3.
JledeHre MpOBOAUTHCS TAKXKe, KaK M B 0011 momymsiuu (ypoBeHb YOS IUTEIbHOCTH
JoKa3aTesbeTBa B).

['eMocHIepO3/TeMOXPOMATO3

[ToctTpancdy3nonHass  meperpy3ka  Kele3oM  W/WIM  COHAacIeJOBaHHE
HACJIEJICTBEHHOTO T€MOXpOMATO3a MPUBOJAT K MOBPEKICHUIO NeUeHU. 1 paHHETO
BBISIBJICHHS OTJIOKCHHUSA >Kelie3a B MEeUYeHH HeoOxoammo mpoBoauTh MPT B pexume
T2* nedenu He pexxke 1 pasa B roa W OINpeaeieHue cojep:KaHus (pepputuHa B

CBIBOPOTKE KpOBM He pexke 1 pasza B 3 mecsua, a mpu HEOOXOJUMOCTH M Halle
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(ypoBeHb yOeIUTENHLHOCTH JOKa3areibcTBa B). Ha 3HaueHuwe mocieqHero Moryt
OKa3bIBaTh BJMSHUE BOCHajeHue, aeuuur ackpoOary, 3aboneBanHue nedeHu. [Ipu
BBISIBJIEHUM BBICOKOTO COJIEpKaHHUs jKelie3a B IMEYEeHU HEOOXOJIMMO HEMEJIEHHO
HAyYaTh XEJIATOPHYIO Tepanuio (YpOBeHb YOS TUTEILHOCTH JJOKa3aTeabcTBa B).

Tpodudyeckne sI3Bbl HUKHUX KOHEUYHOCTEMN

VY nereit He BcTpedarorcs. PazButue TpopuUecKux S3B OMHCAHO Y B3POCIBIX
OOJIHBIX CO CpeJIHE TKeNIoN miu Tsikenoi hopmoit HC, y KOTOphIX HE MPOBOAMIACK
cruieHdKTOMuUsl. Tpodudeckue sS3BbI KaK MPaBUIIO JBYXCTOPOHHHE, JIOKAIN30BaHbI B
obnactu oaenkek. OHU MOTYT OBITh Kak 0€300JI€3HCHHBIMH, TaK U COMTPOBOXKIATHCS
WHTEHCUBHOUM Oouibto. [latorene3 g0 KOHIIA HE sCEH, Hauboyiee BEPOSTHO OHU
SIBJISIIOTCSL  CJICICTBUEM HApPYIICHUS MUKPOIUPKYISAIMA W HHU3KOM OKCUTCHAIUU
TkaHel. He uckirogaeTcst posib neuinra UHKA B UX Pa3BUTHH.

B ciyyae ux pa3Butus HEOOXOAMMO PACCMOTPETh BO3MOXHOCTH MOBEICHUS
CIUICHOKTOMHUHM Yy OTHUX OOJIbHBIX, OO0€eCleYuTh aJeKBaTHOe 00e3001MBaHue,
MOCTOSIHHYIO 00pa0OTKYy MOBEPXHOCTU SA3BbI AHTUCENTUKAMU, MPU HEOOXOAUMOCTH
UCTIONIb30BaHUE  aHTHOAKTEpHUANbHBIX  CpeNCTB  (MECTHOE  HCIOJb30BAHUE
aHTUOAKTEpUANIbHBIX TpenapaToB (KpeM, reiib, Ma3b M T.II.) HE JKEIaTelbHO, T.K.
OYeHb YaCTO K HHMM BBIpA0ATHIBACTCS YCTOMYHMBOCTH MHUKPOOPTaHW3MOB PAHEBOM
MOBEPXHOCTH, NMPU HEOOXOIMMOCTH HA3HAYAETCS CUCTEMHAs aHTUOAKTEpHalIbHAS
Tepanws), GU3noTEpansi AJi COXPAHSHHS MOABMYKHOCTH TOJICHOCTOITHOTO CyCcTaBa U
HOpManu3anuu BeHo3Horo otToka (C), Ha3HaueHue uHKa cynbdaTta BHYTph 200 Mr
3 pa3a B cyTkH (YypOBEHb YOCIUTEIBHOCTH JIOKa3aTelbcTBa B).

Jlpyrue penkue oCJI0KHEHUS

K penkum ocnoxkuenusimu HC Takxke OTHOCST 3aI€pKKy POCTa, YTO CBSI3aHO C
TUNIOKCUEN TKaHEH U paclIMpEeHHEM IUialjapMa reMoros3a, 1 MOXeT HaOIt0aaThCs
TOJIBKO MIPH TSAXKEIBIX U cpefHe Tskenbix popmax HC.

OmnucaHo HECKOJBKO CIIy4aeB 3KCTPAMENYISPHBIA O4aroB KPOBETBOPEHUS Yy

B3pOCIbIX 00IBHBIX ¢ TshKenon popmoit HC u HeyaaneHHOM cene3eHKOM.
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3.7 IuddepeHunajbHas IUATHOCTHKA

HacnenctBennsiii  cdepounto3 Heobxomumo aud@epeHuupoBaTh € APYTUMHU
HACJIEJICTBEHHBIMU TE€MOJMUTHYECKUMHU aHeMUusMH. OcHoBHbIe udPepeHInanbHO
JUArHOCTUYECKUE KpuTepuu oTpaxkensl B [Ipunoxenun b.

3.8 lucnancepHoe HA0JII0/IeHHE

Ilocne ycrtaHoBieHUs JOMarHo3a, BbIOOpa JIEYEOHOM TAKTUKU TAIUCHT
nepefaeTcs Moj JAUCIAHCEpHOE HAOIIOJCHHUE TMeauaTpa W, €ClIU €CTh JIOJKHOCTD,
reMaTroJiora Mo MeCTy KHUTEeIbCTBA. Tepanus mpoBOAUTCS aMOyIaTOPHO, JJIUTEIBHO.
BonbHbIe M 4YlieHBl UX ceMel JOMKHBI ObITh MOAPOOHO O3HAKOMJIEHBI KaK C CYTBHIO
3a00J1eBaHMs, BO3MOXXHBIM OCJIO)KHCHHUSIM TPOBOJMMON TEparnuu, TaKk U OOYYCHBI
paBujaM WHJIUBUIYaJTbHOU TUTHEHBI.

eTH

PebGenox ¢ HC pomxeH peryinspHO HaONIOJATHCS TeMaTOJOTOM: JerkKas |
cpenHe Tsokenas ¢opmbl 1 pa3 B rop; Tsxkenas ¢opma exemecsuHo. [Ipu xaxaom
MOCEIIEHUH TemaTojora HEOoOXOJIMMO OIIEHHBATh OOIIee COCTOSIHUE 370pOBBS,
dusznueckoe pa3BuTHE peOEHKa, pa3Mep CEJNE3EHKU U TOJEPAHTHOCTh K (HU3UYECKOM
HarpysKe.

HpOBGI[GHI/Ie Ha6ODaTODHOFO U MHCTPYMCHTAJIBHOI'O O6CJ'I€I{OBaHI/IH:

1. oOuii aHanM3 KPOBU C TIOJICYETOM PETHUKYJOIMTOB — MPH JIETKOU
dopme 1 pa3 B rom; mpu cpenHe Tshkenoid dopme 1 pas B rox mpu
UHTEPKYPPEHTHBIX  3a00NeBaHUsAX; TMpU  TsOKEIOW  Gopme  —
€KEMECSIUHO;

2. OMOXMMUYECKUN aHaMU3 KpoBHU (0OImMiA OMIMpYOWH U ero (pakiuw;
AJIT, ACT, JIAT', II®) — nmpu nerkoit u cpeane-tsokenon popme — 1
pa3 B ToJ; mpu Tsikenoit popme — 1 pa3 B 1-3 mec.;

3. yIIbTPAa3BYKOBOE HCCJEIOBAHUE OpPraHOB OpPIOIIHOW TMOJIOCTH — MpPHU
aerko Qopme kaxapie 3-5 JeT; mpu cpeaHe TsKenon (dopme

€XKEroJIHO; TIPHU TsHKENoW (opMe €XEeroJHO A0 CIUIEHIKTOMHH, Jlaee
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Kaxaple 3-5 JeT;

4, onpejeNneHre cojepkanust (oIaToB B CBIBOPOTKE KPOBH — TOJBKO TEM,
KTO HE MOJy4yaeT caruieMeHTaluu QojaTaMu;

S. beppuUTHH CHIBOPOTKH — €KEKBAPTAJIbHO MAIlUEHTAM, IMOJIy4YarolinM,
3aMECTHUTEINbHbIE TPAHC(Y3UH SPUTPOLIUTAPHON MACCOM.

B3pociibie

HaGmonenue rematosnora naruentam c jierkoit popmoii HC He tpebyertcs; co

CpeaHe TsxKenol PopMO — €KEro IHO.

HpOBe,ZICHI/IC Ha6ODaTODHOI‘O 1M MHCTPYMCHTAJIBHOT'O 06CJ'I€J]OBaHI/I$I2

1. OOImMii aHaaW3 KPOBH C IMOJCYETOM PETHKYJIOLUUTOB — TPHU CpPEIHE
TspKenoi ¢hopme 1 pa3 B roj, npu Jerkoit popme — He TpedyeTcs;

2. OMOXMMHUYECKUN aHaMu3 KpoBU (oOuuit OmiMpyOuH U ero (pakuuu;
AJIT, ACT, JIAT', LII®) — npu nerkoit hopme He TpeOyeTcs; cpeaHe-
Tsikenon hopme — 1 pa3 B ro;

3. yIbTPa3BYKOBOE HCCIIEIOBAHUE OPraHoOB OpIOIIHON TOJIOCTH — TpHU
Jerkoit hopme He TpeOyeTcsl; TP CPEIHE TSKEIOU GopMe eKETOoTHO;

4, uccieaoBaHue oOMeHa xenes3a (ceiBopoTouHoe xene3o, OXCC, HTX,
(beppUTHH CHIBOPOTKH) — TIPH CPETHE TSKEIBIX (OpMaxX U y MAIMEHTOB
nocie cruieH3kToMuu 1 pa3 B rox (C).

BaknuHanus: He IIPOTHUBOIIOKA3aHa.

BakmuHarys mpoBOIUTCS MPU CTAOMILHOM OOIIEM COCTOSHUH, COJICPIKAHHUH
remorinoouna 6oinee 90 r/im.

[lepen nmpoBeaeHHEM CIUIEHITOMUU BCE MALMEHTHI TOJDKHBI OBITh BAKIIMHUPOBAHBI B
MOJIHOM 00beMe B COOTBETCTBUU ¢ HallmOHAIBHBIM KaJleHIapeM MPUBHBOK, a TAKKE

MPOTUB MHEBMOKOKKOBOM, MEHMHTOKOKKOBOU ¥ reMopuiibHOM TN B nHdekmit

Pexomennanuu no oQOpPMICHUIO HWHBAIUIHOCTU: PEKOMEHIOBAHO OQPOpPMIICHHE

HWHBAJIMAHOCTH.
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3.9 Ilporunos

B 1menoM mporHo3 ans KM3HU JOCTATOYHO OJarompusATHBINA. BhIMOnNHEHHE TaHHBIX
KITMHIYECKHIX pPEKOMEH Al TI03BOJISAIET COXpPaHUTh HOJTHOLICHHYIO
paborocnocoOHOCTh NanueHTa. [IpoaomKUTENbHOCT KU3HU OTPAHUYEHA B MEPBYIO

odepeib Pa3BUTUEM OCJIOKHEHUM OT IPOBOJUMOU TEPAIIUU.

3.10 CoumanbHasi U ICUXOJI0THYECKasi peaduIuTanus

Bo3MoHOCTB IpeObIBaHUSI B OPraHW30BaHHOM KOJIJIEKTUBE: Ha OHE JTH000i
TEpanuy BO3MOKHO NPeObIBaHNE B IETCKOM KOJIJICKTUBE.

B03MOXHOCTh myTemecTBUN, MOE3J0K 3a TpaHUIly, NMPEObIBAaHUS B JETCKOM
O37I0POBUTEJIBHOM Jlarepe OrpaHUYeHa dSMHUJEMHUOJIOTHYECKON cuTyanued u
BO3MOXHOCTBIO HENPEpPHIBHO TMPOBOAUTH Ha3HAYeHHOE JieueHue (B ciyyae
HEOOXOIUMOCTH MPOBEECHUS TPAHCPY3UN SPUTPOILIUTHOM MACCHI).

B03MOXXHOCTB HAarpy30K U 3aHSATUNA CIIOPTOM: BO3MOKHBI O€CKOHTAKTHBIE BUIBI
cnopta (Ij1aBaHue, Ap.) IPU 3HAYUMOM CIUIEHOMETANIMU, B OCTaJBHBIX Clydasx 0e3

OI'paHHUYCHUA.

3.11 Beioop npodeccun

OrpaHu4eHuil HeT.

3.12 OTHOIIEHHE K POKIECHUIO AeTel

JleToponHas pyHKUHUS HE CTpaaaeT.
Bo Bpemsi OepeMEHHOCTH BO3MOYKHO PAa3BUTHE I'€MOJUTUYECKOTO KpH3a Pa3IN4YHOU

CTEIICHH TSOKECTH Y MAIMEHTOK ¢ 0€CCHMITOMHOM 1 jierkoit ¢popmoit HC.

3.13 IlpenaTanbHasi AUATHOCTUKA U FreHETHYECKOE KOHCYJIbTHPOBAHHE
Bo3moxxHOCTh poxaeHUs: 310poBoro pedeHka coctapisgetr 6osee 50%, HEoOX0AMMO

MCANKO-TCHCTHYCCKOC KOHCYJIbTUPOBAHUC. HpeHaTaHBHaﬂ JUArHoCTHUKa BO3MOXKHa
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IpU UICHTU(PUIIMPOBAHHON MyTallMK Y ALlUEHTA
4 XapakrepucTHKA TpPeOOBaHMIl

4.1 Mopgeanb nanuenra. HaciieacreseHHblii cpepouuTos

OO0s3arebHas COCTABIAIOIASA MOJIEITN Onucanue coOCTaBIAIONIECH

Hozonoruueckas popma HacnencrBeHHast reMOJIMTHYECKAS

cheporuTapHasi aHeMHUS

Cranus 3a0oneBaHus HET

da3a 3a0oneBaHus HET

OcnoxxHeHus Cucrema opraHoB KpOBETBOPEHUS U
KpPOBb

Ariazust KpOBETBOPEHHUS.
Cucrema KeT4eBBIBOJISIINX MTyTEH

JKearunokamenHast 00J1€3Hb

Kox mo MKB-10 [1] D58.0

4.1.1 Kputepuu U NpU3HAKH, ONIPee/AI0IINEe MOAe]b NAIUEHTA

AHaMHECTHYECKHE NAHHBIE:

Hanuuue B ceMbe ClIy4acB JKCJTYHOKAMEHHOM 60JI€3HI/I, CINICHOMCT aJINH
3aTsKHas JKCIITYyXa B IICPUOAC HOBOPOKACHHOCTHU

OOBEKTUBHBIE TAHHBIE:

Kenryxa
I'enaTocruieHOMeraiusa

JIabopaTopHBIE NAHHBIE:

Anemus, noseiieHne MCHC, cumkenne MCV, nossiienne RDW,
YBEJIMUCHHUE KOJTUIECTBA PETUKYIIOINTOB
[loBbiienne OunupyOuHa 3a CYeT HenpsMoW (pakuuu, MOBBILICHHUE

aktuBHOCTH JI/I"

25




CHM)XKEHUE OCMOTHYECKOW PE3UCTEHTHOCTU JPUTPOLUTOB JO M MOCHe
MHKyOanuu

CHMIXEHUe CpeIHEro AuaMeTpa SpPUTPOLUTOB, CHIKEHUE UHIEKCa C(HEPUHOCTH,
Hanuuue c(hepoIuToB B Ma3Ke nepudepruyeckoe KpoBu.

Camxenne DMA-Tecta

4.1.2 [TIlepeyeHb MeIMUMHCKHUX YCJAYT OCHOBHOIO M [IONOJHUTEJIHHOIO
ACCOPTHMEHTAa B 3aBUCHMOCTH OT YCJOBHMH OKa3aHUA M (PYHKIHOHAJIBHOIO

HAa3HAYCHUA MGI[I/I].[I/IHCKOﬁ nmoMoIiu

[lepeuenp wmeaunuuckux yeayr (MY) cormacHo «Homenkmarype yciayr B
3IpaBOOXPAHEHUW» JIJIsl TUArHOCTUKHU B CTAIlOHApE MpEeJACTaBieH B Tabnuue 4, s

JUArHOCTUKU B aMOYJIaTOPHBIX YCIOBUAX B TaOHIIE 5.

Ta6n1/1ua 4 — I[I/IaI‘HOCTI/IKa B CTalTUOHApPEC, B TOM YHUCJIC JTHCBHOM CTallMOHAPC

Kon HanmenoBanue YacroTta KpatHocTh
MEIUIMHCKON YCIyTH MPEOCTABJICHUS | BBITIOJHCHUS

B01.005.001 | [Tpuem (ocmoTp, | 1 100
KOHCYJIbTAIHs) Bpaya-

reMaToJsiora NepBUYHBIN

B01.005.003 | EsxxenHeBHBIN 0CMOTp BpauoMm- | 1 100
reMaToJIOroM ¢ HaOJII0ACHUEM
U yXOJIOM CpPEIHEro W
MJIAIIIETO MEIUIIHHCKOTO

IepcoHaia B OTACICHNHU

CTarmoHapa

A01.05.001 | Co6op anamHuesa u xano0 mpu | 1 100
3a00JIeBaHUSIX CHCTEMBI
KpOBU
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A01.05.003 | [Tanbnanus npu | 1 100
3a00J1€BaHMSX CUCTEMBI
KpOBHU

A04.16.001 | YabTpa3ByKoBOE 1 100
MCCIIeZIOBaHNE OpraHoOB
OprOIIHOM MOJIOCTH
(KOMIIJIEKCHOE)

B03.016.003 | OOmumii (xkmuHnyeckun) | 1 100
aHaJIM3 KPOBHU Pa3BEPHYTHIN

B03.016.004 | Ananu3 kposu | 1 100
OMOXUMUYECKUMA
oO1eTepaneBTHYECKUi

Al12.05.002 UccnenoBauue 1 100
OCMOTHYECKOU
PE3UCTEHTHOCTHU
SPUTPOLIUTOB
[IpocmoTp Ma3ka KpoOBH ISt
aHaJIn3a AHOMAJINI
MOp(OJOTUH  IPUTPOIIUTOB,

A08.05.007 TPOMOOIIMTOB | JICHKOITUTOB 1 100
UccnenoBanue YPOBHS

A09.05.007 | >xeme3a CHIBOPOTKH KPOBH 0,5 100
UccnenoBanue YPOBHS
TpaHcheppruHa CBIBOPOTKH

A09.05.008 | kpoBu 0,5 100
UccnenoBanue YPOBHS

A09.05.022 | cBoGomnoro u cBsizaHHOTO | 1 100
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OwnnpyOuHa B KPOBU

HccnenoBanne YPOBHS
JTaKTaTAETHIPOTeHA3BI B

A09.05.039 | xpoBu 1 100
HccnenoBanue YPOBHS
menoyHo  ¢ocdarazpl B

A09.05.046 | kpoBH 1 100
HccnenoBanue YPOBHS

A09.05.076 | deppuTHuHa B KPOBH 0,5 100
Onpenenenue OCHOBHBIX

Al12.05.005 | rpynn kposu (A, B, 0) 0,300 100
Omnpenenenue pesyc-

A12.05.006 MPUHAJIC)KHOCTH 0,300 100
HccnenoBanue
KEJIe30CBI3bIBAOIIIEH

Al12.05.011 CITOCOOHOCTH CHIBOPOTKHU 0,500 100
HccnenoBanne  HacHIIIEHUSA

Al12.05.019 | Tpancdeppuna xene3oM 0,500 100
TeCT ¢  (IIOOPECICHTHBIM
KpacureneM 703UH-5- | 1 100
MaJeuMU
Onpenenenue pa3MepoB

A08.05.015 | PHTPOLHTOB 1 100
UccnenoBanne  conepxaHus
ButamrHa B12 B CBIBOpOTKE
KPOBU 1 100

A09.05.080 UccnenoBanue ypoBHs | 1 100
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dbonuenoit KHUCJIOTHI B

CBIBOPOTKC KPpOBU

Ta6nuua 5 — JluarHoctuka B aMOyJIaTOPHBIX YCIOBUSX

Kon HaumeHnoBanue Yacrtora KparnocTts
MEIHUIIMHCKON yCIyTH MIPEIOCTABICHUS | BBITIOJHCHUS

B01.005.001 | [Ipuem (ocmorp, |1 100
KOHCYJTbTaIs ) Bpava-
reMaToJIora ePBUYHBIN

B01.005.002 | [Ipuem (ocmoTp, | 1 100
KOHCYJTbTaIHs ) Bpava-
remMaToJiora MOBTOPHBIN

A01.05.001 | Coop anamHesa u xanob npu | 1 100
3a00J1€BaHMSIX CHUCTEMBbI
KpOBU

A01.05.003 [Manpmanus mpu | 1 100
3a00J1€BaHMSIX CHUCTEMBbI
KpOBU

A04.16.001 | YabTpa3ByKOBOE 1 100
HCCIIEZIOBaHNE OpraHoB
OpIOITHOM MTOJIOCTH
(KOMILJIEKCHOE)

B03.016.003 | O6mmii (knmuHMyeckuh) | 1 100
AQHAJIN3 KPOBU Pa3BEPHYTHIN

B03.016.004 | Ananmu3 KpoBH | 1 100
OMOXUMUYECKUM
o01IeTepaneBTUUECKUN
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A12.05.002 | UccnenoBanue 1 100
OCMOTHYECKOH
PE3UCTEHTHOCTH
SPUTPOIUTOB
IIpocMoTp Maska KpOBHU IJIs
aHajmsa aHOMAaJUU
MOpP(OJOTUN  SPUTPOLIUTOB,

A08.05.007 | pombouuTOB M NekoruToB | 1 100
HccnenoBanue YPOBHS

A09.05.007 | xene3a CHIBOPOTKU KPOBH 0,5 100
HccnenoBanue YPOBHS
TpaHcheppuHa CBIBOPOTKH

A09.05.008 KpOBU 0,5 100
UccnenoBanue YpOBHS
CBOOOJHOTO M CBSI3aHHOTO

A09.05.022 OmnMpyOuHa B KPOBH 0,5 100
HccnenoBanue YPOBHS
JaKTaTACTUIPOTEHA3HI B

A09.05.039 | kpoBu 1 100
UccnenoBanue YPOBHS
menoyHo  ¢ocdarazpl B

A09.05.046 | kpoBH 1 100
UccnenoBanue YPOBHS

A09.05.076 dbepputrHa B KpOBU 0,5 100
NccnenoBanne
KEJIE30CBI3bIBAIOLIEN

Al12.05.011 | crmoCOOHOCTH CHIBOPOTKH 0,500 100
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HUccnenoBanne HACBIIIIEHUA

A12.05.019 | tpancdeppuHa xene3om 0,500 100
TECT €  (IIOOPECLEHTHBIM
KpacuTesem 703uH-5- | 1 100
MaJIeUMU
Omnpenenenne pa3MepoB

A08.05.015 | spurpouuTOB 1 100

HccnenoBanne  conepxaHus

BuTamMrHa B12 B ChIBOpOTKE

KpOBU 1 100
HccnenoBanue YPOBHS
(ponuesoit KUCJIOTBI B

A09.05.080 | ceIBOpOTKE KpOBH 1 100

4.1.3 XapakTepucTHKA aJrOPUTMOB H 0COOEHHOCTEH NMPUMEeHEeHHUsI MeTHIIMHCKHUX

yCJyr NpH JaHHOI MOJe/ N NalHeHTa

Anroputm nedennst HC ompenensercs BO3pacToM MallMeHTa M, KaK MPaBHIIO,
paccMaTpuBaeTCsl WHAUWBHIyanbHO. Ha mepBoM TOHy JKH3HU HE PEKOMEHIYETCS
HCIIOJIb30BaTh XUPYPTUYECKOE JICUEHHWE B CBSI3M C CYIIECTBEHHBIM HapyIICHUEM
dbopMupoBaHusT UMMYHHOM  cHUCTeMbl  peOeHka. OOs3aTeNbHBIM  SBJISCTCS
caruieMeHTanus QoiaTamMu mpU TsHKETOM | cpeaHeTspkenom tedueHun HC, m He
oOs3aTeNbHA TPH JIETKOU (hopme.

O} PexTBHBIM METOAOM TPEKPAMIECHUS TKETBIX TeMOJUTUYECKUX KPHU30B
SBIISICTCS CIUICHAKTOMUS. KiMHWYecKkne MPOSBICHUS M PUCK Pa3BUTHUS OCIOKHEHU I
(KaMHH B E€TYHOM Iy3bIp€) 3HAYUTEIBbHO YMEHbIIatoTcs npu Tsokenon dopme HC u

MOJIHOCTBIO KYMUPYIOTCA B OoJiee JieTkux (opmax, OJHAKO YBEJIMYMBACTCA PHUCK
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OIMACHOTO JIJISl ’KU3HU CETICHCA OT MHKANCYJIUPOBAHHBIX MUKPOOPIaHU3MOB, OCOOEHHO
Streptococcus pneumoniae.

VYuuThiBasi FeHETUUECKYIO IPUUYMHY 3a0oeBanus, nanueHTsl ¢ HC HyxnaroTcs
B TMOXXMW3HEHHOM JMCIAHCEPHOM HAOJIOIEHUH TIeMarosiora Jyuisi CBOEBPEMEHHOTO

MPEeIOTBPAICHHS Pa3BUTHUS OCIIOKHEHUN U COXpaHEHHs pabOTOCIIOCOOHOCTH.

414 XapakrTepucTuka AaJropuTMOB H  0COOEHHOCTell  NpPUMEHeHMS

MEIUKAMECHTOB

Bce GosbHBIE ¢ TsDKENbIM M cpeaHeTskenom TeueHuem HC Hyxnarorcs B

caryieMeHTanuu ¢Goyiatamu.
XUpypruyeckoe  JI€YEHHUE  MPOBOAUTHCS B COOTBETCTBUM  C
YCTAHOBJICHHBIMH JTAHHBIMHU PEKOMEHAAIMSIMU MOKA3aHUSIMU .

JleTn mepeHeclne CIUIEHIKTOMHUIO B BO3pacTe 10 6 JEeT TOJKHBI MOIYy4YaTh
NEHULIWIMH TPOJIOHTMPOBAHHOIO [JEWCTBUS WM DJPUTPOMHUIIMH, B HEKOTOPBIX
CIIy4asiX OpaBAaHo U MPH CIUIEHIKTOMUU B O0Jiee cTapIieM BO3pacTe U Y B3POCIBIX.

B3pocibie mamueHTsl M TAlMEHTHI JIIOOOT0 BO3pacTa € COHACJIEIOBAHHEM
TpoMOODMIHKM TOJKHBI TIOJIy4aTh CTaHIAPTHYIO MPOMIIIAKTHKY TpoMOO3a BO BpeMsI
Y TIOCJIE OIEpALUH CINIEHIKTOMUHU.

3aMecTUTENbHbIE TPaHC(PY3UU IPUTPOIMTHOW MACCHI MPOBOJSITCS B BO3pPACTE
no 3 neT s KyNupOBaHUS TSKEIbIX IeMOJUTHUYECKUX Kpu3oB. [Ipu mpoBeneHuun
3aMECTHTENLHON TpaHCPy3UOHHOW Tepanmuu TpeOyeTcss CBOEBPEMEHHBIH KOHTPOJIb
HAKOIUIEHHUS KEJI€3a U HA3HAUYCHHUE XEIaTOPHOM TEPAIIUH.

4.2 TpeGoBaHMs K JIeKAPCTBEHHO MOMOIIYU CTAIIMOHAPHOI
TpeboBaHuss K JIEKapCTBEHHOW  MOMOIIHU

CTallMOHAPHOM  NPEACTABIECHbI B

3amoJIHEHHOU opMe, Mpe/ICTaBICHHON B TabiuIe 6.

®apMakoT | AHaToMO- | MexayHapoaHoe Yacrora | OpueHTHp | DKBHUBaIE
epa TEpaINeBTH | HENATEHTUPOBAHHOE | HA3HAYE | OBOYHAsl | HTHad
MEBUYECKA | YECKas HalMEHOBAaHUE HUU CyTOUHAsl | KypcoBas
g rpynma XUMHYECK 71032 11032

as rpynrna
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B0O3BB dosmeBas kuciaora | 1 3 Mr 36 mr
00000 Dputpomacca ¢ 0,3 2 1o3bl 24 no3bl
yIaJICHHBIM
JEHKOTpOMOOLIUTAD
HBIM CJI0EM
VO3AC Jledbepazupoxc 0,25 1000 mr | 5000 mr
VO3AC Jlebepokcamuu 0,05 2000 mr 10000 mr
Ypconaesokcuxonena | 0,5
AOSAA s KUCJIOTa 250 mr 3000 mr
Aptumioka aucteeB | 0,5
AO0SAX AKCTPaKT 600 mr 7200 mMr

[IpuBenenusie B hopme 103bl MpEnapaToB SBISIOTCS YCPEAHEHHOW BeIMYMHOW. B
KaX/10M KOHKPETHOM Cily4ae 00bEM SPUTPOLUTHONW MaccChl U J103a XeJIaTopa xKeyes3a
JOJKHBI OBITh PACCUMTAHBI MALMEHTY HWHAMBUAYAJIbHO, COTJIACHO HHCTPYKIUU K
NPUMEHEHUIO JIEKAPCTBEHHOI'O IIpenapaTta. OKBUBAJICHTHas KypcoBas J103a —
paccuMTaHa Kak [03a P CpeaHEN NPOAOKUTEIBHOCTH Tepanuu 12 MecsIes.

4.3 TpeGoBaHusi K yX0/1y 3a NAMEHTOM U BCIIOMOTraTeJIbHBIM MpoleaypaM
[lepeyeHb  MEAMIIMHCKUX, YyCIyr yXoJa 3a TMAalMEHTOM  COTJIACHO

«Homenknarype yciyr B 3ipaBOOXpaHEHUI» MPEACTABICH B Ta0IUIE 7.

Tabmuma 7. MeaumuHCKUE YCIAyTH IO YXOIy 3a TMAaIllMeHTOM C HEOCJIOKHEHHBIM

TCYUCHHUCM

Yacrtora KpartHocTh

Konx MY HaumenoBanue MY
Npea0CTABICHUS BbINOJHEHU A

[Tpuem (ocmoTp,
KOHCYJbTallMs ) Bpaya- 1 1
B01.005.001 | remarosnora nepBUYHBIN

JlucnancepHslii IpueM

1 (mpu TspxETON
(0cMOTp, KOHCYJIBTAIUS ) 1 (mp

B04.005.001 | Bpaua-remaTonora popme —11)

JlucnancepHsIii npueM

(0CcMOTp, KOHCYJIbTAIUS) 1 4
B04.007.001 | Bpaua-neamatpa

VY apTpazBykoBoe Tspxenas opma 10 1
A04.16.001 UCCIICOBAaHNE OPTaHOB CIUIEHDKTOMHUM — 1;
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OpIOITHOM MOJIOCTH

Ilocne cruieHdKTOMUN

(KOMILJIEKCHOE) TsKenast popma,
JeTKas u
cpeaHeTskenas Gpopma
-0,3
A04.10.002 | Dxokapauorpadus 0,5 1
Perucrpanus 05 1
A05.10.006 | s;eKTpoKapAHMOrpaMMBbl ’
OO0muii (KIMHUYECKH ) 1 1 (mpu TsDKENTON
B03.016.003 | aHanu3 KpoOBU pa3BEePHYTHIN dbopme —11)
AHau3 KpoBU .
OMOXUMUYECKUMA 1 1 (mpu Toxernoii
B03.016.004 | obmierepaneBTHYECKHI opve — 11)
HccnenoBanue ypoBHs
A09.05.007 | »xene3a ceiBopoTkH kpoBu | 0,3 1
HccnenoBanue ypoBHs
TpaHcpepprHa CHIBOPOTKU
A09.05.008 KpOBU 0,3 1
HccnenoBanue ypoBHs
A09.05.076 | dbeppuTuHa B KPOBU 0,3 1
HccnenoBanue ypoBHs
JAKTaTAETUpOreHasbl B 1 (ipu TsDKENOM
A09.05.039 | kpoBu 1 dopme — 11)
HccnenoBanne ypoBHs
mennoyHoi ocdarassl B 1 (mpu TsKENON
A09.05.046 | kpoBu 1 dopme — 11)
Hccenenosanue
KEJIE30CBA3bIBAIOLIEN
Al12.05.011 CITOCOOHOCTH CHIBOPOTKH 0,3 1
HccnenoBanne HachIICHUS
Al12.05.019 | tpancheppuna xene3om 0,3 1
HccnenoBanue coaepxanus
BuTaMuHa B12 B
CBIBOPOTKE KPOBHU 0,3 1
UccnenoBanne ypoBHs
(b oIMeBOM KUCIOTHI B
A09.05.080 | cEIBOPOTKE KPOBH 0,3 1
Henpsmon 03 12
A12.05.008 | aHTUTIIOOYTHHOBBIN TECT ’

34




(trect Kymb6ca)

IIpsamoint
AHTUTJIOOYJIMHOBBIN TECT 0,3 12
A12.05.009 | (mpsmas npo6a Kymbca)

KpaTHOCTL BBIIIOJHCHUA MCAUMIHWHCKHUX YCIYI' YyKa3daHa C Y4Y€TOM HCO6XOI[I/IMOCTI/I

JJIUTCIIBHOIO JICUCHUSA MMallUCHTA U3 pacdycTa Ha 1 rona.

4.4 XapakTepucTHKA MEPONPHUATHIA M0 YXOAY 32 NALUECHTOM
OcHOBHas 4YacTh MEPOIPUATUN IPOBOJUTHCA aMOYJIaTOPHO MO/ KOHTPOJIEM TeIhaTpa

u Bpaua-rematosiora. Ilpu tsokenoir popme HC 1o mpoBeneHus CIIEHIKTOMUU
(mpoBeZieHUE 3aMECTUTENLHOW TpaHC()PY3MOHHOW Teparuu 3PUTPOLIMTHON MAacCOM)

JICUCHUC ITPOBOAUTHCA B YCIIOBUAX CTAIMOHAPA JHCBHOI'O WX KPYTJIOCYTOYHOTO.

4.5 TpeGoBaHM K IMeTHYECKUM HAZHAYEHUSIM U OTPAHUYEHUIM
[Nammentsl ¢ HC He HyXHarOTCs B CHEUUATBHBIX JUETUYECKUX HA3HAYEHUSX

KpOMC CJIy4acCB Pa3BUTHA OCJIOKHCHUA B BUJIC YKEJITYHOKAMEHHOM 0O0JIe3HH.

4.6 TlepeyeHb rpynmn JieKAPpCTBEHHBIX CPeJACTB OCHOBHOIO M [IONOJHUTEJIBLHOI0

aACCOpTHMEHTA

OCHOBHOM IEPEUYEHD

donwmeBas kuciiota (ypoBeHb JoKazarenbHOCTH C)

JIOTTIOJTHUTENBHBIN ITIEPEYEHD

XPpOHUYECKHI TEeMOIN3, C €ro YCKOPEHHBbIM OOMEHOM OWIMpyOWHa, MPUBOJIUT K
BBICOKOM  3a00JIeBa€MOCTH  JKETYHOKaMEHHOM  Oone3nbto. [lanmentam  co
CPEIHETSDKETBIM W TSDKEIBIM — TEYeHHWe 3a0o0JieBaHMsI TIOKa3aHa peryispHas

KCIIUCTOHHAA TCpaIins.

Kon IMpenapar YpoBeHnb
ATX JA0KAa3aTeJIbHOCTH
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O

AO0SAA VYpcoaezokcuxonenasi KUCIOTA

O

AOSAX APTHUIIOKA JTUCTHEB IKCTPAKT

4.7 TpeOoBaHMS K pe:KUMY TPYAa, OTAbIXA, JeYeHUS] MM pPeadlMIUTAIMM TPHU

JAHHOU MOJeJH MAlHEeHTAa

[Tpu HeocnmoxxaeHHOM TeueHnn HC orpaHWYeHHid HET. MallUeHTaM IePEHECITUM
CIUICHOKTOMHIO  TIPOTHUBOIIOKA3aHO  HCIIOJIb30BAaHUE  JKUBBIX  BaKIWH  JUJIS
MIOCIICTYFOIICH BaKIIMHOMPO(MIIAKTHKH.

4.8 OcobeHHOCTH UH(OPMHUPOBAHHOTO JOOPOBOJIBHOIO COIJIACHS MANUEHTA NMPH
BBINIOJTHEHUN TPOTOKOJA JeYeHHsT H JAONMOJHHTeJabHass uHopMamusi sl
MAlMEeHTa U YJEHOB €ro CeMbH

HNudopmupoBanHOE T0OPOBOIBHOE COTIIACHE MAITUEHT (OTIEKYH MAIlMeHTa) JacT
B IICHMECHHOM BHJIC.

[Tarmenty (omekyHy) IOJDKHBI OBITh  pPa3bSICHEHBI HEOOXOAMMOCTh U
BO3MOJKHBIC OCIIO’)KHEHUsSI TpaHC(Y3MOHHOW Tepanmuy KOMIIOHCHTaMH KpoBH. Takke
HEOOXOJMMO pa3bsCHUTh IMAIMCHTY TIOKA3aHUs JJIA BBIMOJHCHUS OIEpaIuu
CruteHdKToMHH. [anieHT JOmKeH OBITh MPEAYIPEKICH O BO3MOKHBIX OCIIOXKHEHHSIX,
BKJIFOYAsl YBEITMYCHUE PUCKA OMACHOTO JUIS KM3HU CETNICHCA OT MHKAICYJIUPOBAHHBIX

MHUKPOOPTaHU3MOB, U OCOOEHHOCTSIX MOCIEAYIONIEeH BaKIIMHOTPODUIAKTUKH.

5 TI'pajduueckoe u cxemaTu4eckoe NpeacTaBJIeHUs MPOTOKOJIA JeYeHUS

He mpenycmotpeno
6 MOHUTOPHUHT NPOTOKOJIA
6.1 Kpurepuu u MeTOH0JIOTHMSI MOHHMTOPHHTa H ONEHKH 3(PeKTHUBHOCTH

BBIINNIOJIHCHHUA IMIPOTOKOJIA

MoHuTOpHUpOBaHHUE MPOBOJAUTCSA B MEAUIMHCKUX OPTraHU3ALUAX, OKA3bIBAIOIINX
aMOyJIaTOPHYIO U CTAllMOHAPHYIO MOMOIIb T€MAaTOJIOTUUECKUM OOJIbHBIM.
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VYupexxaeHne, OTBETCTBEHHOE 33 MOHHTOPHUPOBAaHHE HACTOSILEro IMPOTOKOJIA,
HA3HAYAIOT B YCTAHOBJICHHOM TMOPSIKE.

MoHuTOoprupoBaHue NPOTOKOJIA BKJIIOYAET B ceO0sl:

- cOop wmH(pOpMaMK O TOSABICHWU MAIMEHTOB, COOTBETCTBYIOIIMX JTaHHON
Mojielie B 1e4eOHO-IPO(QUIAKTUYECKUX YUPEKICHUIX BCEX YPOBHEH;

- aHAJIU3 TTOTYYCHHBIX JaHHBIX;

- COCTaBJICHUE OTYETA O pe3yJIbTaTax MPOBEICHHOI0 aHaJIH3a;

- mpencraBieHne otueta B DenepanbHblil OpraH UCIIOHUTEIBHON BIACTH.

HcxoaHpIMU MaTepraiaMy P MOHUTOPUPOBAHUY SIBIISTFOTCSI:

- MEIMIIMHCKAs TOKYMEHTAIIMSI — KapThl MAIeHTa (mpuioxenue B);

- Tapubl HA METUITUTHCKUE YCITYTH;

- IIEHBI Ha JICKAPCTBEHHBIC MTPETapaThl.

[lpy HEOOXOAMMOCTH TPU MOHUTOPHUPOBAHUHM CTaHAApTa MOTYT OBIThH
UCTIOJIh30BaHbl U MHBIE MEIUIIMHCKNE U HEMEIUIIMHCKNE JOKYMEHTHI.

KapTs! namuenTa (npunokeHre B) 3amonHsII0OTCS B MEAUIIMHCKUX YIPEIKICHUSIX,
OIIpPENCIEHHBIX TEpPeYyHeM I10 OKa3aHWUI0 MEAWLIUHCKUX YCIyr TMalueHTaM C
opdaHHbIMH 3200JI€BaHAMH, €KETOJTHO U MEPEAAIOTCS B YUPEKICHNUE, OTBETCTBEHHOE
3a MOHHUTOPHUPOBaHWE, HE IMO3JHEE, 4YeM uYepe3 2 Henelnu I0Cie OKOHYAHUS
YKa3aHHOTO CpOKa.

B aHanmu3 BKITI0YAIOTCS BCE KapTHI.

B mnokazarenu, aHanm3upyemble B IPOIECCE MOHUTOPHHTA, BXOJIST, KPUTCPUH
BKJTIOUEHUS U MCKIIOUSHHS U3 MPOTOKOJIA, IEPEYCHb MEIUIIMHCKHUX YCIIYT, IePEUCHb
JEKapCTBEHHBIX CPEICTB, MCXOIbl 3a00ieBaHUs, 3aTpaThl Ha BBITTOJIHEHHE
MEIUIMHCKON TOMOIIIU 0 MMPOTOKOILY U JIp.

6.2 IlpuHIUNBI PAHIOMHU3AMH

B nHacTosimem mpoTokoiie paHaoMu3anus (MEAUIMHCKUX YUPEXKICHHUH, NallUEHTOB U
T.JI.) HE MPETYCMOTpEHA.

6.3 IlopsaoK OlEHKH U JOKYMEHTHPOBAHHS MOOOYHBIX adeKTOB U pPa3BUTHS
OCJIOKHEHH I

Nudopmanmio o noOouHbix 3 PekTax AeKapCTBEHHBIX CPENICTB, BO3HUKIIUX B
npoiiecce BeJeHUsI O0NbHBIX, PETUCTPUPYIOT B KapTe marueHTta (mpuiioxenue B) u
MepeatoT B COOTBETCTBUU C YCTAHOBIICHHBIM MOPSIKOM.
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6.4 IlpoMe:kyTOUHasI ClIEHKA M BHeCeHUEe M3MEHEHHUI B IPOTOKOJI

OneHka BBINIOJTHEHHs CTaHAApTa IPOBOAMUTCSA OAWH pa3 B TOJA IO pPE3yJbTaTaMm
aHaJIN3a CBEJICHUM, MOJIYYCHHBIX IIPU MOHUTOPUPOBAHMU. BHECeHUE M3MEHEHUHN B
MPOTOKOJ TPOBOAUTCS B Ciy4yae IMOJYy4YeHUS HH(OpMAUuMU TMpU TOITYyYEHUHU
yOeIuTEeNbHBIX JAaHHBIX O HEOOXOAUMOCTH HU3MEHEHHH TpeOOBaHUU MPOTOKOJIA

0053aTENBHOTO YPOBHSI.

6.5 IlopsinoK U MCKJIIOYEHHUS MALMEHTOB U3 MOHUTOPUHTIA

HaIII/IeHT CUUTACTCA BKIIFOYCHHBIM B MOHUTOPUPOBAHHC ITPHU YCTAHOBJICHUH AWATI'HO3a
HC. Hckmrouenue u3 MOHHUTOPHUPOBAHUA IIPOBOAUTCA B CIIydac CMCPTHU IMAOMUCHTA C
00s3aTeIbHBIM YKa3aHUECM IIpUYIHUH CMCPTH. B sTom ClIy4dac KapTa HaIIpaBJIACTCA B
OopraHmn3anuro, OTBCTCTBCHHYIO 3d MOHUTOPHPOBAHHUC, C OTMETKOH 00 MCKIIOYECHUS
NaMeHTa U3 MPOTOKOJIa C YKa3aHUEM IIPUYMHBI CMEPTH.

6.6 IlapaMeTpbI OLIEHKHM KA4eCTBA KM3HU NPHU BHINOJHEHUH MTPOTOKOJIA

Onenka KauecTBa KU3HM TMAlMEHTa TPHU BBITIOJHEHUH HACTOSIIETO MPOTOKOJA HE
pelyCMOTpEHA.

6.7 IlpaBuia wu3MeHeHUsI TPeOOBAHWI TNPH BBIMOJHEHUH TMPOTOKOJIA W
NpeKpalleHus JeiicTBUSA TPeOOBaAHUI MPOTOKOJIA

[IpoTokosm He mepecTaeT HAEUCTBOBATH IPU IMOSABICHUM NPU3HAKOB JIPYroro
3a00eBaHus, SBISIONIETOCS OCJIOKHEHHWEM MpoBoaAMMON Tepanuu. [lpu pazButuu
Ipyroro 3ab01eBaHUs METUIIMHCKAs TIOMOIIh AIUEHTY OKAa3bIBAETCSI B COOTBETCTBUU
C TpeOOBaHUSIMU COOTBETCTBYIOIIETO MPOTOKOJIA BEACHUS OOTHHBIX.

6.8 Bo3Mmo:KkHBIE HCX0ABI 3200/ 1€eBAHUM 1151 JaHHOI MO MAalMeHTa

Bosmoxnsie ucxoasl HC u nx xapakrepucTKa MpeacTaBleHbl B Ta0aule 8.

Tabnuna 8 - Bo3amoxkubie ucxoasl HC u ux xapaktepuctuka

Haunmenosa Yacrora Kputepuu u Opuentupo | [IpeemcTBeH
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HHE UCX01a pa3BUTHS MPU3HAKHA UCXO/Ia | BOYHOE HOCTh U DTallHOCTh
3a0oneBaHusl | UCXOAa 3a00JIeBaHMs TIPU | BpEMS OKa3aHUs
3a00€BaHMsl | JTaHHOW MOJEIN | JOCTHIKEHHU | MEIUIIMHCKOM
mmaryeHTa s UCX0/a TTOMOIITY TIPH
3a00JIEBaHU | TAaHHOM HMCXOJIE
s 3a00JIeBaHUS
CrioHTaHHas 60% ITonas 1-3 rona ITanpeHT
TOJIHAs HOpMaJTU3AIIHSI HaOro1aeTcst
KOMITEHC AL IIoKa3aTeJiei e uaTpoOM U
00I111ero aHaan3a reMaTOJIOTOM I10
KPOBH, MECTY JKUTEIbCTBA
OTCYTCTBHE
KJIMHUYECKUX U
71a60paTOPHBIX
MIPU3HAKOB
reMoJjn3a
[TonHas 35% BBITIOJIHEHUE 3-12ner |Ilaumenr
KOMITIEHCAIUS CINIEHOKTOMMU HaOro1aeTes
Y TIOJIHAS e IUaTPOM HITH
HOPMaJTH3aIHs TepareBTOM
IoKa3areyeun paliOHHOU

00I11eTO0 aHaIM3a
KpPOBH,
OTCYTCTBHE
KIIMHUYCCKUX U
71a00paTOPHBIX

MPU3HAKOB

MTOJIMKJINHUKH, TIPH
HEO0OXOIUMOCTH
IIpUBJICKAs

remarojiora
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reMoJmn3a

Cybxomnenca | 5% BBITIOJIHEHUE 3-12 JucnancepHoe

st CIUIEHDKTOMHHU U HaOJII0IeHIE
HOpMaJTH3aIHs neanaTpa u
KOHIICHTPAIIH reMaroJiora mo
reMoryioonHa, MECTY )KHTEIbCTBA,
COXpaHEHHE npoduakTrka
KIMHAYECKUX U pa3BUTHUS
71a60paTOPHBIX ocnoxuennn HC
NIPU3HAKOB
reMoJ3a

6.9 Onenka cTOMMOCTH BBINOJTHEHHS MIPOTOKOJIA M IEeHbI Ka4eCTBA

Pacuer 3arpaT Ha BBINOJHEHHE MHUHHUMAJIBHOTO 00beMa MEIUIIMHCKON MOMOIIU
M0 MPOTOKOJY MPOBOAAT MO (HopMyJie, YTBEPKIACHHOW B YCTAaHOBJICHHOM TOPSIKE.
IIpr omeHke 3aTpar yYUTHIBAIOTCS BCE MEAULMHCKHUE YCIYTH, JIEKapCTBEHHBIE
CpEeACTBa, HA3HAYCHHBIC MALUCHTY.

[Ipy BKIIOYEHMM B IUIAH OKAa3aHUS MEAULMHCKOW IIOMOILIA YCIYI H
JIEKapCTBEHHBIX CPEACTB JOMOJIHUTEIBHOTO ACCOPTUMEHTAa OHU BKJIIOYAKOTCS B
PacCCUYMTHIBAEMYIO OOIIYI0 CTOMMOCTD BBITOJTHEHUS TIPOTOKOJIA.

6.9 CpaBHeHue pe3yJbTATOB

[Ipy MOHWUTOpPHMPOBAHMM CTaHAApPTAa €XErOAHO IPOBOAUTCS CPAaBHEHHUE
PE3yIAbTATOB BBINOJIHEHUS TPEOOBAHUI TPOTOKOJIA.

6.10 ITopsinok popmupoBaHus oTYeTA

B exeromHeld OT4ET O pe3yJabTaTax MOHUTOPUPOBAHHS  BKIKOYAKOTCA
KOJIMYECTBEHHBIE PE3YJIbTAThI, MOJYYEHHbIE TIPU pa3pabOTKe MEAUIMHCKUX KapT, U
WX KAYECTBEHHBIM AaHalin3, BBIBOABI, NPEIJOKEHUS IO YIYYIIEHUI KadecTBa
OKa3aHMs MEIUIWHCKON MOMOIIIH.

Otuer mpeAcTaBisieT B OPraHU3ALMIO0, OTBETCTBEHHYID 32 MOHUTOPHUPOBAHUE
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HACTOSILEr0 MPOTOKOJIA.
Pe3ynpTaThl 0TYETa MOTYT OBITH ONTYOJIMKOBAHBI B OTKPBITOM MevaTu
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Ipunoxenue A

(cnpaBouHOE)

VYHuduuupoBaHHas 1IKajga OLIEHKH yOeIUuTEIbHOCTH JOKA3aTeIbCTB
1[€J1€CO00Pa3HOCTU MPUMEHEHUS METULIMHCKUX TEXHOJIOT U

YHuduupoBaHHas 1Kajaa OICHKA BKIIOYAET B ce0s:

- YPOBEHb YOCAUTEIHLHOCTH JOKA3aTeILCTBA A — JJOKa3aTeIbCTBA YOS TUTEIbHBI:
€CTh BECKHE JI0Ka3aTeIbCTBA MPEAJIaraeMoro yTBEp K ICHHUS;

- YPOBEHb YOCAUTEIHLHOCTH J0Ka3aTeIbcTBA B — oTHOCHTENbHASI yOeIUTENbHOCTD
JTIOKa3aTeNIbCTB: €CTh JIOCTATOYHO JI0KA3aTeJIbCTB B MOJIb3Y TOTO, YTOOBI
PEKOMEHI0BaTh JaHHOE MPEIJIOKEHNUE,

- YPOBEHBb YOCAUTEIHLHOCTH J0Ka3aTesbcTBa C — JTOCTaTOYHBIX JJOKA3aTEIbCTB HET:
UMEIOIINXCS JI0KA3aTeNIbCTB HEJOCTATOUHO JIJIsl BHIHECCHHSI PEKOMEHIalNH, HO
PEKOMEHIAITUU MOTYT OBITh JaHbI C YYETOM HWHBIX OOCTOSITEIILCTB;

- YPOBEHBb YOCAUTEIHLHOCTH J0Ka3aTeNIbcTBa D — M0CTaTOUYHO OTpUIIATENHHBIX
JTI0Ka3aTEebCTB: UMEETCS JOCTATOYHO JI0KA3aTEIbCTB JJISI TOT0, YTOOBI
PEKOMEHI0BaTh OTKA3aThCsA OT MPUMEHEHUS J1a NHOTO JIEKAPCTBEHHOI'O CPEJCTBA B
KOHKPETHOM CUTYaIlUH;

- YpOBEHb YOEIUTENbHOCTH JI0Ka3aTebcTBa E — Beckue oTpunatenbHbie
JI0Ka3aTeIbCTBA: €CTh JOCTATOYHO YO€JUTENbHBIE 10KAa3aTEIbCTBA A TOTO, YTOOBI
UCKIIFOUUTH JIEKAPCTBEHHOE CPEJICTBO WM METOJIUKY U3 PEKOMEHIAIUH.
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Ipuioxenune b (cnpaBouno) JlaboparopHsie TecThl, Hemoib3yeMble B quarHoctike HC u apyrux memOpaHonaTuii 3puTpoLUTOB.

3aboneBanue OcmoTtuueckas OKTallUTOMETPHUS Kpuoremonus OMA-Tect
PE3UCTEHTHOCTh
SPUTPOLIUTOB

HC

O Crnenuduueckuii mpohuib O O
AUT'A

0 Amnanoruuno HC Het nanaHBIX B nopme, [ umu [
HacnencrBennbiii
MMHPOTMOUKHUIIOIIUTO3 Het nanunix Het nanHeIx Het nanunix oo
I'mppaTtupoBaHHBbII
HAaCJEACTBEHHBIN O Creuundpuyeckuit npopuib Her nannpix O
CTOMATOLIUTO3
JleruapaTupoBaHHbIMA
HACJIE/ICTBEHHBIN [l Crnenudunyeckuii mpopuib Her nannbix 0
CTOMATOLIUTO3
Kpuoruapouuros

Het nanurix Crnenuduyeckuii mpopuib Het nanunix O

BJA Il Tuna

O Het nannbix B nopme nmua (1] B nopme umu [
HacnencrBennsbiit

OBAJIOIIUTO3 FOr0-BOCTOYHOM

a3

Het mannsix

Her nepopmupyemoctu®

O

0

HC — nacnenctBennsiii chepormro3; AUI'A — ayrommMMmyHHas remojuThdeckas aHemusi; BJIA — BpoxaeHHas AM33PUTPONOITHYECKAs

AaHCMHUA,

* SPUTPOLUTHI IIPU HACICACTBECHHOM OBAJIOHUTO3C FOr0-BOCTOYHOM a3uM Jal0T IJIOCKHH HpO(I)I/IJ'IL ,Z[e(bOpMI/IpyeMOCTI/I, 9TO TOBOPUT O

PUTUAHOCTH 3TUX KIICTOK.




IIpunioxenue B
DopMa KapThI NALUEHTA

Haumenosanue Meouyunckoii opeanuzayuu

Haumenosanue omoenenus

Uctopus 6one3nu Ne

(npu mepeBoie yKka3aThb — U3 B

CDaMI/IJII/ISI, HMHUIHUAJIBI ITalIUCHTA

Jlata poxxaeHus [Ton Myx Ken

Bo3pacTt Havyana KIMHUYECKUX MPOSIBIICHUN

[N'ocniutanu3zanus: SKCTpEHHas, MJIaHOBast (MOIYEPKHYThH)
Hanpasnen

Jnarno3 (yKa3bIBaeTCs MOJTHOCTBIO).
OCHOBHOU

OCJIO)KHEHNE OCHOBHOIO
CONYTCTBYIOLINN

Moens namyenTa

JAHHBIE OCMOTPA

DU3nyeCcKoe pa3BUTHE:



Macca Tesa KT; pOCT cM
OBCJIEAOBAHUE
IIpU TOCTAaHOBKE JIMAarHo3a
Kox ycnyru | HaumeHnoBanue yciayru Hara | Pesynbprar
A01.05.003 | [Tanpmamus npu VYkazaTh najabIaTOpHbIE
3a00JIeBaHUSIX CHUCTEMBI pa3Mepbl IEUCHU U CEJIC3EHKHU
KpOBHU
A04.16.001 YbTpa3zByKkoBOE
UCCJIeIOBaHUE OpraHoB
OpIOITHOM MOJIOCTH
(KOMIIJIEKCHOE)
B03.016.003 | OGuuit (KTMHUYECKU)
aHaJIu3 KPOBH Pa3BEPHYTHIN
A12.05.002 UccnenoBauue
OCMOTHYECKOU
PE3UCTEHTHOCTHU
SPUTPOLIUTOB
[IpocMoOTp Ma3ka KpOBU 115 VYkazatp % cheponuTon
aHaJIn3a AHOMAJIMI
MOP(OJIOTHH SPUTPOITUTOB,
TPOMOOIIMTOB 51
A08.05.007 JIEUKOIIMTOB
UccnenoBanue YPOBHS
CBOOOIHOTO M CBSI3aHHOTO
A09.05.022 OmpyOuHa B KPOBH
UccnenoBanue YPOBHS
JaKTaTACTUIPOTEHA3HI B
A09.05.039 KpOBU
UccnenoBanue YPOBHS
niesniouHoit  ¢docdarazer B
A09.05.046 | kpoBHu
TECT ¢ (IIOOPECIICHTHBIM
KpacureseMm P03UH-5-
MaJIeuMU
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Onpenenenue pasMepoB
A08.05.015 | sputponuToB

HccnenoBanue conepxanus
BUTAaMHUHA B12 B
CBIBOPOTKE KPOBU

HccnenoBanue YPOBHs
dbonueBoil  KUCIOTHI B
A09.05.080 | chIBOpOTKE KpOBHU

Ha3zHayenHast Tepanus
CannemeHnTanus (pojJMeBOl KUCIOTON HE MPOBOAUTHCS / MPOBOAUTHCS B JA03€
MT/CYT

B cnyudae mpoBeieHHs 3aMECTUTENBHOM Teparnuy yKa3aTh:
CyMMapHbI# 00beM 3a roj (M)

MHTEPBaJ C KOTOPHIM MPOBOAMINCH MEPEITMBAHUS JOHOPCKON 3PUTPOITUTHON MacChl
(Henenn)

KoHneHntparus Hb 1o mepenuBanus /11 (YKa3bIBaeTCS CPEAHSS BEIMUMHA 32
roJ1 HaOJIIOICHMS )

KoHIeHTparuss HD mociae nepenuBanus r/n  (yKa3bIBaeTCsA CpEIHSAS
BEJIMYMHA 3a T HAaOJII0ICHNS )

XeJaTopHas Teparnwsi He MPOBOIMIIACE / TIPOBOIMIACH (HE HY)KHOE 3aU4ePKHYTB)
€CJIM TPOBOINIIACH YKA3aTh:
npemnapar no3a (Mr/Kr/cyT)

Crienskromust (3HIOCKOMUYECKAs, MOJI0CTHAS [HY>KHOE MOJYEPKHYTH|)
J1aTa BBITIOJTHEHUS

B ClIydac JOCTHIKCHUS OJHOI'O M3 HUKC IICPCUYNCIICHHOI'O YKAa3aTb AaTy:

Hcxon Jlara [Tpumeuanue
HACTYIUJICHUS
CnoHTaHHas MOJIHas NPy TOCIEAYIOIEM HaOII0ICHUU
KOMIICHCAITHS yKa3aTh COXPAaHSETCS WU HET, JaTy
BHECCHUS 3aITHMCHU
ITomaast KoMIIeHCAIHA Opyu  TOCJIENYIOMIEM HaONI0JeHUN
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YKa3aTb COXpPAaHACTCA WM HET, AATy
BHECCHUA 3allUCHU

CyOkoMmneHcanus

Opy  TOCJHEAYIOIEM HaOII0ACHUN
yKa3aThb COXpaHSETCS WU HET, JAaTy
BHECCHUS 3aIIUCH

JleTaabHBIN UCXO

yKa3aTb IPUYUHY CMEPTHU

Pa3Butue ocl10KHEHUA

yKa3aTh KaKoe U JaTy pa3BUTUS

3AIIOJIHAETCA 9KCIHEPTOM
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