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Cnucok cokpaliueHun

ABM — aprepuoBeHo3Has Masib(popmarus

AJIT — ananmHamMuHOTpaHChepasza

ACT — acnmapraTamuHOTpaHcdepasa

AYTB — akTuBHpPOBAaHHOE YACTHYHOE TPOMOOTIACTUHOBOE BpEMS

BBUI" — npenapatbl u3 rpynibl UIMMYHOTJI00YJIMHA HOPMAJILHOTO YEJIOBEUECKOTO B JICKAPCTBEHHOM
dhopme ms BHyTpuBeHHOTO BBeAeHUS (Immunoglobulin normal human, for intravascular administration,
JO6BAO02 o ATX knaccudukariim)

BUY — Bupyc uMMmyHOACPHUITNTA YEIIOBEKA

JABC — nucceMrMHUPOBAHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE

JTHK — ne30kcuprOOHYKIEHHOBAsI KUCIOTA

KKT — xeny104HO-KHUIIIECYHBIA TPAKT

KT — xomnbroTepHas Tomorpadus

JII" — neroynHasi runepTeH3Us

JIAI" — nakTaTaeruaporeHasa

MHO — mexayHapoIHO€ HOPMAIM30BAaHHOE OTHOIIIEHUE

MP-anruorpadus — MarHUTHOPE30HAHCKAsi aHTHOTpadust

MPT — marauTHOpe30HaHCHAsi TOMOTpadus

HXCC — nenacsliieHHast 5Ke1€30CBA3bIBAIOIIAs CIIOCOOHOCTH CHIBOPOTKH

HIIBII — HECTepOUAHBIE TPOTUBOBOCTATUTEIIBHEIE TTpEeNapaThl

HTX — naceienue tpancdeprna xene3om

OI'C — octpslil rpyqHO# CUHAPOM

OXCC — o6mas xene30cBs3bIBatoLIast CHOCOOHOCTh

OIIH — octpas noyeuHast HEI0CTaATOYHOCTh

OCC — octpas cexBecTpalys B CEIE3ECHKE

I1B — mpoTpomMOuHOBOE BpeMst

I[P — monumepasHas LenHas peakuus

PTIIX — peakuus TpaHCILIAaHTAT IIPOTUB XO3sSUHA

CAK - cybapaxHOHIQTHbHOE KPOBOUBIHUSHUE

CKBb — cepnioBuIHO-KJI€TOYHAsE OOJIE3Hb

COIIOH — cunapoM ocTpoit NOJUOPraHHON HEAOCTATOYHOCTH

CCXD — cunapoM CUCTEMHOM )KMPOBOI SMO0IUK
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TI'CK — TpaHcmiaHTalMs FeMOIIOATHYECKUX KIIETOK

TUA — TpaH3UTOpHbIE UILIEMUYECKUE ATAKU

V3U — ynbTpa3ByKOBOE UCCIIEI0BAHKE

XIIH — xpoHHMUYecKast IoYeyHasi HeJOCTaTOYHOCTh

HHC — uenTpanpHas HepBHAs cCUCTEMa

OKI — snexTpokapauorpadpust

3XO-KI" — saxo-kapauorpadus

ABO — rpynma kpoBu 1o cucreme ABO

ASA — aneTusicanumiaoBas KucioTa**

|g — uMmmyHOTIO00YIHMH

ER-DR — aunupuaamosn ¢ 3ameasieHHbIM BBICBOOOKICHUEM B KOMOMHAIIMU C all€TUJICATUIMIOBOM
KHUCIIOTOH (JIeKapCTBEHHbIN Mpemnapar ArpeHokc, B PO 3apeructpuposan 6e3 ykazanust MHH)

Hb — remoriooun

HbF — deranbHbIi reMOrIo0onH

HbSC — nBoiiHoe TeTepo3uroTHoe (KOMIAYHI-T€TO3UTOTHOE) HOCHUTEIBCTBO JBYX AHOMAaJIbHBIX
remorsio6uHoB HbS u HbC

HbSS — ceprioBuHO-KIeTOUHASE aHEMUS (TOMO3UTOTHOCT 10 aHOMasibHOMY HbS)

HLA — rinaBHBIN KOMIUIEKC THCTOCOBMECTUMOCTH

MCV — cpemHmii KOPIyCKYISIpHBIA 00hEM SPUTPOIIHTA

PaO; — mapuumanbHOE JaBlIeHHE KUCIOPOa

PLT — tpomOGo1uTs!

Rh — pesyc-daxrop

SO — caTyparus Kuciaopoaa

S-B-tanmacceMust _ pojinas reTepos3urora Mo aHomaiabHOMy HbLS w1 p-Tamaccemun

(npemanoTazaccemMus)

t-PA — TkaHEBOI aKTUBATOP IIA3MHUHOTEHA

TV — reneBunenue

WBC — ne’iKouuTsl

** _ )HU3HEHHO HEOOXOUMBIC Y BAYKHEHIITNE JICKAPCTBEHHBIC MTPETIapaThl

# — mpemapar, NPUMEHSIOUIMICS HE B COOTBETCTBUM C TIIOKa3aHUSIMU K TPUMEHCHHUIO H
MPOTHBOIIOKA3aHMSIMU, CIIOCOOAMU TIPUMEHEHHUS M JI03aMH, COJICPXKAIIUMUCS B HWHCTPYKIUHU IO
MIPUMEHEHHUIO JICKapCTBEHHOTO Tipernapara (o¢d-1eitdmn)

TepMUHbI N onpeaeneHus

ABacCKyJISIpHBIM HEKPO3 — UIIEMHYECKUN HEKPO3 parMeHTa KOCTH, TO €CTh HEKPO3, BOSHUKAIOIIUN
B pe3yabTaTe HEJOCTATOYHOCTH KPOBOCHAOKEHUS

AJNICHOTOMUS — XUpypruyecKas onepanus yJaleHus aJeHOUI0B

ANNOMMMYHHU3ALUS — BEIPAOOTKA aHTUTEIN K aHTUT€HAM JAPYTUX Jrojen

AHEMUS — CHIKEHHE COJIep KaHMsI TeMOTI00NHA

AcrieHust — OTCYTCTBUE CEJI€3EHKHU

Bakunnonpodunaktuka — cnenuduyeckas NpoQHUIAKTUKA HH(GEKIUOHHBIX OO0Je3Held ImyTeM
BaKI[MHALIUH

I'emaToMeranus — yBeJIM4eHUE pa3MepOB MIEUEHH

['unepnnasust S>pUTPOUHOTO POCTKA KOCTHOTO MO3ra — YBEJIMYEHHE YHCIAa CTPYKTYPHBIX

AIIEMEHTOB TKaHEH MyTeM UX U30BITOYHOTO HOBOOOPA30BaHUS

['umocTeHypust — HECIOCOOHOCTH KOHIIEHTPUPOBATH MOUY

JlakTiut — 3a0o0JieBaHUe, XapaKTepU3YIOIIeecs TEYCHHEM BOCHAIUTEIBHOTO Mpollecca B MaNbIe
WJIH TTabI[aX KUCTU WA CTOTIBI

Jle3okcu-dopma remornoduHa — ¢opma remMorioduHa, B KOTOPOH OH CHOCOOEH MpPHUCOEAUHATH
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KHUCJIOPOJ UJIN IPYTUE COEINHEHUS

WNHcynpT — ocCTpoe HapylleHWE MO3rOBOTO KpPOBOOOpALIEHMSI, CONPOBOXAAIOIIEECS BHE3AIHOMN
IIOTEpEN CO3HAHUS U NapanyaMu

Kudotnueckas nedopmanuss — HCKPHBICHHE ITO3BOHOYHMKA B CarHTTAJIBHOW IUIOCKOCTH C
00pa3oBaHue BBITYKIOCTH OOpaIeHHON K3aH

KonTpanenuus — npeaynpexaeHine 6epeMEeHHOCTH ¢ TIOMOIIBIO IPOTHBO3a4aTOYHBIX CPECTB

Jlanmapockonusi — COBpEMEHHBIH METOJ XUPYPTUHU, B KOTOPOM OINEpalMy Ha BHYTPEHHUX OpraHax
npoBoaAT uepe3 Hebospiue (00brano 0,5-1,5 cM) oTBepcTHS

HefiTporienus: — CHUKCHHE YHCIIa HEUTPOPIIIOB B IepUEepHISCKON KPOBH.

Huxrypust — npeo0iajanue HOYHOTO IUype3a HaJ JTHEBHBIM

HopmoxpomHasi aHemMusi — aHeMHsI ¢ HOpMaJbHbIM IIBETOBBIM IOKa3zareneM (HopMmanbHbiIM MCH)
SPUTPOLIUTOB.

OcTteoMuenuT — UH(EKIIMOHHOE BOCIAJIEHUE BCEX COCTABIISIIOIIMX YacTell KOCTHOM TKaHU: KOCTH,
HAJKOCTHHIIBI U KOCTHOTO MO3ra

OcTeoHeKpO3 — HEKPO3 KOCTHOM TKaHHU B PE3yJbTaTe II0OXOT0 IPUTOKA KPOBU

OcTeorneHnuss — COCTOSIHHME KOCTHOW TKaHHU, XapaKTEepHU3yIoIleecs CHIKEHHEM MUHEpalbHON
IJIOTHOCTU KOCTHOW TKaHU, YTO MPUBOJUT K XPYNKOCTH KOCTEH U MOBBIIEHHOMY PUCKY UX MepenoMa

OcTpBlif TPYIHON CHHAPOM — OCTpbIe 0OJIM B TPYAHOU KJIETKE, CBSI3aHHBIE ¢ MH(PAPKTOM JIETKOTO
BCJIE/ICTBUE OKKIIIO3UH COCYJIOB MPHU CEPIIOBUAHO-KIETOYHON aHEMUH

[TapumanpHasi KpaCHOKJIETOYHAS aruia3us — 3a00jieBaHHe WM CUHIPOM, KOTOPBIM KIMHUYECKU U
71abopaTopHO MpeAcTaBieH IiIyOoKoi aHeMuel M M30MpaTeNbHOM (YMCTOM) amia3ueld TOJIbKO KpacHOTOo
pOCTKa KPOBETBOPEHUS

[lenununnuHonpo@uiakTika — MOPUMEHEHHWE AaHTUOMOTUKOB MEHUIMWJJIMHOBOTO psija s
MpoPUIAKTUKY HHDEKIN, BO30YAUTETN KOTOPBIX UyBCTBUTENIbHBI K HUM

[IpenaranbHas JMAarHOCTHMKAa — KOMIUIEKCHas JOPOJOBasl JUArHOCTHKA C LEJbI0 OOHapyKEeHUs
MaTOJIOTUU Ha CTaUU BHYTPUYTPOOHOTO pa3BUTHUS

[Ipuanu3m — HeMPOU3BOJIbHAS CTOMKAs HPEKIIMS, HE CBSI3aHHAS C CEKCYalbHBIM BO30YXICHUEM

[IponudepatuBHas aHruonmaTusi — HapylmleHHWE MPOHUIAEMOCTH KPOBEHOCHBIX COCYIOB,
00yCIIOBJICHHOE YTOJIIICHUEM SHAOTENNS COCYIOB

[Ipotpy3ust — nepBast cragust GOPMUPOBAHUS I'PHDKU MEKIIO3BOHOUHOTO JIMCKA

PabnoMuonu3 — CUHAPOM, XapaKTEePU3YIOLIIUNCS pa3pylIeHHEeM KIETOK MbBIIIEUHOM TKaHU, PE3KUM
MOBBIIIEHUEM KOHIEHTPAllUU KpEaTMHKUHA3bl M MHUOTJIO0MHA, MHUOTIIOOMHYpHUEH, Pa3BUTHUEM OCTPOM
MOYE€YHOU HEeZAOCTATOYHOCTH

CepnoBuaHO-KJIeTOYHAass  OOJIe3Hb —  TpyINa  COCTOSHHUM, OOYCIOBIEHHBIX  HaJU4YHdEM
crenugpuUeckux MyTanuil B 0eTa-raoOMHOBOM T€HE, MPUBOAAIIMX K M3MEHEHUIO (DU3MKO-XUMUYECKHX
CBOMCTB reMorio0uHa (moJuMepu3alus B 1eoKcu-popMme, HapylIeHHe CPOICTBA K KHCIOPOIY)

CrneH>KTOMHUSI — XUpyprudeckas orneparus o yJajleHuIo cele3eHKN

TOH3WILIIKTOMHUS — XUpYpruvecKas oneparys, 3aKI0uaronascs B yJaleHnd MUHIAINH

TpaH3utopHbIe HILIEMUYECKHE aTaKh — TPAH3UTOPHOE HAPYIIEHHE MO3TOBOIO KPOBOOOpAIICHUS

Tpoduyeckue s3BbI — AIUTENBHO HE 3a)KUBAIOLINN JeEKT KOXKM, BO3HUKAIOIIUNA B pe3yibTare
HapYIIEHUS KPOBOCHAOKEHHSI 3TOTO Y4acTKa KOXKHU

XenaTop — BeIIEeCTBO, 00pa3ymolee yCTOMUYNBOE HETOKCUYHOE COEIMHEHHE C METAIJIOM (B IaHHOM
cllyyae ¢ KeJle30M), CIIOCOOHOE MOKUHYTh OpPraHu3M

XenaTopHasi Teparus — UCIOJIb30BaHUE XEIaTOPOB C JeueOHO LeNnbio

Xonenutua3s — o0pazoBaHue KaMHelH (KOHKPEMEHTOB) B KEIYHOM ITy3bIpe, KETUHBIX IPOTOKAX

XonecTta3 — MaToJIOTHUECKU (HEHOpPMaJbHBIN) Mpollecc, CBS3aHHBIM C HapyIIeHHEeM CHHTe3a
(oOpazoBaHus), CEKpelH (BBIAEICHUS) M MOCTYIUIEHUS KEeTYM WIH €€ OTJCNIbHBIX KOMIOHEHTOB B 12-
MIEPCTHYIO KUIIKY

X0JeUUCTIKTOMUS — ONlepalys N0 yIAIEHUIO KETUYHOTO IIY3bIpPsI

OHype3 — Helep )KaHUE MOYH
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OpuTpoOIaCTONECHHS — CHU)KEHUE YUCIIAa SPUTPOOIIACTOB B KOCTHOM MO3T€
ASPEN cunapom — coueranue CKb, mpuanusma, 3aMeHHOW TpaHC(hY3UHM M HEBPOJIOTHYECKOTO
OCJIOKHEHUS

1. KpaTtkaa nHdopmaums no 3aboneBaHUIO UMM COCTOAHUIO (rpynnbl 3aboneBaHnn
WUIN COCTOSIHUN)

1.1. OnpepeneHve 3aboneBaHMA WU COCTOAHMA (rpynnbl 3aboneBaHUn wunu
COCTOSIHUN)

CepnoBuaHo-kierounas Oosiesub (CKB) — rpymma cocTtosiHui, OOYCIOBJIEHHBIX HaJIU4HdEM
cnenuduueckux MyTauil B 0€Ta-rJJI0OMHOBOM T€HE, MPUBOIAIIMX K M3MEHEHUIO (PU3UKO-XUMHUYECKUX
CBOMCTB remMmoryioOuHa (mosmMepusaiysi B JCOKCH-(OpMe, HapylleHHE CpOJCTBa T'eMOrjoOWHa K
kuciopony). K CKb oTHocuTCs ceprnoBHIHO-KIETOYHAs aHEMHUsl (TOMO3UTOTHOCTH IO aHOMaJIbHOMY
remornioouny S (HbSS; pesynbrar 3amensl B 6 mo3uiuu O0era-rjaoOrWHa BajMHa Ha TIIOTAMHUH) U ApYyrue
COCTOSTHUSI, Pa3BUBIITHECS BCIEACTBHE COHACICIOBAaHUS aHOManbHOTO HbS ¢ apyrumu monomkamu Gera-
TJIOOMHOBOTO TEHA, MPHBOJMIIMMH K KOJIMYSCTBEHHOMY YMEHBIICHHIO HOPMAaJIBHOTO OeTra-TiIoOnHa

(6era-ramaccemus), (S-B-ramaccemust) yuy JPYroMy KayeCTBEHHOMY HapylleHHIo Gera-riobuna [1-
8].

1.2. dTmonorusa n nartoreHes 3aboneBaHUsi UNN COCTOSAHUA (rpynnbl 3ab6oneBaHun
UIIN COCTOSIHUN)

AnomaneHbii HbS mommmepusyercst B meokcudopme, Tepsis pacTBOpUMOCTb. [lommmepusarus
reMorjio0MHa 3aBUCHUT OT KoHUeHTpauuu HbS BHyTpu 5SpuUTpOUMTOB, CTENEHH JAEOKCHUT€HALUU
remornioonHa, pH u BHyrpukierouHoil konmeHtpanuu HDF. Tlomumepsr HbS B3ammoneincTByroT ¢
SPUTPOLUTAPHON MeMOpaHO#, MEHsS BHEIIHWUN BHUJ SPUTPOLMTOB Ha ceproBuaHbie. CeproBUIHBIC
SPUTPOLUTHI OKKIIO3UPYIOT MUKPOLUPKYISIPOHOE PYCIIO, MPUBOJAS K MOBPEKICHHUIO cOCya, HH(papKTam
OpraHoB, 0OJIEBBIM KpH3aM M APYrUM cuMITOMaM, accoruupoBanubiM ¢ CKB [3-9].

[Tpu CKb ogHOBpEeMeHHO MpOTEeKaeT JBa MaTOJOTHUYECKHUX Mpolecca: FeMOJINU3 U Ba30-OKKIIO3uUs [ 3-
9]

- 'eMosIM3 PUBOAUT K aHEMUU U PYHKIIMOHAIBHOMY JIe(UIIUTY OKCHUJIA a30Ta, YTO B CBOIO OUEpellb
MPUBOJIUT K MOBPEXKACHUIO SHJIOTEIUS COCYAOB, Pa3BUTHIO TPOIU(EpaTUBHON SHIOTETUONATUN U TAKUX
OCJIO’KHEHUH Kak JIero4Has TUIepTeH3usl, IPUOTU3M U UHCYIIbT.

- Ba30-0KKi11031s BBI3BIBAET OCTPYIO M XPOHUYECKYIO MILIEMHUIO TKaHEH, 4TO MPOSBISETCS OCTPOr
001610 (00JIEBOM KpH3) M BHI3BIBACT MOBPEKICHUE OPraHOB.

1.3. dnupemmonorna 3aboneBaHMA WU COCTOAHUA (rpynnbl 3aboneBaHUW wnu
COCTOSIHUN)

[To nanubiv BO3 B mupe 60seror CKb > 4 MUIIHOHOB 4enoBeK, €XKeroIHO TOIbKO B ApukaHCKUX
crpaHax poxaaercs 6-9 mwninoHoB narnueHToB CKb [10]. Okono 80% mnarnuentoB CKB — appukaHisl,
nocrarouyHo yacto CKb Berpeuaercs B Hnuu u apaOckux cTpaHax, a TakkKe Cpelld BBIXOLEB U3 ATUX
CTpaH, MpPOXXMBAIOIIUX B JAPYIMX peruoHax (CTpaHbl CEBEpPHOM AMEpUKH, EBpONEWCKHE CTpaHbI,
Benuko6puranus), Tak B CILIA CKbB BcTpeuaercs ¢ wactoroil 1 ciyqait Ha 5000 nHacenenus, Bo @panuuu
— 1 ciyqaii Ha 2500 Hacenenus, BenmukoOpurtanuu — 1 ciyqaii Ha 2000 Hacenenus [10]. dns Poccuiickoit
@enepann CKb — penkoe 3abosieBaHHE, HEMHOTOYHCIICHHBIE CIydad BCTPEYAIOTCS B OCHOBHOM B
MOTPAaHUYHBIX C pecnyOnukoil AszepOaiikan obnactsax [6]. B cpeanem nanmentst CKB B pa3BHTBIX
ctpaHax noxxuBatot 0 30-40 et [10].
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1.4. OcobGeHHOCTU KoauMpoBaHMA 3aboneBaHMA WU COCTOSIHMA  (rpynnbl
3aboneBaHun wunu coctossHuM) no MexayHapooHOM cTaTMYeCcKOM Knaccudukaumm
6one3Hen n Npo6nem, CBA3aHHbIX CO 340POBbLEM

D57 — ceprnoBUHO-KIETOYHbIE HAPYLLIEHUS

D57.0 — cepnioBuaHO-KIIeTOYHAsA aHemus ¢ kpuzoM (HbSS Gonesns ¢ kpuzom)

D57.1 — cepnioBuAHO-KJIETOYHAS aHEMHS 0e3 Kpr3a

D57.2 — nBoliHbIE TeTEPO3UTOTHBIE CEPIOBUAHO-KIETOUHBIE HapymeHus (6one3np HbSC, HbSD,
HbSE u np.)

D57.3 — HOCHTENbCTBO MPHU3HAKA CEPIIOBUIHO-KICTOYHOCTH

D57.8 — npyrue ceprioBUIHO-KIICTOYHBIC HAPYIIICHUS

D56.1 — cepnioBHTHO-KIJIETOYHAsT OE€Ta-TaIaCCEMUS

1.5. Knaccucmkauma 3aboneBaHUsi UM COCTOAHUA (rpynnbl 3aboneBaHUn wunu
COCTOSIHUN)

B nactosmiee Bpemsi CKb moapazaensiercs B 3aBHCUMOCTH OT HaJIMYUS, WM OTCYTCTBHS KpU3a U
crieruduyeckoro rerorurna [1-6].

- CepIIOBUIHO-KIIETOYHAS aHEMHS C KPU30M;

- CEepIIOBUIHO-KIIETOYHASI aHEMUsI 0e3 KpHu3a;

- CEepIIOBUIHO-KIICTOYHbIC HAPYIICHHS C KPH30M;

- CEepIIOBUIHO-KIICTOYHbIE HapyIIeHHs 0e3 KpH3a,

- CEepIIOBUIHO-KIIETOYHAS OETa-TajgacceMusl ¢ KPU30M;

- CEpIIOBHUIHO-KJIETOYHAsI OeTa-TanmacceMus 0e3 Kpu3a.

1.6. KnuHnyeckas kapTMHa 3aboneBaHnsA UM COCTOAHUA (rpynnbl 3aboneBaHMn unm
COCTOSIHUN)

brenHOCTh KOKHU M CIAM3UCTBIX 000I04Y€K, MHOT/AA JIErKasi UKTEPUUYHOCTb, NOSIBIISIOTCS B BO3pacTe 3-
6 MecC. U YCHJIMBAIOTCSI C BO3PACTOM.

CruteHoMeranusi MOXKeT IIPUCYTCTBOBATh Y HEKOTOPBIX MAllMEHTOB B BO3pacTe crapiie 6 MecsIeB,
HO y OOJIBIIMHCTBA K 6-8 rojilaM HacTynaeT acIICHHsI BCIEICTBUE Ba30-OKKIIO3UBHBIX KPH30B.

I'emaToMeranust MOKeT IPUCYTCTBOBATh y NAIIMEHTOB MepBbIX 10 JIeT )KU3HU.

boneBoil cuHApPOM pa3zaMUYHON JIOKaJW3allMM W WHTEHCHBHOCTH Yy MAlMEHTOB crapuie 1 roxaa
BCJIEJICTBHE Ba30-OKKJIFO3UBHBIX KPU30B.

Cy6dubpunuret/dedbpuibHas IUXopagKa BCIEACTBUE Ba30-OKKIIIO3UBHBIX KPU30B Y TMAIEHTOB
crapuie 1 roa.

OtcraBanue B (pU3MYECKOM U [10JIOBOM Pa3BUTUH B IETCKOM M MOJIPOCTKOBOM BO3pacTe.

Pazputune Tex wnm wuHbBIX ocinoxHeHud CKbB compoBoxpaercss pacuIMpeHHeM KIMHUYECKUX
MPOSIBIICHUH.

OcHoBHas mpUuYMHA CMEpPTHOCTH M uHBanuau3auuu nanueHtoB CKbB, ocobeHHO B aeTckom
BO3pacTe — UHCYNbTHI, KOTOpble BcTpeuatorces y 5-10% nereit ¢ CKbB, "Hemble" HHCYIBTBHI BCTpEYarOTCA
no 20% mnanuentoB CKB B Bo3pacre mo 20%. BTopoii CyliecTBEHHONW NPUYMHON WHBAIMAWU3ALMUA U
cmeptHocTH Tipu CKbB sBrisiercst octpeiil rpyanoit cunapom (OI'C), kOTOpbIil pa3BUBAaeTCs BCIEJICTBHUE
uHpekmu, uHDApKTa JErKoro WiM MX KOMOWHAIMHM, M OCTpas ceKBecTpauusi B ceieseHke [11-21].
Jlpyrue TpuYMHBI WHBAIMAW3ALMKA — TOPAXKEHWS JIETKUX, II€YEHH, IIOYeK M TJa3, IpHanus3M,
aBacKyJISApHBIH HEKpO3, OCTEOMMENHT, Tpouyeckue s3Bbl HIKHUX KoHeuHocTed [11-21]. OmHoit u3
OCHOBHBIX IpuunH rocnutanuzauuu npu CKb sBusiorcs OosieBble Kpu3bl J1I000H JOKaIM3alluU |
uHTeHcuBHOCTH [1-8]. XKusneyrpoxkatomue octpo BosHukatomue ocnoxHenus CKb — ¢ynpMuHaHTHBIN
cericuc, octpbiii rpyaHoit cunzapom (OI'C), ocrtpas cekBecTpauuss B Cele3€HKE WIM I€YEHH,
UIIEMUYECKUN WM FeMOpparndeckuil MHCYIbT, cyOapaxHouaanbHoe kposousnusaue, OITH, COITIOH,
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CHHIPOM OWJIIMApHOW OOCTPYKUMHU (BHYTPUIIEYCHOUHBIH XO0JIeCcTa3), (YIbMUHAHTHBIA MpPUAIN3M,
NOCTTPAHC(HY3MOHHBI  CHUHIPOM THIIEPTEMOJIN3a, OCTpPhle O(TATbMOJOTHUECKHE  OCIIOKHEHHS,
OCTEOHEKPO3 KPYITHBIH CYyCTaBOB (HapuMep, Ta300eIpeHHbIX, mieyeBbix) [1, 2, 11-21].

BCJIC[[CTBI/IC MHOT'OKpPAaTHBIX BAa30-OKK/IIIO3UBHBLIX KPU30B CCJIC3CHKH PAa3BHUBACTCA aCIIJICHUSA, YTO

COIPOBOXKIACTCSI PE3KMM BO3pACTaHHEM PHCKAa CMEPTH OT MH(EKINH, 0COOCHHO MTHEBMOKOKKOBOW [1-6,
22].

WucyneT — onHo u3 ocHOBHbIX ocnoxkHeHudl CKb, compoBoxiaroiiee 3HAYUTENIBHOM
MHBAIMM3AIMEH TAIMEHTOB. Y MAIMEeHTOB, MEPEHECIINX HMHCYIbT, CTPAJAaeT KOTHUTHBHAS (DYHKIHS H
HAPYIIAETCA  COLMAJbHAs  aJamnTarus. KoomneparuBubie  uccnegoBanusi CKb  moxkazanm

MIPEUMYILECTBEHHOE Pa3BUTHE UHCYIbTa y nanueHToB ¢ HbSS (B 4 pa3a Beiie, ueM y nauuentos ¢ HbSC
U Jp.), IpUYeM MPEeUMYILECTBEHHO B Bo3pacte 2-5 ser, 3a0oneBaeMocth uHcyiabTamu B CIIA cpenn
nanueHtoB ¢ HbSS cocrabnser 0,6 Ha 100 nmamuenTo-ner, k 20 rogam — 11% Bcex maruenToB CKb [1-6,
8, 12, 18-21, 23].

VYV mnamuentoB CKbBb o4eHb 4YacTo OTMEUAIOTCS pa3IMYHBIE OTKIOHEHUS OT HOPMBI CEPACUHO-
COCYJUCTOM CHUCTEMBI HE 3aBUCHMO OT BO3pacTa: KapJMOMETaJus W THIEPAKTHUBHBIN IpeKapaualibHON
OTJieN, CUCTOJMYecKue IIyMmbl (y OOJBIIMHCTBA MAlMEHTOB), MPEXKIACBPEMEHHBIE COKpalIleHHUs (4acTo
MPUCYTCTBYIOT Y B3pOCIBIX MHalleHToB). dusnueckas pabOTOCMOCOOHOCTh CHIKAETCS MPUMEPHO 0
oJIOBUHBI y B3pocibix nmanueHToB ¢ CKb u ot 60 10 70 mpouEHTOB y IE€TEH, YTO CBSA3AHO C TSAHKECTHIO
anemun [1-6, 24, 25]. Kapamomeramus u mIymMbl B CEpJIle 4YacTO IMOJHUMAIOT BOTPOC O HAIUYUU
3aCTOMHOM CepJAeYHOM HeA0CTaTOYHOCTH. COKpaTMMOCTh MHOKapJa HOpPMallbHas, W sBHas 3acTONHas
ceplieuHasl HeIOCTaTOYHOCTh ObIBaeT penko, ocoOeHHO y naeredl. Korma cepiedHas HeZ0CTaTOYHOCTH
MIPUCYTCTBYET, OHA YacTO CBS3aHA C BTOPUYHBIMHM NMPUYMHAMH, TAaKUMH KakK Teperpys3ka *KHUIKOCTHIO.
Cepneunblii BRIOPOC YBETUYMBACTCS B TTOKOE W B IaJIbHEHIIIEM BO3pacTaeT ¢ GU3NUECKON Harpy3koi [ 24-
26]. OKTI" gacto umeroT Hecnenuduueckne HapyIieHus, HalpuMep, MPU3HAKH YBEITUUYCHHE KETYT0IKOB.
B cocTtosiHuu mokos cepAeuHblil MHAEKCAa B 1,5 pasza BhIllle HOPMAJIBHOTO 3HAYEHHUS, U YBEIUUUBACTCS
OoJspie BO BpeMs (DU3UYECKON HArpy3KH, 4YTO HE TIOJHOCTBIO OOBsCHSETCA coiepkanuemM Hb wmm
KHCJIOPOJIa, YKa3bIBasi TEM CaMbIM Ha TOBBIIICHHE MOTPeOIeHUs KUCcIopoaa Muokapaom [1-6, 8, 12, 14,
24-26].

[TarueHTH! CTapiero AETCKOrO BO3pacTa YacTO MMEIOT YBEJIMYEHHE pa3Mepa IOJOCTH JIEBOro U
MIPABOTO KEJIYIOUYKOB U JIEBOTO MPEACeprsi, YBEIMUECHUE TOIIUHBI MEXOKETYA0UYKOBOI MEPEropoiKu U
HOPMaJIbHYIO COKPAaTUMOCTh MHUOKap/a. DTH U3MEHEHHs, 3a UCKIIOYEHHEM IPaBOro >KeIyJouyka, ObUIH
oOpaTtHO mponopuoHanbHbl Hb 1 yKka3pIBaloT Ha JUIaTallMIo JIEBBIX OTIEJIOB CEp/lia, YTO TAaK:Ke 3aBUCUT

OoT Bo3pacta. [lpy HaIMYMKU TOMO3UTOTHOMU 0-TaacCeMMUH-2 | pasMephl JIGBOTO JKENyI0YKa OBLIN
0ojiee HOpMalbHBIE, HO TOJIIIMHA CTEHOK Obllla yBelWYeHa. DTO pa3iudue ObLIO SBIAETCS PE3yIbTaTOM

6onee Bbicokoro Hb Bcienctue O-TAIACCEMHH — Ten pe menee, yaydileHHs TOJIEPAHTHOCTH K
bu3HUecKOl Harpyske He ObUIO OTMEUEHO, BO3MOXKHO, HM3-3a aHOMAJIbHBIX CBOMCTB CEPIIOBHIHBIX
SpUTPOIUTOB [24-26]. BeimoT B nepukapae npucyrctBoBai y 10% ManueHToB, 4TO TaK)Ke HAXOAUTCS B
oOparHoii 3aBucuMoctr oT Hb [24].

Aprepuanbaoe napiienue y nanueHtoB ¢ CKB Bbie, yeM oxugaercss NMpH MMEKOLICHCS Y HUX
CTETICHU TSDKECTH aHEMUH, UTO TPEJIoJIaraeT HalMuue OTHOCUTEIBHOW apTepualibHOW TUIepTeH3uu [ 27,
28]. HeboubImioe rccneqoBaHue MoKa3aao B3auMOCBSI3b MEXK Ty OBBIIIICHHEM AJl M pa3BUTHEM HHCYJIbTA.
BbDKHMBaEeMOCTh CHWKAETCSI, PUCK Pa3BUTHs WHCYJIbTa pacTeT npu moBbimieHnd AJl. UTo mo3Bosmiio
MPEINOJIOKHUTh  MAaTOTCHETHYECKYI0O  BaKHOCTh  "OTHOCHUTENBHOW"  apTepHalibHOW  THIIEPTECH3UU.
VYBeJIMYeHHUE TPOJOJDKUTEIIEHOCTH JKU3HHU, 00Jiee BBICOKOW pacpOCTPAHEHHOCTH CEPIIOBUIHO-
KJIETOYHOU HedponaThu, moTpedieHue BRICOKOKATIOPUIHOH, BBICOKO-COJICBOM JHUETHI, BCE 3TO, BEPOSTHO,
CMOCOOCTBYET YBEJIMUCHHIO BCTPEYaeMOCTH aOCONMIOTHOM rumepreH3uun y manueHToB ¢ CKbB. Ecnu ato
npuOaBUTh K OYCBHJHBIM PHUCKaM JaK€ OTHOCHUTEIbHOW apTepUaNbHOW THMEPTCH3UH U (aKTy, 4TO
CHIDKEHHE apTepuaibHOro naBieHus y ogeit 6e3 CKA MoXeT mNperoTBpaTHTh MOCICICTBUEC
THIIEPTOHUH, MPEACTABIIACTCS Pa3yMHBIM PAacCMOTPETh AHTUTHMIIEPTEH3UBHYIO TEPAlHI0 y MAIUEHTOB C
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CKBb ¢ norpanuuHo# runeprensuei [27, 28].

Wudapkr muokapaa y manuentoB CKb BcTpedaercsi 10CTaTouyHO PEaKO, OKKIIFO3HMS KOPOHAPHBIX
apTepuii Takke KpaiiHe penka [29], 4To MO3BOJISIET MPEAIONIOKUTh, YTO BACKYJIOMATHS MEJIKUX COCY0B
NPUBOAMT K mopaxenuto cepana. Y namueHToB ¢ CKB moxer ObITh MIIEeMHUs: MHOKap/a, OSTOMY TPH
*anobax Ha 00Jib B rpyau HE0OX0uMo ee uckiaodath [29, 30].

VY B3pocnbix nmanueHToB ¢ CKb WacTo ObIBaeT BHE3amHasi CMEPTh, YTO CBSA3aHO C AUCHYHKIUEH
npoBouAtiel cucrems cepama [30].

OI'C — octpo BO3HHKIIEE 3a00jieBaHUE, XapakTepusyromieecs Jmxopankou (Beime 38, 50 C) u
pEeCIMpaTOpPHBIMA CHUMITOMAaMH (YKOpPOYEHHWE [BIXaHWs, TAaXHUITHOD, IIYMHOE JbIXaHHWE, XPHIIHI,
ocnalieHne NIbIXaHHs), COMPOBOXKIAIOUIMMHUCS CBEKUMH HHOWIBTPATUBHBIMU M3MEHEHUSIMH B JIETKUX
npu pertrenorpapuu [1-6, 31, 32]. IlockoyibKy MOSIBICHHE PATUOIOTUIECKUX H3MEHEHHH MOXKET
OTCTaBaTh, JUArHO3 ycTaHaBiIMBaeTcs He cpazy. OcHoBHOW (axTop pucka pazsutus OI'C — reHoTun

CKB: mambonee gacto Berpedaercs npu HbSS, mambonee penxo mpu S/B+-ranaccemuu-2 [31, 33,
34]. OI'C — nanbonee yactasi IpUYMHA XUPYPTUYECKUX BMEIIATEILCTB M aHecTe3nn y narnueHntoB CKb
[33]. detn umerot 6ostee Boicokyro yactoTy passutus OI'C, HO ipu 3TOM 00Jiee HU3KYIO CMEPTHOCTH (<
2%), uem B3pocisie (4-9%) [31, 33]. V mammentoB HbSS cnyuam passutus OI'C acconmupoBaHbl C
Hm3kuM  HbF, BBICOKMM TreMaToOKpuUTOM, JICHKOIIMTO30M H  OTCYTCTBHEM  COHACIEIOBaHUS

O-TJIACCEMUM |y rereii oTMeuaeTcs CE30HHOCTh B yacToTe pasButus OI'C: HIDKe JIeToM, yalle
3WUMOM, KOTJ/Ia BBICOKAs BEPOSATHOCTH OCTPHIX PECIUPATOPHBIX 3a00JICBaHMNA. Y B3POCIBIX MAIUECHTOB
CKb ce3onnocts pazsutuss OI'C moutu otcyrctByer. OI'C  moxkeT mporekath ¢ uiau  0e3
MPOTPECCUPYIOMIEH  JIBIXaTEJIbHOM HEAOCTATOYHOCTH, XapaKTEPU3YIOLIECUCS HEKapAUOJIOTHYECKUM
OTEKOM JICTKHX M TSDKEJI0M runokcemueii [31-34].

B Gonpmom knuHMueckoM uccnenoBanuu [33, 35], cpeau npuumH, Bh3BaBmKX paszputhe OI'C,
ObUTH OTMEYeHbI XKupoBas 3MOomus jerkux (16,2% cinyudaeB pazputust OI'C; y MOXKUIBIX MallUEHTOB C
HU3KOM caTypauuen kuciopona — 44-77% cnydaeB pazsutust OI'C), undexunu (54% ciaydaeB pa3BUTUA
OI'C). Cnextp mHpeKIMOHHBIX areHToB — xuamuauu (13%), mukoruiasma (12%), paznudHble BUPYCHI
(12%), Gakrepuu, BiItouas St. aureus, Str. pneumonia, Hemophilia influenza (8,2%).

KpartkoBpemennbiii nmporao3 OI'C ¢ orpaHUYeHHBIM BOBJICYEHUEM JIETKUX M JIETKOW THIIOKCEMUEH
xopomuii. Ectb coobiienust o cBsa3u vacTeix 31u3070B OI'C ¢ pa3BUTHEM XPOHUYECKOTO 3a00JIeBaHUS
nerkux [33], He MeHbIee KOJUYECTBO MyOJIMKAIMiA cOOOIIaeT 00 OTCYTCTBUH Yy MAIMEHTOB C 4acTo
nosropsronumucs OI'C B Oyaymiem nmoBpeskacHus jterkux [31, 33].

Wudapkr u Hekpo3 kocTHOro Mosra — wusBecTHble ocioxkHeHuss CKbBb [36]. Korma wundapkr
MaCCHBHbBIN, TO HEKPOTH3UPOBAHHBIA KOCTHBIH MO3T M HP dMOOJH3UPYIOT Jieroubie cocymanl |35, 36].
Kanenpku >xupa MOTyT MONacTb B CUCTEMHBIH KPOBOTOK, UYTO TNPUBOAMUT K PAa3BUTHIO CHHApPOMA
cucreMHOU kupoBoit amOommu (CCXD) [37]. Takum o0Opazom, B JONOJHCHHUH K PECHUPATOPHOM
HECOCTOSITEIbHOCTH Y MallMEHTOB Pa3BUBAETCS MOJIMOPraHHas HEAOCTATOYHOCTh OT SMOOJIOB B OpraHax,
HanpuMep, noukax u Mosre. CCXKD moxer nopaxarh nauueHTtoB naxe c jerkum tedeHuem CKBb.
dakrtopel pucka passutus CCXD [37] — renotun HbSC, GepeMeHHOCTh, MPEAIIeCTBYONICE JCUCHUE
TIIIOKOKOPTUKOCTepouaaMu. KinHHYeckrue MpOsBICHHS] CUIBHO BapbUPYIOT M 3aBUCAT OT TOTO, KaKOU
OpraH U B KaKOW CTemeHH BoBieYeH. B Hauane — 0oyieBOi Kpu3 ¢ OBICTPBIM MOSIBIEHHUEM JUXOPAIKHU,
TUTMOKCEeMHH, a30TEMUH, TTOpaKEHHNe MeYeHH!, U3MEHEHNUE CO3HAHMS MU KOMBIL. [ 'eMaToIorndeckue yepThl
— TMpoTrpeccHupymolas aHeMmus, HOpMoOiIacTo3 B mepudepudeckoil kKpoBu, TpombOouutonenus, [IBC.
CCXD yacto momo3peBaercs, HO NOCTaTOYHO TSDKENO €ro MOATBEpAuTh. HempsMble goka3aTelbCcTBa
CCXKD — namuume makpo(aroB 3arpy:K€HHBIX >XUPOBBIMH BKIIOUEHHSMH B OpOHXOAIbBEOISPHOM
JaBaxe, )KUPOBbIE BKIIOYCHUS B KJIETKAX JIETOYHBIX MUKPOCOCY/IOB MJIM HAJTMYKE )KUPOBBIX BKIIOYCHHI B
neiikoMacce BEHO3HOW KPOBU MM MHOYKECTBEHHBIE OYard HEKp03a KOCTHOTO MO3Ta MPU CKAaHUPOBAHHH.
[Topaxkenue nerkux (OI'PC, sxupoBas 5MOONHUsSI JIETKMX) YacTO MPEAIIECTBYET WM COMPOBOXKIACT
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CCXD, rtakum oOpa3oM Hauatas TpaHC(Y3MOHHAs Tepamusi TUMOKceMuu Yy manueHToB ¢ OI'C
OCTaHaBJIMBaeT WiK npeaorspamaet pazsurue CCKD [35-37].

JuchyHKIMS MMEYeHU U JKETYEBBIBOIINX MyTel — oaHO M3 Haubojee yacThix ocnoxaenuit CKb
[38]. TI'emaroOuamapHble OCIOKHEHHS MOXKHO pa3[e/iuTh HA HECKOJbKO KATCTOPHil: CBSI3aHHBIC C
reMOJIM30M, BBI3BaHHBIE aHEMHUEH W ee TpaHC(PY3MOHHOHW Teparuei, MociIenCTBUS "CeprnoBHIHOCTH" H
Ba30-OKKIIIO31H, 3a00s1eBanus HecBszanHbie ¢ CKbB [38].

XpOHUYECKUH TEeMOJIM3, C €ro YCKOPEHHBIM OOMEHOM OwinpyOWHa, TPUBOJUT K BBICOKOM
3200JIeBaeMOCTH KeTYHOKaMeHHO# Ooine3npio [38, 39]. Kak mpaBuiio, TOJIBKO MO MPUYMHE TeMOJIH3a
KoHIleHTpanust Ounmupyouna y manueHtoB CKB He mnpeBbimraer 68 MKMOJB/I, KOHBIOTHPOBaHHAsS
¢bpakius cocraBnser MeHee 10%. 3aMmeTrHoe yBeNWYEHHE HEKOHBIOTMPOBAHHOHN (pakuuu ObuIo
3apeTUCTPUPOBAHBI B CBSI3U C TEHETUYECKUM Je(PEKTOM TIIIOKYPOHMITPAHC(HEPA3HOH CHCTEMBI (CHHIPOM
XKunsoepa) [40, 41].

VYibTpa3BykoBoe 0OCIIeOBaHNE MOMYJSIIUNA MAMEeHTOB TO0Ka3aj0, YTO HA4Yallo >KeTYHOKAMEHHOU
00JIe3HU TPUXOTUTHCS Ha Bo3pact oT 2 1o 4 ner [42]. C Bo3pacToM dYacToTa BCTPEYAEMOCTH
XKEITYHOKaMEHHON O0ose3Hu yBenuuuBaercs, nocruras Kk 18 romam 30%. PacnpocTpaHeHHOCTh 3TOrO
OCJTIO)KHEHHUSI 3aBHCHT OT THIIEBBIX MPHUBS3aHHOCTEH MAIMEHTOB (TTAIMEHTHI, MMEIOINE B paIOHE
MUTAHUS TPEOOIIalaHue PACTUTEIFHBIX BOJIOKOH, PEKE MMEIOT XOJIETUTHA3) W TeHOTUNA 3a00JIeBaHusl.
KcenoOnotnku, Takue kKak 1edarocmopruHbl 3-ero MOKOJICHUS, MOTYT KPHUCTAJUTM30BAThCS B TPOCBETE
KEITYHOTO ITY3bIPs, a Pa3lIUuusl B MCIIOJB30BAaHUH TAaKMX aHTHOMOTHKOB MOXKET OOBSCHUTH HEKOTOPHIC

reorpaduueckue pasaMuMs B 4YACTOTE pa3BUTHA XonennmTuasza. ConacnemoBanme O-TaJIACCEMHM
YMEHBIIIAET CTEMEHb I'eMOJIN3a M, COOTBETCTBCHHO, YaCTOTY OOpa30BaHUs KaMHEH B JKEITYHOM ITy3BIpE.
OOcTpyKIHs OOMIETo JKETYHOTO MPOTOKA YacTO HEIMOJIHAS, MOCKOJIbKY TUTMEHTHBIE KaMHH HEOOJIbIIINE,
HO OHH BCE )€ MOTYT BBI3bIBATh XapaKTePHbIE OMOXUMHUYECKUE H3MEHEHUS X0JIecTasa. JKemaHoKkaMeHHast
00J1e3Hh MOKET MPOTEKATh ¢ WK Oe3 mankpearturta [38, 39, 42-44].

Kemunsiii ocamok nmpeAcTaBisieT coO0M BSI3KHI MaTepuall, KOTOPBIA HE TaeT aKyCTUYECKOW TCHH Ha
VY3U u MoxeT ObITh MPEABECTHUKOM PA3BUTHUS JKEITYHOTO KaMHs. HexkoTopble aHTHOMOTHKH, TaKue Kak
nedrpuakcor**, moryr cmocoOcTBOBaTh oOpazoBaHuio ocanka. Mccnegoanust y mamueHtoB ¢ CKb
MOKA3bIBAIOT, YTO B XKEIYHOM ITy3bIpE OCAJIOK YacTO BCTPEUAETCS C KaMHSIMH, HO OCaJ0K caM Mo cede
MOXET W HE MPOrpeccupoBaTh B oOpazoBaHue kamHen [42-44]. Tem He MeHee, IEPHO]T HAOIIOACHHS 3a
MAIMCHTAMH B TAKUX UCCIICTOBAHUIX Mall.

JIuxopajika, TOIIHOTA, PBOTA M OOJIM B JKUBOTE — YacThIe MPOSBICHUS NIPU MHOTHX 3a00JIeBaHUSX
MIEYCHU, KHUIICUYHUKA, MMODKEIYJOYHON JKeJe3bl, MTO3BOHKOB, JICTKMX M HEBPOJOTMYECKHX 3a00JIeBaHUIA
[45]. B Tabamme 1 mnpencraBieH mepeueHb 3a00JIeBaHUi, KOTOpbIE MOTYT B Ae0IOTE HMETh
BBIIIICTIEPEYHCIICHHBIC CUMIITOMBI, U 9acTo BcTpedaroTcst y naueHToB CKb.

Tabnuma 1. [Ipuuuuel Gosiv B KHUBOTE (MpaBblii BEPXHHUM KBagpaHT) M U3MEHEHUS MEYEHOYHBIX
rokasaresieil B OMOXUMUYECKOM aHAIHU3€E KPOBU.

bunoma

®dokanbHas HOAYASpHAS TUTIEPILIA3US IEYEHH Y JIeTei
['pubkoBOE MopakeHUe MeYeHH

CreHo3 e4eHOYHOH apTepun

Nudapkr/abeuiece neueHu

Tpom003 meueHOYHOW BEHbI

Nimemust Me3eHTePUK/TOICTOKUIIICTHAS

[Tankpeatur
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[NepuannenauKyIsipHBINA abcrece
OKOJI0 TOJICTOKHMIIEYHBIN adcrecc

Wndapkr/aberecc nerkoro

Tpom003 MoyeuHoi BEHbI

Heo6xoauMo mpoBefieHUE TIIATEIBHOTO KIMHHYECKOTO 00CIIeIOBAHUS Ul YCTAaHOBJICHUS YETKOTO
nuarto3a. CuMHTUrpadust IEYEHN MOXKET ObITh M0JIE3HOM, HO €€ MCIOJIb30BaHUE SBIISETCS CIIOPHBIM U3-
3a BBICOKOTO IIPOLIEHTA JIOXKHO IIOJIOKUTENIBHBIX PE3YyJIbTATOB M HU3KOM INPOTHOCTUYECKOM LIEHHOCTH
MTOJIOKUTEIIBHOTO pe3ysbTarta. TeM He MEeHee, OHa MMEET BBICOKYIO OTPHULATENIBHYIO MPOTHOCTUYECKYIO
LIEHHOCTb. JIO)KHO TOJIOKUTENIBHBIA pE3ylbTaT MOXKET BO3HUKHYTb B pPE3yJbTAaTe€ JJINTEIBHOIO
roJIOJIaHuS, TSDKEIBbIX 3a00JIeBaHUI NeUeHH, OOCTPYKIIMKM BHENEUYEHOYHOM, XPOHUYECKOTO XOJIEHUCTUTA,
WM HAPKOTHUYECKU MHAYIIUPOBAHHOTO crnia3ma cguukrepa Onau.

OmnucaHo HECKOJIBKO CIIy4aeB IIPOTPECCUPYIOLIET0 X0JIeCTa3a, KOTOPbIE XapaKTepPHU30BaINCh OOJIBIO
B BEpPXHEM IPaBOM KBaJpPaHTE >KMBOTA, SKCTPEMAIbHO BBICOKHUM COJIEp’KaHHEM OWIMpyOMHa, PEe3KUM
MOBBIIIEHUEM IIET0YHON (hocdaTaspl, BapuaOeIbHbBIM MOBBIIIEHHUEM EYEHOYHBIX TpaHCAMHHA3, 4acTo
COTMPOBOXKIAIUCH MOYEYHOW HEJOCTATOYHOCTHIO, TPOMOOLMIIEHHUEN M BBIPAKEHHON TMIIOKOATYJSLHEH.

CMepTHOCTh 3a CUYET HEKOHTPOJIMPYEMOW KPOBOTOUMBOCTH M MEYEHOYHO-KIETOYHON HEAOCTATOYHOCTH
[46].

CexBecTpalusi B CeJIE36HKE — OCHOBHAS IPUYHMHA OCTPOTO TTYOOKOTO CHIKEHHUS TeMOTJI00MHA, YTO
HE PEIIKO MPUBOIHT K JICTATBHOMY UCXOy (Y IeTei OJIHA U3 OCHOBHBIX MPUYUH cMepTH) [22, 47].

Octpas cexBectpanus B cene3eHke (OCC) pa3BuBaeTcs B pe3yibTaTe 3aJePKKU APUTPOIMTOB B
CeJIe3eHKE C MOCIEAYIOUIMM Pa3BUTHEM CTPEMHUTENbHOr0 CHIKEeHUs Hb (1M BbICOKMM puCKOM pa3BUTHS
runokcuyeckoro moka. Jluarnoctuueckumu kputepusmMu OCC MOXHO CYMTaTh CTPEMHUTEIBLHOE
camxkenne Hb Ha 20 1/1 OTHOCHUTENBHO HCXOJIHOTO, PE3KO BBIPAKEHHBIM PETUKYJIOIHUTO3, OCTPO
paszBuBmasicsa cruieHoMmeranus. OCC MOXeT BOSHHUKHYTH B JIFOOOM BO3pacTe HauWHas C 5 HENEb KU3HH,
HanOoJiee 9acTo ¢ 3 MecC. JI0 5 JeT, 4acTo MPOBOIUPYETCS BUPYCHOW MM OaKkTepuaabHON WHQEKIHeH.
OO6brunble knuHu4Yeckue mnposisieHus npu OCC — BHe3amHas ciabocTh, OJNETHOCTb, TaXUKapAus,
TaxuIHo’ u yBenunyeHue xkuBota. CmeptHOcTh pu OCC coctapnser 20%. [Ipornoctuueckue dakTopbl
paseutuss OCC He omnpenenensl. Hambonee wacto m B Oosiee panHem Bo3pacte OCC pasBuBaercs y

nanuentoB ¢ HbSS CKB, pexe nmpu HbSC u S/ B+ -TajacceMuen (cpemuuii Bozpact 9 jer) [47].

[Touku y narentoB ¢ CKb nMeroT MHOKECTBEHHBIE CTPYKTYpPHBIE U (PYHKIIMOHATbHBIC HAPYILICHUS
Ha TMPOTSDKEHUHM Bcero HedpoHa [48]. Mo3roBoe BemIECTBO IMOYKH, MECTO PACIIOJIOKEHHUS MMOYEUHBIX
KaHaJbIEeB, COCYIOB (4YacTO Ha3bIBaeTCsA vasa recta) XapaKTepuszyeTcsi THUIOKCHEW, aluioM,
TUIEPTOHUYHOCTBIO, YTO CIOCOOCTBYeT monumepusauud HbS U, COOTBETCTBEHHO, CEPHOBHIHOCTH
SPUTPOLIMTOB, YTO MPUBOIUT K OBICTPOMY HAPYIICHHIO KPOBOCHAOXKEHHUS, a Beiaen 3a 3TUM U pyHkuuu. C
BO3PAaCTOM OTMEUAETCS PE3KOE CHUKEHHE KOJIMYECTBa COCYAOB B 3TOMl 00JIaCTH, OCTaBIIMECS COCYIbI
3HAYUTENIPHO PACIIUPEHbl M CHUPATIEBUIHO HM3BUTHI M YacTO CIENO 3aKaHuyuBawTca. B Tabmuie 2
CYMMHPOBaHBI BCe MoueuHbIie oclioxHeHus Bei3BanHbie CKbB [48].

Tabnuma 2. [Topaxxenue nouek mpu CKb.

Cocrosiue KomMmeHnTapun

Hapymenne pyHKIMH qucTanbHOTO HepoHa
I'mnocrenypus He cBszana ¢ anemuen

Hapymenue kucnoTHocTr Moun HenonHbI qrcTanbHBIN KaHAIBIIEBBINA allia03
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Hapymenue skckpennu kaius

Pa3BuBaeTcs HECMOTpsI HA HOPMaJIbHBIM OTBET Ha
PEHUH/aJIbIOCTEPOH

CybOHopMmainibHast (QYHKITUS TPOKCUMATBHBIX
KaHaJIbIICB

IloBbimicHNE

peabeopbiun P2-MUKPOTIIO0yIMHA
[ToBeienune peadcopouuu pochopa
[ToBbIlIEHNE CEKPELTUM MOYEBOW KHUCIOTHI

IToBeIIICHTE CCKpCUMHN KpCaTUHUHA

He npuBoaut x marosioruu

I'emouHamMuueckrve N3MEHEHUs
[ToBbIlIEHNE CKOPOCTH TOKA MJIa3Mbl B IOYKAX
[ToBbIlIeHNE CKOPOCTH KITyOOUKOBOM (PUIBTPALIUU

CHuxeHun QUIbTpUpyeMoi (hpakiuu

Menuupyercst mpocTariiaHAnHaMU

I'ematypus

B 80% cnmyuaeB pa3BuUBaeTCs B JICBOM MOYKE

MenymisipHasi KapIlIiHOMA MOYKH

[TanmunnspHbI HEKPO3

YacTo nNpuBOIUT K MOYEUHOM HEAOCTATOUHOCTH

OCTpaﬂ IIoOY€YHass HEJOCTATOYHOCTD

MosxeT codeTaTbcst ¢ PabIOMHOIA30M

WNHdexiys MOueBhIICIUTENbHBIX TyTeH

Ocob6eHHO y OepeMEeHHBIX

Hapymenune kiry6boukoB

Y B3pOCIbIX NAIIMEHTOB C BO3PACTOM UJIU

" "
eHTpaIbHO-AdprKaHCcKUM" ramIoTUIIOM
[Iporennypus Hentp bp

S
. knacrepa [3°-TJIOOMHOBOTO rena
HedpoTtuueckuii cunapom

XpOHI/I‘IeCKaﬂ noyceyHasd HEJOCTAaTOYHOCTh

l'unocTeHypust — HeCOCOOHOCTh KOHIEHTPUPOBATh MOUYy — HauOoJiee YacToe IOYeHYHOe
ocnoxxuenue CKB, xotopoe pa3BuBaeTcss yxe B PaHHEM JETCKOM BO3pacTe M MPOSIBISETCS B BUJE
sHype3a. Hapyimenue KoHIEHTpAlMOHHONW (PYHKIIMHM MOYEK YacTo codeTraercs ¢ HukTypuei [48, 49]. B
pe3ynbTaTe HapYIICHHON CIIOCOOHOCTH KOHIEHTpupoBaTh Mouy naueHTsl ¢ CKb Oosiee 4yBCTBUTETHHBI
K Jeruaparanuu, (QakTopy, KOTOPBIM MPOBOLUPYET Pa3BUTHE Baz0-OKKIO3uU. [loaTomMy mamueHTam c
CKb oueHp BaXXHO ynoTpeOJIATh MHOTO KUIKOCTU I KOMIICHCAIIMH €€ MOTEPH 3a CUET TUIOCTEHYPUHI
[49].

HouHnoit sHype3 MOkeT ObITh MPOSIBIIEHUEM TUIIOKCUHU TOJOBHOTO MO3Ta, YTO MPOMCXOJUT 3a CUET
npoiudepaTUBHON SHAOTEIUONATHA M MOXET ObITh OJHHUM M3 TPOSBICHHI "HEMbIX" HHCYIBTOB Y
narueHToB ¢ HbSS. Ecnu HouHO# sHYype3 coxpansieTcs y Aerel crapuie | roga HeoOX0auMO MPOBECTU
obOcnenoBanue pebeHKa A UCKIIOYEHHS MATOJOTUU MOYEBBLICTUTENLHON CUCTEMBI, TPOBECTH AHAIH3
MMUTBEBOTO peXuMa pedeHKa (paBHOMEPHO paclpeieinTh KHUAKOCTh B TeYeHHWe [Hs), Oecedy cC
POAUTEISIMU O HEOOXOIMMOCTH KOHTPOJISI 32 MOYEUCTTYCKaHUSIMH pebeHka (OyauTh peObeHka HOUBIO s
JIOTIOTHUTEBHOTO Moueucnyckanus). Ecniu k 6 romam He yaaioch KymUpOBaTh HOYHOM SHYpe3, TO
HE0OX0IUMO TMPOBOIUTH HcchenaoBaHne sO2 B HOYHOE BpeMs, PEKOMEHIOBATH JOMOJHUTEIBbHYIO
OKCUTeHanuto momemienus [1-5, 7, 8], mpu OTCyTCTBHHM OTBETa Ha CTaHAAPTHBIE IS KyMHPOBAHUS
HOYHOTO HYpe3a PEKOMEHIAIIMH PACCMOTPETh BOMIPOC O TEpanuu aecMorpeccuaom** [49].

VY maruentoB ¢ CKb yacto Berpeuaercs nuchynkuus kaHaubieB [49]. OObIYHO MalUEHThI UMEIOT
HOPMAaJIbHBIA OTBET Ha albJOCTEPOH W pPeHHH. [IepBUYHO — HEMOIHBIN alu03 AUCTATBHBIX MOYEUHBIX

10 n3 49


http://disuria.ru/
https://аптека-омск.рф/

KnuHunyeckne pekomeHgaumm — CepnoBuaHO-KNETOUHbIe HapyLleHus — 2021-2022-2023 (22.09.2021) — YT1BepxaeHbl MuHzgpasom PO

KaHaJIbIICB, TSHKECTh HAPYLICHUS! KUCJIOTHOCTH MOYH CBSI3aHA OTYACTH C TSDKECTBIO rUIocTeHypun [49].

Hapymenne skckpenuu Kajausi He IPUBOJAUT K TUIEPKATUEMUH TPH COXPAHEHUHN (YHKIMH MOYEK,
HO TPU HCIOJB30BAHUM TAIMEHTAMU AHTHTHUIIEPTEH3UBHBIX cpencTB (uHrubutoper AIlD, Oera-
aJIPeHOOJIOKATOPBI U KauiicOeperaroiine JUyPEeTUKH) MOXKET Pa3BUThCs runepkanuemus [1-5, 7, 8, 49].

[loBbllIEHNE CEKpeLUH KpEeaTMHUHA MPUBOJUT K HU3KOMY COJEP)KAHUIO KPEaTUHUHA B CHIBOPOTKE
KpPOBH H, TaKUM 00pa3om, nepeoneHke GyHKuuu kiryooukoBoi ¢usTpanun y nanuentoB CKb. Pa3numa
cocraBisieT 10 30% mpu OLEHKE CKOPOCTH KIYyOOYKOBOW (PHUIBTpAlMM MO KIMPEHCY WHYIUHA. DTy
0COOEHHOCTh HEOOXOIMMO YUUTHIBATH NPH Ha3HAYEHUH MPENapaToB, Y KOTOPHIX MOYKH — OCHOBHOH ITYTh
BbIBeieHUs [49].

HecmoTpss Ha mnoBbllleHHe cekpeunn MouyeBod kucnotel namueHtsl ¢ CKB wacro umeror
THIIEPYPUKEMUIO U TIPEIPACIIOIOKEHBI K BTOpUYHOMU moaarpe [49].

I'emarypus — vacroe ocnoxnenue npu CKb, koTopoe pa3zBuBaercs a pe3yibTare MoJIMMepU3alin
HbS u cepmoBHIAHOCTH OSPUTPOLMTOB B MO3roBoM ciioe modek [1-5, 7, 8]. Ona moxeT OBITH
MaHU(ECTHBIM TPU3HAKOM MANMUIIPHOTO HEKpO3a WM MOYEYHOH MemysuisipHoi kapuumHoMmbl [49]. B
OOJIBIIMHCTBE CIy4aeB KPOBOMOTEPS MPOUCXOJUT U3 JIEBOM IMOYKH, KpalHE pPEAKO BOBIIEKAETCS
OwmtatepanbHas OYKa.

I'ematypust MokeT nosiBUThCs U 'y Hocutesneid HbS (HbAS) [1-5, 7, 8, 49].

OIIH pa3BuBaercs y nanueHToB ¢ CKb kak 01HO U3 IpOSABIEHUN CHHIPOMA OCTPOU MOJMOPraHHOMN
HegocratouyHoctu (COIIOH) [1-5, 7, 8, 49]. DTOT cuHAPOM XapaKTepU3yeTcs BHE3AIMHbIM HadajioM
TsDKENON JUCHYHKIIMU KaK MHHAMYM JIBYX OCHOBHBIX CHUCTEM OpraHu3Ma (HalpuMmep, IMOYKH, JIETKHE,
MeYeHb) B TEUYEHHE OCTPOro 00JeBOro Ba30-oKKIO3UBHOrO Kpu3za. Ilaropusunonorus COIIOH — Ba3zo-
OKKJIIO3MSI MEJKHUX COCYIOB B OpraHax-MHIIEHSX C pa3BUTHEM HWIIEMHHM [apeHXUMbl OpPraHOB U
Hapymenue ux ¢pynkiuu. OITH mMoxkeTr conmpoBoknaTe padI0MHUOIH3.

[Ipotennypusi, KOTopast MOXET NMPOTrPecCUpPOBaTh B HEPPOTUUECKUM CUHIPOM, — Haubojee yacTas
MaHudecTarus nopaxkenus kayoouxkos y manueHToB CKb [1-5, 7, 8, 49]. bonee Toro, mo 40% manueHTOB
CKB (HbSS) mMoryr mepeiitu B XpOHHYECKyIO moueunyio HemoctarouHocts (XITH) [50]. MurubuTtopst
AII® MOTryT yMEHBIIUTH MATOJIOTHYECKHE H3MEHEHUs Takue, Kak (POKaJIbHBIM WM CETMEHTapHBIN
TJIOMEPYJIOCKIEPO3, CHU3UTH HKCKpElHIo Oejka MOoYKaMH Yy MAalMeHTOB C paHHeH MaHudecTanuen
CEepIIOBUIHOKIETOUHOM HepponaTuu. [loueyHas HeIOCTaTOYHOCTH OOJIee paHO Pa3BUBAETCS Y MALIMEHTOB
¢ HbSS, wem c¢ HbBSC. Ilpeaukropamu pazsutus XIIH y mammentoB CKb (HbSS) smastorcs
apTepualibHas TUIEPTEH3Us, IPOTEUHYPHsI, BO3pacTarouas TSKECTh aHEMUU U TeMaTypus, KpoMe Toro,
BbICOKMI pucK pa3Butust XIIH oTmewaercs y manmenTtoB ¢ "LleHTpanbHo-AdpuKaHCKUM' TaljIOTUIIOM

xnacrepa BS-TJIIOOMHOBOTO reHa |

[Tpuanu3m — croiikas caMoNpou3BoJIbHAs Oone3HeHHas spekius [51]. Cpequuii Bo3pacT pa3BUTHS
sToro ocinoxHenus 12 ner, k 20 rogam 89% myxunH nanueHToB CKB ummenu oIuMH WM HECKOJBKO
5nu3070B. IlpuunHa pasBUTHS — Ba30-OKKIIO3US BEHO3HOIO JApeHaXka MoJoBoro wieHa. [lpuanusm
CUMTAETCs JUIMTENbHBIM, €CIM HpOoJOJDKaeTcss Oojiee TpeX YacoB, KPAaTKOBPEMEHHBIM, €CIM €ro
IPOJOJDKUTEIBHOCTh OT HECKOJIBKMX MHUHYT JI0 TpeX YacoOB M KymupyeTcs camocTosrensHo [1-5, 7, 8,
51]. IloBTOpHBIE 3MU30/bI MpHANIU3Ma NMPUBOIAT K (ubpo3y u nmnoreHuu. Heobxoaumo oOBSCHUTH
NalMeHTaM, 4TO MPOBOLMPOBATH PA3BUTHE NpHANKM3Ma MOXKET IOJIHBIH MOYEBOW MY3bIPb, MO3TOMY
HEOOXO/JMMO PEryjlIpHOE YacTO€ OIOPOKHEHHWE MOYEBOTO IMy3bIps; JJIUTENbHas CeKCyaJabHas
aKTMBHOCTb;, HApKOTMKM U CHJBHOJCWCTBYIOIIME IIpernaparsl (Hampumep, KOKauH, aJKOroJb,
TECTOCTEPOH, MCUXOJENTUKH, CHIIZIeHadu); HHPEKIHUS MOYEBBIIECIUTEIBHON CUCTEMBI, TpaBMa ypeTphl
[51].

XpOHI/ILICCKI/Iﬁ réMoJin3 1npu CKb IMPUBOAUT K T'HIICPINNIA3UU SPUTPOUIHOTIO POCTKA KOCTHOT'O MO3ra,

YTO CONpPOBOXKAAETCS Jedopmanueil Koctell, 6onee 3ameTHOI Ha rosioBe. Hapyiienue pocta BepxHei
YEJIOCTH IPUBOAUT K IPOTPY3UH PE3LOB U HAPYLIEHUIO NPUKyca. B UIMHHBIX KOCTSAX OCTEONECHUS
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MPepacroaraeT K MmaTroJOTHUYECKUM IepeioMaM KOCTel. AHaJIOrUYHbIe U3MEHEHHs HAOIIOAAI0TCS U B
TeJax MO3BOHKOB, YTO COIIPOBOKIAETCS KOMIIPECCHOHHBIMU IEPEIOMaMH, IIPUBOASIIMMU K YIIIOILIEHUIO
u kuoTrueckor aedopmaruu mo3BoOHOYHUKA. [IpoTpy3us rosioBku OeAPEHHOIN KOCTH C OJJHOM MU ABYX
cropoH y manueHToB ¢ CKbB, Takke 00bsACHSIETCS OCTEOTICHUEH BCIEACTBUE SPUTPOUIHON THUIEPILIA3uU
[52].

ABacCKyJISIpHBI HEKPO3 TOJOBOK IJICUEBOW M OEJPEeHHOW KOCTEH MOXKET MPOHM30HTH IMpH JIO00M
reHotune CKB. T'oyoBka muieueBOM KOCTHM dHalle MOBPEXAACTCS Yy MAlMEHTOB CTapiieid BO3PACTHOM
rpynnsl. [Ipu coxpassromuxcss OONSX B IUICYEBOM HW/WIM Ta300€APEHHOM CycTaBaxX HE0O0XOAUMO
nposeneHrne MPT COOTBETCTBYIOIIETO CycTaBa C OINMPENEICHUEM PaJUOJIOTHUYECKON CTAJMU MOPAKEHUS
[52, 53].

Koctu u cycraBbl — 0OCHOBHbIE MecTa 00JIM MPU Ba30-OKKIIO3UMOHHBIX Kpu3ax. BHe3anHbil uHpapKT
COMPOBOXKIAETCA OCTPOM OOJBI0 M JAPYTMMH CHMIITOMaMH, CXOIHBIMU C ocTeomMuenutroMm. Haubonee
4acTo MH(APKTHl MPOUCXOAAT B MO3BOHKAX, KOCTAX Ta3a, AJIMHHBIX KOCTSAX (HamboJjiee 4acTo IuieueBas
KOCTb, Oep1ioBasi KOCTb, OeipeHHasi KOCTh; YKa3aHbI [0 MEPE CHIKEHUS YaCTOThl MOPAXKEHUS), IPH ITOM
yalle MOpaXaroTcsl AUCTalbHbIE OTHeNbl. KIMHUYECKM OTMEYaeTcsi — OTEYHOCThb, YIUIOTHEHHE H
MOBBIIIEHUE TEMIIEPATYPhl KOXKHM HaJl 04aroMm, CHIJKEHHE 00beMa JIBIDKEHUs B Onu3iexaiieM cycrase. B
OTJIMYME OT OCTEOMMENHUTa JIMXOpaJKU Kak MpaBWIO He HaONIONaeTcsl, PEIKO MOXKET ObITh
cyOdebpunuTer, KpaiiHe peKo OTMeUaeTcs JEBbI CABUT B JIeMKoUUTapHOU popmyne. Crneunduueckoit
PEHTTEHOJIOTUYECKON KapTUHBI HET, MOATOMY AU(PHEpEeHIUpOBaTh OT OCTPOr0 OCTEOMHENUTa BechMa
crnoskno [1-5, 7, 8, 52].

JIaKTUIIUT WM CHHIPOM "PYKH-HOTH'" OTMEYaeTCsl TOJIBKO Yy HOBOPOXKJIEHHBIX M JET€W PaHHETrO
Bo3pacta. OIHOBPEMEHHO MOXKET OBITh TOpaXeHa OJHA WIM Bce 4 KOHEYHOCTH. KimHudeckue
MPOSIBIIEHUSI — 00JIb B MSACTHBIX, TUIFOCHEBBIX M (DAJIAHTOBBIX KOCTAX PYK U HOT, OTE€UYHOCTb TUIHUYHO
pacronaraercs 1o ThlJIbHOM NOBEPXHOCTH KUCTH U CTOIBI, ITPOJIOJIKAACH HA MAJBLBI. PEHTreHonornyecku
OTMEYAETCS YTOJIIIEHUE HAAKOCTHULIBI M "MU3bEIEHHOCTh MOJIBbIO" MOPaKEHHOW KOCThIO. CHUMITOMBI
00BIYHO TIPOXOIAT uepe3 1-4 Heaenu Oe3 Kakux-aubo mocneacteuii [1-5, 7, 8, 54].

Tpoduueckue sS3BbI HIDKHUX KOHEYHOCTEH y JieTel BcTpedaroTes peako [1-6]. Tpodudeckue s3BbI
KaK [paBWIO JBYXCTOPOHHHE, JIOKaIM30BaHbl B o0OjacTu JoapbkeK. OHHM MOTyT OBITH Kak
0e30071€3HEHHBIMU, TaK M COINPOBOXKAAThCS HHTEHCHUBHOW Oosbo. IlaTorenes m0 KoHLa He sCeH,
Haubojiee BEPOSITHO OHU SABIIAIOTCS CJEACTBUEM HAPYIICHUS MUKPOLMPKYISIUA CEePHOBUIHBIMU
SPUTPOLIMTAMU M HU3KOM OKCUreHanuu TkaHeil. He nckitouaetcst posib nepuimuTa HUHKA B UX Pa3BUTHH
[1-8]. Tepamus ruapoxkcukapbamMugIOM™** MM MPOTPAMMHOM 3aMECTUTEIBHON TEparueii SpUTPOLIUTHONR
Macchl He BJIMSIOT Ha YaCTOTY Pa3BUTHUS U CTENEHb TSHKECTU TPO(HUIECKHUX 5I3B.

Ocnosxuenust 6epemennoctu y nanueHTok ¢ CKb (tadnwuima 3) [55].

Tabnuma 3. OcnoxkHeHusa 6epeMeHHOCTH Y skeHIuH, nanueHntoB CKb.

Co cTopoHBI MaTepu BerpeuaemocTts Co cTopoHBI 1012 Berpeuaemoctsb
[Ipesknamncus 14 Breikuapimn 6
OknamIcus 1 MepTBOpOKICHHbBIE 1
[Muenonedpur <1 3anep:kka BHYTpUYTPOOHOTO 21
pa3Butus (< 10 mepceHTHIIA)
[Ipenniexxanue miaaneHThbl 1 Henonomennocts (< 37 Henens) |27
PazpsiB MeMOpaHbI 6
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[IpexneBpemennsie poasl |9

Ocrtpast anemus (CHIKeHHE |3
Hb na 30% Huxe
HCXOJIHOTO)

Marepunckas cmeptaocts | 0,45

2. [OwarHoctuka 3aboneBaHUss WU COCTOSAAHUA (rpynnbl  3aboneBaHun UNuU
COCTOSIHMA) MeAULIMHCKME MOKa3aHMA U NPOTUBOMNOKAa3aHMA K NPUMEHEHU MeToAOoB
ANarHoCTUKU

Huarno3 CKb ycranaBnuBaeTcs Ha OCHOBAaHMM KIMHUYECKUX TMPOSBIEHUN U JaHHBIX
naboparoproro oocienoanus [1-8], Mo3BOISMIONIMX BBISBUTH AHOMAJIBHBIH TeMOTJIIOONH W/WIIH TIOJIOMKH
rJI00MHOBBIX TeHOB. MeTopbl tabopaTopHoi quarHoctuku CKb:

- 00K (KIMHUYECKUI) aHAJIU3 KPOBH € MOJICYETOM PETUKYJIOLUTOB U MOP(OJIOTHIECKON OIIEHKOM
SPUTPOLIUTOB;

- TUMoOKcuYeckas Mmpoba Ha OOHapyKeHHE CEepHOBUAHBIX OSPUTPOIMTOB, AIIEKTpodope3
reMorjio0onHa, H303J1eKTpo(OoKycHpOBKa TIeMOTJo0MHa, KaNWUIAPHBIA 3JeKTpodope3 remMorioduHa,
BbICOKO3((pekTUBHAs KHUAKOCTHAs xpomartorpaduss (METOJbl PpAaCHOJOXKEHbl IO BO3PACTaHHUIO
3¢ (GEeKTUBHOCTH BBISIBICHUS aHOMAJILHOTO TeMOTJI001Ha);

- JIHK-uccnenoBanue riioOMHOBBIX TEHOB

2.1. Xanoo6bl U aHaMHe3

- Bcem mammentam c¢ momospenneM Ha CKb wmm ¢ BepudumupoanHoit CKBb mpu kaxmgom
MOCEIIEHNU Bpada-remMaTosiora peKoMeHjyercs cOop aHamHe3a U kajo0 mpu 3a00JIeBaHUAX OPraHOB
KpOBETBOpeHUs 1 KpoBH [1-8].

Yposens yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KomMeHTapun: ocHOBHasi »anoba — dacTble O3MHU30/bl OOJIM Pa3IMYHOM HMHTEHCUBHOCTH U
JIOKaNMU3alK, COMPOBOXKAAIOIINECS IOBBIIICHUEM TEeMIepaTypbl, OJeIHOCTb KOXH M CIM3UCTBIX, B
paHHEeM BO3pacTe MOTYT ObITh T'OJIOBHbIE OOJIM C HEBPOJOTUYECKUMHU MPOSBICHUSMU. MOryT OBITH
XKaoObl HA SHYpE3, HAPYIICHUE 3PEHUs, OJIBIIIKY, KENTYXY.

C6op anamuesa npu CKb nmoapazymeBaeT TIIaTeIbHBIA PAcCIpOC O BO3PACTE MOSIBICHUS MEPBBIX
CUMIOTOMOB 3a00JieBaHUs, HAJIMYME B CEMbE JETEed WJIM B3POCIbIX C AHAJIOTHMYHBIMU IPOSBICHUSMU
(3abosieBaHuEM ).

[Ipu ocmoTpe (EpPBUYHOM WM MPH JUHAMHYECKOM HAOJIO/IEHUH) HEOOX0AMMO TIOKYMEHTHPOBATh
aHaMHECTHUYECKUE JaHHBIC:

- xiuHudeckue npospieHuss CKb Ha MOMEHT 0cMOTpa, Kakhue M KaKOW CTEMEHM TSHKECTH AIH30/]1bl
(6oneBbIe KpU3bI, HEIOMOTAHUS | T.I1.) OBLIM 3a MPOIIEIIIEe ¢ MOMEHTA MOCIICIHET0 OCMOTpPA BPEeMS;

- HaJIM4YUe/OTCYTCTBUE TOJIOBHBIX OoJied, mpuamnusma, 0oJeil B )KUBOTE, HOYHOTO SHYype3a, KaKux-
00 HEBPOJIOTHYECKUX MPOSBICHHUM, KOTOPHIE MOTIIHN ObI CBHIETEIHCTBOBATH O BO3MOKHOM HUHCYINBTE;

- BBITIOJIHAIOTCS JTM PEKOMEHAAINHU TI0 MIeHUIIMLTHHOTPO PHUITAKTHKE;

- COOMIOIAIOTCS JIU PEKOMEHIAIIMH TI0 BaKIIMHOMIPO(DUTTAKTHKE, KaK IEPEHOCHINCH BaKIIMHAIUY;

- KaK KyIMHPYIOT 00J1b U TUXOPAJIKY JOMA;

- KaK 4acTo MPOMyCcKaeT peOSHOK KOy U MO KaKOW MPHUYKHE;

- T€CTHI [T OIIEHKU KOTHUTUBHBIX (DYHKIIHH, YCTIEBAEMOCTD B LIKOJIE;

- Kakue (U3NYECKUE YIPAKHEHUS BBIMOIHAIOTCS PEOSHKOM W/WIIHM TIOCEHIEHNE KaKUX CIIOPTUBHBIX
CEKIIHIA;

- TUIAHUPYIOTCS JIK TIOE3AKH (E€CIH J1a, TO Ky/a).
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2.2. ®usnkanbHoe obcnegoBaHue

- Bcem nammentam c¢ momospenneM Ha CKb mmm ¢ Bepudummposannoit CKb mpu kaxaom
MIOCEILEHUU Bpaya-reMaroJiora peKOMEHAYIOTCS BU3yallbHOE MCCIIEA0BAHUE, MajbHalUs U NEpKyccus
npu 3a00JICBAHUSAX OPraHOB KPOBETBOPEHUS U KpoBH [ 1-6].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

KommenTapuu: o0muii oCMOTp MOIpa3yMeBaeT OLEHKY 00mIero pu3n4ecKoro COCTOSHHS, POCTa U
Macchl Tejla, HATM4Ks BTOPUYHBIX MOJIOBBIX IIPU3HAKOB B COOTBETCTBYIOLIEM BO3pacTe, pOCT, Macca Telna,
¢u3nveckoe pa3BUTHE; CTENEHb BBIPAXKEHHOCTH OJICAHOCTH, JKEITYXH, pa3Mepbl NMEYCHU U CEJIC3CHKH,
HaJIMuue IIymMa B Ceplie; apTepualbHOE JaBJICHUE.

CKb y nereill panHero Bo3pacTta UMeEET pasziuuHble MposiBieHUsA. CaMbIM MEPBbIM KIMHUYECKUM
MIPOSIBIIEGHUEM MOKET OBITh JKEITyXa B TEUEHHUE IMEPBBIX HECKOJIbKUX HENENb KU3HHU. Ecnu remonus He
WHTEHCHUBHBIM, TO O HAJIWYMU JKEITYXH CBUICTEIIBCTBYET JKEJTYIIHBIA LBET CKJIEp. Y JAETed NEepBBIX
MecsleB KU3HM 4YacTo BcTpeuaercs renatoMeranus. Yacto mpu CKbBb (Bce dopmbl, kpome CKA)
BBISBJISIETCS] yBENIMUEHHAs cesie3eHka. [Ipu mmurtensHo cymectByromieit anemun y maneHToB CKb moxker
BBICJIYILIMBATbCS ME30CHUCTOJIMYECKHI IIyM MpU aycKyidbTaluu cepaua. B Oosiee crapuiem Bo3pacte
oOpainaet Ha ce0s1 BHUMaHHE OTCTaBaHUE B (PU3NYECKOM U MOJIOBOM pa3Butuu [1-8].

2.3. JlabopaTopHble AMarHoCTUYeCKue uccriegoBaHus

- Bcem mnammentam c mnogospenuemM Ha CKb wunu ¢ Bepuduuuposannoit CKb npu kaxaom
MOCEIIEHNH Bpada-reMarosiora PeKOMEH]IyeTCsl BBIMOJIHCHHE 00IIero (KIMHUYSCKOT0) aHaliu3a KPOBH
pasBepHyTOoTO, IU(DPEpeHINMPOBAHHOTO  TMOJCYETAa  JICUKOIMTOB  (JIEWKomHMTapHas  ¢opMmyra),
UCCIIEIOBAaHUE YPOBHSI PETUKYJIOLUUTOB B KPOBH, MPOCMOTP Ma3Ka KpOBU Uil OLEHKU COCTOSHUS
MalUeHTa U U1 aHAIK3a aHOMAaJui MOP(OJIOTHU SPUTPOITUTOB, TPOMOOITUTOB U JeHKkonuToB [1-6, 56,
57].

Yposens yoeaurenbHOCTH pekoMeHaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- Bcem nanmentam ¢ nmogo3penuem Ha CKb wmm ¢ BepudunmpopanHoit CKb kaxapie 3-6 mecsieB
PEKOMEH/IyeTCSl BBINIOJIHEGHHE OWOXMMHYECKOTO aHaJM3a KpPOBU oOOIIeTepaneBTHYECKOro (oOmuid
OonnnpyouH, kpeatunud, moueBuHa, AJIT, ACT) mist orieHkr pyHKIKK TIeUueHH 1 ouek [58].

Yposens yoeaurenbHoCTH pekoMeraauii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEILCTB — 4)

- Bcem manmmentam ¢ momo3penuem Ha CKB pekoMeHIyeTcss BBINOJIHEHHE CIEAYIOIINX
WCCIICIOBAHUI JUTsl BBISBICHHS aHOMAJbHOTO TI'eMOTJIOOMHA (B MOpsAKEe Bo3pacTaHus S(PPEKTUBHOCTH
BhIsiBiIeHus) [1-6, 56, 57]:

- THIIOKCHYECKas Mpoba Ha OOHApYKEHHE CEePIIOBUIHOKICTOYHBIX IPUTPOIUTOB (TOJIBKO Yy JeTeH
crapiue 2 JeT, T.K. IPUCYTCTBHE 00bIoro kosmdyectBa HbF nmemaer ero jg0HO OTpUIIATEIBHBIM);

- OTPEJICIICHHE COOTHOIICHUS OSITKOBBIX (Ppakiuii (reMoryio0nHa) METoI0M JeKTpodopesa;

- BBISIBJICHUE TUIIOB I'€MOTJIOOMHA;

- oTpeeNeHue COOTHOIIIEHUS OETKOBBIX bpaximii (remMornoOnHA) METOJIOM
BBICOKOUYBCTBUTEIHFHOTO KAMMIIISIPHOTO 3NeKTpodopesa;

- KOMILIEKCHOE OTpeeNieHue KOHIIEHTPAIlMM Ha aMUHOKUCIOTHI METOJOM BBICOKON 3¢ (EeKTUBHON
KUJKOCTHOM XpoMaTtorpaduu

VYpoBeHb yoeauTeabHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Bcem manmenTtam ¢ nogospenuem Ha CKbB pexomeHiyeTcs: BhISBIIEHHE TOUSUHBIX MYTaIllil B TeHE
rio6una (TP ¢ mocienyromumM pecTpUKIIMOHHBIM aHAIM30M, CEKBEHUPOBAHUE, aJllIesh-ClelH(puIecKas
amMruiMUKaIUsS 7 BBISBICHUS JENEIMOHHON anb(da-TamacceMuu) s BBISIBICHUS T€HETHUUYECKUX
aHoManui, npusenmux Kk pazsutuio CKb [1-6, 56, 57].
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YpoBeHb yoeauTenbHOCTH pekomeHaaluii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

2.4. MHCprMeHTaﬂbele AnarHoctu4yeckue nccriegqosaHus

- Becem marmmentam ¢ CKb nHaunHasi ¢ 2-J1€THEro BO3pacTa €XeroH0 PEKOMEHAYETCsl TYTUIEKCHOE
CKaHHpOBaHHE OpaxuonedarTbHbIX apTEPUN C IIBETHBIM JONIUICPOBCKAM KapTHPOBAHUEM KPOBOTOKA JUIS
paHHero BhIssBIICHUs! HHCYIbTA [1-6, 59-62].

YposeHs yoeautenbHOCTH pekomeHnaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

KomMmeHTapuu: y manueHToB IETCKOTO BO3pacTa C YBEIHMUEHHEM CKOPOCTH KPOBOTOKA IO CPEIHEN
M03roBO# aprepun 6osee 200 cMm/cex pUCK pa3BUTHsI MHCYIIbTa B Onmkaiimie 3 rona Bo3pacraet Ha 40%,
MO3TOMY HAYMHAs C 2-X JIETHETO BO3pacTa €XKEroJHO HEOOXOIMMO IPOBEICHHWE TPAHCKPAHHAIHHOTO
nyrekcHoro (momruiepoBckoro) uccinenoBanust (TKW) kpoBoToka mo cocynam TOJIOBBI; TIPU CKOPOCTH
KpOBOTOKA I0 CpeAHel Mo3roBoi aprepuu meHee 170 cM/cek uccienoBaHue NoBTopsiercs uepes3 1 rof,
IIpHU CKOpOCTH KpoBoTOKa 170-199 cm/cex HeoOXoaMMO MOBTOPUTH HCCieA0BaHuE Yepe3 1-4 mecsia, npu
COXpaHEHHUH Pe3yJibTaTa U Mpu Bo3pacTe nanuenTa crapiie 10 net HeoOxoaumo nmposeaenre MPT

- Becem manmentam ¢ CKb HaumHas ¢ 2-nmeTHero Bo3pacTa IMpPH HEBO3MOXKHOCTHU IPOBEIEHUS
NYIUIEKCHOTO CKaHMpOBaHMs OpaxuonedanbHbIX apTepuil W TMpH  BBIIBJICHUM OTKJIOHEHHH OT
HOPMaJIbHBIX 3HAYEHUN CKOPOCTH KpPOBOTOKA IO MAarucTpajbHBIM COCYJaM TOJIOBBI PEKOMEHIyeTCs
MarHuTHO-pe3oHaHcHas ToMorpadus (MPT) ronoBHoro Mo3ra ¢ KOHTPACTHBIM YCHIJIEHUEM WM B PEXKHUME
anruorpaduu [1-6, 59-62].

YposeHs yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

- Bcem manmentam c¢ momospenuem Ha CKb pexomenayercs MPT koctHol TkaHu wiam (Tipu
HEBO3MOKHOCTH TipoBeaeHuss MPT) ynbTpa3BykoBO€ HCCIEIOBAaHME KOCTCH IS BBISBIICHUS
OCTEOHEKPO3a U aHOMaJThil KocTel u cycraBos [1-6, 53, 63].

Yposens yoeaurenbHoCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- IMammentam ¢ CKB ¢ mambpiMu cyOapaxHOUJAIBHBIMH KPOBOMBIUSHUAMH PEKOMEHIYETCS
BBHITMIOJIHEHUE 1epeOpaibHOl aHruorpaduu Ui BBISBICHUS aHEBPU3MBl WJIH apTEPUOBEHO3HOMN
Masib(hopMaIiK I BO3MOYKHOT'O XHPYPIHYECKOro BMeIIaTenbeTna [1, 2, 64-68].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Bcem mamumentam ¢ CKb, mosydaromum peryisipHbie TpaHCHY3UH IPUTPOIUTAPHOM MACCHI,
pexkomenayetrcss MPT cepana ¢ kontpactupoBanueM, MPT opranoB OpromHOM MOJIOCTH C BHYTPUBEHHBIM
BBEJICHHEM TelaTOTPOITHOTO KOHTPACTHOTO Mpernapara Jjisl IMarHOCTUKH TIeperpy3ku xkene3om [69].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb T0OCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrtapuu: MPT B pexxume T2 — Hanbosiee nHGOPMATUBHBII METO/1 B TMATHOCTHKE TIEPErpy3Ku
KEJIe30M

2.5. Hble gnarHocTn4yeckmne nccnengoBaHus

- Becem manmentam ¢ CKb, HaunmHas ¢ paHHero Bo3pacta, PeKOMEHIYIOTCS €XKETOJHBIH OCMOTp
Bpa4OM-O0(PTaTbMOJIOTOM M pacHIMpeHHOe oQTaabMoJIoTHYeckoe oOcieoBaHnue s AUarHOCTUKU
oranmemosornueckux ocnoxxuaennit CKb [1, 2, 7, 8, 70].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrtapuu: manuentsl ¢ CKb nipu TpaBme ria3a uiam nepuopOUTaIbHOM 001acTH JOMKHBI OBITH
HEMEJIEHHO OCMOTPEHBI OPTATEMOJIOTOM, T.K. OHH UMEIOT BBICOKHI PHUCK MOTEPU 3PEHUS OT MOBBIIICHUS
BHYTPUTJIA3HOTO JABJICHUS C KPOBOU3IHUSHUEM B TIEPEIHIO0 Kamepy (Tudema).
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3. JleyeHue, BKNro4as MeOAUKAMEHTO3HYI0O U HeMeaAUKaMEeHTO3HYH Tepanuu,
AuvneTtToTtepanuio, 06936011V|BaHV|e, MeaAUMUUNHCKMEe noKa3aHuAa U nNpoTuBoOMnoOKa3aHuMA K
npnuMeHeHno MeToaoB Jie4YeHUs

Lenp neueHuss — o0OecrneYUTb HOPMAIbHBIE pPOCT U pa3BUTHE peOCHKA, COXPAHUTH
TPYAOCHOCOOHOCTh B IOAPOCTKOBOM BO3PACTE, 00ECIIEUUTh XOPOILIee Ka4eCTBO KU3HU NallUEHTa

3.1. KoHcepBaTMBHOE neyeHue

- Bcem marmmentam ¢ CKbB crapmie 2 jer nmpu HAIMYUU TSOKEIBIX OOJIEBBIX KPU30B, TPEOYIOIIMX
rocnuTaM3anuu 3 u 6ojee pa3z B roa Jubo 2 uiam Oojiee SMU30J0B OCTPOTO TPYAHOTO CHHApPOMA
pexomeHnayercst (pusnosiornyeckas crumyisuus cuHte3a HbF #ruapokxcukapbamugom™** BHYTpbh B
pexume 15-35 mr/kr/cyT (OKpyrJisisi B OOJIBIIYIO CTOPOHY IO LIENOM KaTCysIbl) €XKEIHEBHO TTOCTOSHHO |1,
2,67, 71-73, 3-7, 64-66].

YposeHb yoeautenbHOCTH pekoMeHnaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: mOCTOSIHHBIA IIUTENBHBIA TpueM #ruapokcukapbamuma™** obecmeunBaer y 90%
MAIMEHTOB CYILIECTBEHHOE NOBbIIeHHe coaepxkanus HgF, nocraTouHoe 1 cylecTBEHHOTO YiIydIlIeHUs
teuenusi CKb.

Kpurepun remaTosornaeckoro oTBera:

1. monusIit — Hb > 100 r/n, oTcyTcTBHE 0051€BBIX KpU30B U Apyrux ocnoxueHuii CKb;

2. vactuunblii — Hb 85-100 r/n, orcyrcTBUE 3HAYMMBIX OOJEBBIX KPH30B M JIPYrHX OCIOKHEHHI
CKB;

3. orcyrctBue otBeta — Hb < 85 r/n, yacteie GoyieBbIe KPU3bl Pa3IUYHOW MHTCHCUBHOCTH, MOTYT
ObITh 1 apyrue ocnoxxkaeHus: CKb.

#I'unpoxcukapOaMuI** SKCKPETHUPYETCS MOYKAMH, TIO9TOMY Y TTAIIMEHTOB C HapylIeHHeM (QyHKIIUH
MoYeK HeoOXoAMMO 00Jiee BHUMATEIFHO MOHUTOPUPOBATH 03y #THApOKCHKapOamMuma™*,

[lanmenTsl, MoJyyarouue H#rUApOKCUKapOamMua™™*,  MOJKHBI  HMCIOJIB30BAaTh  aJIEeKBATHYIO
KOHTpauenuuoo. B ciiyyae mpuHSTHS pemieHust 0 poXIAeHUH pebeHka #ruapoxcukapOamMui** momkeH
ObITh OTMEHEH 3a 1 u Oosee mecsi a0 3adatus pedenka [1, 2, 74-76]. Ects onmcaHus ciiydaeB, Korjaa
#runapokcukapOaMua** He ObLT OTMEHEH W MPUHUMAJICS MAIlMEHTKaMHU B T€UEHUE BCE OEPEMEHHOCTH,
MOPOKOB pa3BUTHs IUJIOJa OTMEYEHO He ObUIo. Merogamu BbIOOpa MOTYT OBITH MepOpabHbIC
ropMoHanbHbie  KoHTpamenTtuBbl (GO3A mno ATX krmaccupukanuv) WIA  IMapeHTepaIbHbIC
(BHYTPUMBIIICYHbIE) TOPMOHAIbHBIE KOHTPALICTITUBBI Ui CHUCTEMHOTO IPUMEHEHHS — TIeCTareHsbI
(LO2AB mo ATX «xnaccudukanuu), OapbepHas koHTpamenuus [1, 2, 77]. HWcnonp3oBaHue
BHYTPUMATOUYHBIX KOHTPAIIENITUBOB HE PEKOMEHIYEeTCS B CBS3U C BBICOKMM PHUCKOM TSIKEIbIX
ocnoxHeHui, cBsa3anabix ¢ CKb

3.2. TpaHcy3noHHaA Tepannsa 3pUTPOLIUTaPHOM Maccom

Tpancdysuu spuTpounTHON Macchl — 3(P(EKTUBHBIM METOA JI€UeHHUs] OCTPBIX, MOTEHIMAIbHO
JeTaJdbHBIX CIy4aeB aHEMHUHM M TSDKENbIX Ba30-OKIIO3MBHBIX KpU30B. Pexxum TpaHcdy3uil 3aBHCUT OT
JIe4eOHOTO IJIaHa U OCJIOKHEHHH, IPUBEAIINX K Hayally TpaHC(hy3HOHHON TepanuH.

B 18% cnyuaeB Tpancdy3uu y nanueHToB CKB ocinoxHSI0TCS aqlIoOMMMYyHU3AUEH, sl CHUKEHUS
pHCKa pa3BUTHUS HEOOXOUMO TpaHC(]y3MpOBaTh 3PUTPOLIUTHYIO MAacCy COBMECTHMYIO IO TpyIIe KPOBH,
pesyc-daktopy u Kell-antureny.

- [Tanmentam ¢ CKb pexomenayercs npocras ManooObeMHasi TpaHC(Y3Usl SPUTPOLUTAPHON MACChHI

(B3Becu) (< 7 mi 3p. Macchl/kr, rieneBoit Hb 100 — 110 1/m) B cneayromux KIMHAYECKUX CUTyaIusx [78-
83]:
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- OCTpPBI IPyJHON CUHAPOM;

- HapyueHue GyHKuuu 1000ro oprana;

- CEKBECTpALUs B CEJIE3EHKE WM IICUYEHU;

- CEIICUC WJIN MaJIsIpus;

- pedpakTepHbIil 60JIEBOI Ba30-OKKITIO3UBHBIN KPH3;

- OCTpas aHEeMUS C KIMHUYECKUMU MPOSIBJICHUSIMU aHEMUYECKOTO CUHPOMa;

- IpeI0NIEPALIMOHHAS TIOATOTOBKA.

VpoBenb yoeautensHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — D)

- ITanmentam ¢ CKb pexomenmyercss oObeMHas TpaHCY3US IPUTPOIUTAPHON MacChl (B3BECH)
(xoHuentpauss HbS B kpoBu mamuenra He poimkHa npesbimats 30%, nenesoit Hb 120-130 r/m) B
CIIETYIOIINX KITMHUYECKUX cuTyarusx [78-83]:

- UHCYJIBT;

- HEeJIaBHSA I0JIHAs TIOTEPS CIlyXa;

- TpoM003 IIEHTPaIbHON apTEPUN CETUYATKH;

- MOJIrOTOBKA K OOLIMPHBIM XMPYPrHUECKUM BMeEIIATEIbCTBAM (TpyaHas KJIETKa, cepAle, ria3a u
T.1L.);

- OCTpbIH pedpaKTepHbIl IPUOTIH3M.

Yposens yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- [Manmentam ¢ CKB pexoMeHIyrOTCSI XpOHUYECKHE DPETYJISpHbIE TpaHCPY3UH SPUTPOLUTAPHOU
Macchl (B3BecH) (koHIeHTpamus HbS B kpoBu mamueHTa He qoikHA mpeBbimaTth 30%, nenesoit Hb 120-
130 r/11) B claeayronux KIMHHYECKUX cuTyarusx [ 78-83]:

- riepeOpasibHast BaCKYJIOMATHS;

- TIOBTOPHBIN TSDKEIBIN OCTPBIM TPYAHOW CHHAPOM H/WIIHM TSHKEIBIN 001eBOM (Ba30-0KKIFO3UBHBIN)
Kpu3;

- XpOHUYECKasi OpraHHas HeJOCTATOYHOCTh: IOYKH, CEPIIE, JIETKHe, IEYCHb;

- JIeTOYHasi TUIIEPTEH3HUS,

- TsDKeJasi 3a/Iep)kKKa pocTa;

- 3-ii TpUMeCTp OEPEMEHHOCTH;

- IICUXO03;

- TsDKeJIasi XpOHUYecKasi aHeMHUsl, He OTBEYAalollasi Ha TEPaIuio TUAPOKCUKapOaMuoMm™ *.

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

- ITauuentam ¢ CKb mpu pa3BUTUM CHHIpPOMa TUIIEPreMOJIM3a PEKOMEH]YeTCsl MYJbC-Teparnus
METHINPEAHU30IOHOM** B coueTaHUU ¢ #UMMYHOTJIOOYJIMHOM 4eJoBeKa HOpMalbHBIM™* (B/B BBelEHUE
—koa1 ATX JO6BA02) B kypcoBoii 1o3e 0,4 r/kr/cyt [84-86].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: yactota pa3BUTHS OTCPOUYCHHBIX M€MOJUTHYECKUX MOCTTPAHC(Y3MOHHBIX peakiuit
(curnpom runepremonu3za) y nanueHtoB ¢ CKb cocrabnser 4-22%, 4To CyIIeCTBEHHO BBIIIE, YeM MpPU
npyrux 3aboneBaHusix. [Ipu pa3BuTuu cUHApPOMa THIEPreMOIN3a B HEKOTOPBIX CIy4asX ajsIoaHTHTEN
0OHapyXHTh HE yIaeTCsl.

- ITanmentam ¢ CKb mocne 10-15 Tpancdy3uit spuTporUTHOM Macchl (B3BecH) NpH (heppUTHHE
ceiBOpoTKH He MeHee 1000 MKr/m aist mojnepxkaHus ¢eppuTuHa ChIBOPOTKH B nuanazoHe 800-1000
MKI/JI PEKOMEHJyeTCsl XenaTopHas Tepanus nedepasupokcom™* (nexkapcTBeHHass (opma TabieTka
aMcrieprupyeMas — HadaibHast Jo3a 30 MI/KI/CyT BHYTpb €KE€IHEBHO, Jajiee C LIaroM S5 MI/KI/cyT
MOBBIIIAETCSI MM TOHIKACTCd B 3aBHCUMOCTH OT (eppUTHHA CBHIBOPOTKH; JIeKapCcTBEHHas (opma
TabJeTKa, HOKPHITasl IUIEHOYHOM 000JI0YKOH, — HauanbHas 1032 21 MI/KI/CyT BHYTPb €XKEIHEBHO, Jlajee C
marom 3,5 MI/Kr/CyT MOBBIIIASTCS MITH MOHMKASTCS B 3aBUCUMOCTH OT (heppUTHUHA CHIBOPOTKH) [87].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKAa3aTEIbCTB — 5)
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KommeHTapuu: oTMeHa XenaTOPHOH Tepanuu MpH JOCTHKEHUHU ChIBOPOTKU 600 MKT/1I.

[Tpu mpoBeaeHUH XENATOPHOH Teparuu He0OXOAMMO KOHTPOJIUPOBATH:

1. ypoBenb xkene3a ceiBopoTku kpoBu, OXCC/HXKCC, Haceimenus TpaHcheppuHa 3Kene3oMm
(HTX), ypoBeHb (heppuTrHa B KpPOBH KaKIbple 3 MeC. IpU MOAOOpE A03bI XelaTopa, Janee Kaxiplie 6
Mec.;

2. KIMPEHC SHAOICHHOIO KpeaTWHUHA 0 Haydaja XeJIaTOPHOW TepamnuM, Kaable 3 Mec. Ha JTare
nmox0opa 10361, nanee Kaxapie 6-12 mec.;

3. MPT T2* neyenu u Muokapaa 1 pa3 B roz.

3.3. TpchnnaHTauvm reMono3Tn4eCKnX CTBOJIOBbIX KIeTOK

- [Tanimentam ¢ CKb monoxe 17 ner B ciyyae Hanuuus poacrseHHoro HLA-coBmecTumoro noHopa
u npu pa3Butuu oxgHoro wu3 ocioxHeHut CKb (uncynst (nmm MPT npusnaku wuHcynbTa 0e3
KIIMHUYECKUX TMpOSBICHUN), LepeOpalibHas BacKyJOMaTHs CO CHM)KEHHEM KOTHUTHBHOW (YHKIIHH,
TSDKEJTBIA WITH TTOBTOPHBIA OCTPBIA TPYAHON CHHAPOM, XpOHUYECKas IbIXaTelbHas HEI0OCTaTOYHOCTh -2
CT., 3 u Oosee 00JEBBIX (Ba30-OKIIO3MBHBIX) KpH3a, TPEOOBABIIMX TOCIUTAIN3AINHN, B TOJ B TEUCHUE
nocieaHnx 3-4 JIeT) peKOMEHAYETCS TpaHCIUIaHTalMs reMoTnodTuueckux cTBoIoBbIX KieTok (TT'CK) [1,
2, 88-90].

VYposens yoeautenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KommenTapun: nokazano, uro nociie poacrseHHorr HLA-coBmectumoit TT'CK BepKMBaeMOCTh 6€3
Bo3Bpara CKbB cocrasnser 80-92%, cMepTHOCTB, B OCHOBHOM OT XpoHudeckoi PTIIX, cocraBnser 5-10%
[90-92].

- [Taruentam ¢ CKB e pexkomenayercs TI'CK B cneayromux ciayuasx [90]:
- unnekc Kapuosckoro < 70%;

- IOpTaJIbHBIN PUOPO3 CpeHEH MM BEIPAKEHHON CTEIICHH;

- HapyIIeHUE KI1yOOYKOBOM (D)YHKITUHU MTOYECK CPETHEH WIIU TSIKEJIOW CTETICHH,
- BBIP@XKEHHOE HApYIIEHHE UHTEIIEKTA;

- MHOKE€CTBEHHBIN MU (PU3apHBII aBaCKYJISIPHBIA HEKPO3;

- XpOHUYECKas JbIXaTelbHasi HEJOCTATOYHOCTh 3-4 CT.;

- KapIMOMHOTIATHS;

- BUY undexnus;

- JIOHOD SIBJISIETCS MAIMEHTOM C TeéMOTJI00MHOaTHEH.

VYpoBeHb yoeauTeabHOCTH pekoMeHaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEILCTB — 5)

3.4. Xupypru4yeckoe neyeHuve

ITarueHTHl C CKb MOTYT HYXIATBCA B XUPYPTHYCCKUX BMCHIATCIIBCTBAX KaK I JICUCHUA
OCJOKHEHUM CKB, Tak U B cBs13u ¢ HecBsa3aHHBIMU ¢ CKbB cocrosumsmu. Puck Pa3BUTHA OCJIOXKHEHUU U
PpUCK CMCEPTHU OT AHCCTE3HMHU Yy TAKUX IMAOHUCHTOB CYIICCTBCHHO BBIIIC, YE€M B O6H_ICI‘/'I nonyjesinunu, B
OCHOBHOM 3a CYCT NPUCYTCTBUA aHCMUU, CIIOCOOHOCTH OPpUTPOOUTOB IMPECBPAIIATLCA B CCPIIOBUIHBIC U
3aKYIIOPHUBATH MPOCBET MCEJIIKUX COCYAOB U KAIIMJUIAPOB, HATUYINEC XPOHUYCCKOTO MOBPCKACHUA OPraHOB
Y HCKOTOPBIX IMAIITUCHTOB, YC}/TY6J'ICHI/I$I HMEIOIIEHCS TUIIOKCUY M HaKOHEIT 3(1)(1)GKT8. acruiennu. Hanbonee

BBICOKU pUCKH y manueHToB ¢ HbSS un S/ BO-TaHaCCGMHeﬁ [1, 2, 66, 67, 93, 3-8, 64, 65]. [TpoBeneHo
MHOTO KIMHUYECKHX HCCIIEeI0OBAaHU, HAMPABICHHBIX Ha CHIDKEHUE PUCKA XUPYPTUUECKUX BMEIIATEhCTB
u a”ecte3uu. YacrtoTa pa3BUTHS TOCICONEPAIMOHHBIX OCJIOXKHEHHH YBEIUYHBACTCSI C BO3PACTOM
nanuenTa (~ 1,3 Ha kaxnasie 10 met xxusHM) [1, 2, 64-67, 93, 94]. OcnoxHeHHs] pa3BUBAIOTCA YaIlle y
MAIMEHTOB, KOTOPHIM TPOBOIMIN PErHOHATBHYIO aHECTEe3UI0, HeXeNu Mpu oo0mel anecresuu [1, 2, 93,
94]. Apenotomust u ToH3WUKTOMHS Yy mamueHToB ¢ CKb pacieHuBaroTcs Kak oOrnepaTHBHBIC
BMEIIIATEIbCTBA BHICOKOTO PHUCKA B CBSI3U C KPOBOTIOTEPE, HEBO3MOKHOCTBIO MUTh, IOTEPEH KUAKOCTH
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[1, 2, 64-67, 93, 94].

Bo Bpewms mpenomnepanvoHHON MOATOTOBKM HEOOXOJMMO OOpaTuTh BHUMaHHWE Ha TE€MATOKPHT,
nepudeprudeckyro nepdy3uro U KACIOpoaHblid cratyc [1, 2, 64-67, 93-96]. Munumym 3a 8 4acoB 10
OTIEPaTUBHOTO BMEIIATEIHCTBA HEOOXOIMMO TIPEAOTIePAIHIOHHOE BBEICHUE KUAKOCTEH (TeMOIeonus) 1
BHE 3aBHCHMOCTM OT CTENEHH pPHCKAa OINEPaTUBHOTO BMEIIATEIbCTBA TIPOBEICHHE TpaHChy3uH
SPUTPOILUTHON MAaCCHI: PH HU3KOM pHUCKe — mpocTas Tpancdysus mwist odecneuenuss Hb ~ 100 r/n, mpu
CpelHeM U BBICOKOM — oOMeHHasl (CHmkeHune konuentpanun HbS menee 30%) [1, 2, 64-67, 93].

HNHTpaonepallMOHHO HYXXHO MOHMTOpUpPOBaThb AJl, pUTM M 4YacCTOTy CEpJCYHBIX COKpAllCHHH,
OKCHT'EHAIIMIO, U TeMIepaTypy (MpenynpexIeHne OXIaKIACHUS) Ha MPOTSHDKEHUH BCETO ONEPATUBHOTO
BMerarenbersa [1, 2, 64-67, 93, 94].

[TocneonepanmonHoe BejeHUE — OOECTIeYeHHEe JBIXaHUsl KUCIOPOJOM C KOHTPOJIEM Ta30B KpPOBH
(sO2), rumpararus u pecrupaTopHas moaepskka/repanus [1, 2, 64-67, 93, 94].

Yacteie xupyprudeckne BmematenscTBa npu CKB — aneHOTOH3MIUIDKTOMHS, CIUIEHIKTOMMUS,
XOJICHUCTIKTOMUS (OOBIYHO JIANIAPOCKOIMYECKas), 3aMeHa KPYIMHBIX CYCTaBOB, YCTaHOBKAa MOpTa
UH(Y3UOHHOTO/MHBEKIIMOHHOTO, UMILTIaHTUpyemoro [1, 2].

- Tlarmentam ¢ CKb ¢ moaTBepkIeHHON aHEBPU3MOW WM apTEPUOBEHO3HON MaibhopMarmen
PEKOMEHAYETCSI BBIMIOJIHEHUE XUPYPrHUECKOro JieueHHs (MCCeYeHHe aHEBPU3Mbl WM  yJaJeHHe
apTeproBeHO3HOU Masbdopmarun) [1, 2, 64-68].

YposeHs yoeautenbHoCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Ilaruentam ¢ CKbB ¢ oTciolikoi ceTyaTKd WM OOHMIMPHBIM KPOBOUBJIUSHHUEM B CTEKIOBHIHOE
TEJIO PEKOMEH/IYETCS XUPYPIHIECKOe BMEIIATEILCTBO — BUTpeodkromus [1, 2, 70].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommenTapun: X0Tsi COBpeMEHHasi BUTPEOPETUHAIbHAS MUKPOXUPYPIUs MOXKET YIYUIIUTh 3PEHUE
JUIsI MHOTMX IALIHMEHTOB C MO3JIHMMH ctagusmu pernHonartuu npu CKDb, cnenyer moauepkHyTbh, 4TO
orepanus HeceT B ce0e CyIIeCTBEHHBI PUCK HHTPAOTIEPALIMOHHBIX U MTOCIEOTIEPAIMOHHBIX OCI0KHEHUH,
B TOM YHCJE TSKEIOM HIIEMHH TIJa3a, MOBTOPHBIX KPOBOM3JIMSHUI W MOBBIIMICHHUS BHYTPUIJIA3HOTO
naBieHud. Jlisg yMeHbUIEHHS MOJOOHOTO pHUCKa IMepesa ONEpaTUBHBIM BMEIIATEIbCTBOM HEOO0XOAUMO
MIPOBEJIEHUE YaCTUYHOIO 3aMeHOro rnepenuBanus kpoBu (HbA gomkeH cocTaBuTh B KPOBOTOKE MAIEHTa
MuHEMYM 50-60%)

- [Taruentam ¢ CKb ¢ okkiIr031ei 1IEeHTpaIbHON apTepUn CeTYATKU PEKOMEH/IYEeTCSl SKCTPEHHOE (HE
nmo3aHee 1 yaca OT MOMEHTa BO3HMKHOBEHHMSI) BMEIIATENBCTBO — OKCHUIE€HOTEpamnusi B KOMOMHAIMU C
OBICTPBIM CHIDKECHHEM BHYTPHUIIIA3HOTO JaBJICHUS (XUPYPrUYecKd U Teparnestudeckn) [1, 2, 70].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Ilaimentam ¢ CKbB ¢ mortepei 3peHHs] BCIEICTBHE KPOBOMBIMSHUS WM OTCIIONKHA CETYATKH
PEKOMEHyeTCsl JKCTpeHHOoe (He mo3aHee 48 YacoB OT MOMEHTa BO3HHKHOBEHHS) XUPYPIHUECKOE
BMelarenbeTso [1, 2, 70].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Ilammentam ¢ CKb ¢ mnokasaHMsIMM K XOJIELMCTIKTOMHU PEKOMEHAYETCS BBINOJIHEHHE
JaapoCKOMMYECKON XOJIEIUCTIKTOMHUU € YHJIOCKOITMUECKOM peTporpaaHoil XoJaHruonaHkpeaTorpapuei
[1, 2, 95, 96].

VpoBeHb yoeautenbHoCTH pekoMeraanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

KoMMeHTapuu: anapockonuyeckast X0JeUCTIKTOMUS JJIsl XOPOIIO MOArOTOBJIIEHHOTO MalueHTa —
CTaHJAPTHBIM TOJXOJA. ATPECCUBHBIA MOJAXOJ OO0ECleurBaeT MPEUMYIIECTBO CHIKEHHUS pHCKa
OCJIOKHEHUH JKETYHO-KaMEHHOM OOJIe3HH, a TaKKe YCTpaHeHHE OO0JE3HM KETYHOTO Iy3bIps B
middepeHnnanbHON TMarHocTuke 60JIM B MPaBOM BEPXHEM KBAJJpaHTE KUBOTA.
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[Ipumeuanue.
Hymepanusi IyHKTOB J1JaHa B COOTBETCTBUH C O(PHUIMAIBHBIM TEKCTOM JIOKYMEHTA.

3.4. NMpodunnaktnka ocnoxHeHnm CKb

- ¥V nanuentoB ¢ CKb npu pa3BUTHM JHMXOpAJKU HESCHOTO TE€HE3a PEKOMEHJyeTcsi ObIcTpoe
pearupoBaHKe U arpecCUBHOE JieueHue, BKiovaromiee [66, 97-99]:

- TOCIIMTAIM3ALIMIO B CIIy4ae Mo IbeMa TeMiiepaTypsl Boiie 38,5 °C;

- 0a3oBoe o0OcnemoBaHWE, BKIOYArOIIce: OOMMIA aHaaM3 KpPOBHW, OOIIMA aHAaTU3 MOYH,
peHTreHoTpadio OPraHoB TPYAHON KIETKH, MCCIEJOBAaHWE KHCIOTHO-OCHOBHOTO COCTOSTHHSI M Ta30B
KpOBH, MHUKpoOHMOJjornueckoe  (KylIbTypallbHO€)  HCCIEOBaHME KPOBHM HA  CTEPUIIBHOCT,
MHUKpPOOHOJIOrHUYecKoe (KyIbTypajlbHOE) MCCIEI0BaHUE CIU3U C MUHAAINH M 33HEH CTEHKU TIJIOTKU Ha
a’poOHble U (DaKyIbTaTHBHO-aHA’POOHBIE MUKPOOPraHU3MbI, MHUKPOOHOJIOTHYECKOE (KYIbTYpalbHOE)
HCCIIeIOBaHNE MOYHM Ha OaKTepHaIbHBIC TTATOTEHBI C MPUMEHEHHEM aBTOMAaTH3MPOBAHHOTO MTOCEBA;

- He3aMeIUIMTEeNbHOE€ (IO  TOTOBHOCTH  PE3YJbTaTOB  OOCJENOBaHMs)  Ha3HAYCHHUE
aHTHOAKTEPUATFHBIX TPENapaToB MapeHTepallbHO B Cly4ae Hauuuusi y peOeHKa CHMITOMOB
WHTOKCHUKAIMu w/wmm juxopanku Beime 40,0 °C, nubo nersMm 0€3 CHMITOMOB HWHTOKCHKAIIMH C
temneparypoi Hrxke 40,0 °C B ciietyrolmux KIMHUYECKUX CUTYyalusIX:

- mMeHerne sO2 Wi HHQWIFTPATHBHBIE M3MEHCHHS Ha PEHTICHOTpaMME OPraHOB TPYIHON
KJICTKH,

- gpcno neiikonutoB 6onee 30 x 10%/1 i menee 5 x 10%/r;

- gucno TpombonuToB Meree 100 x 10%/m;

- reMorjioouH menee 50 r/1;

- CETICUC B aHAMHE3E;

- TIPOBEACHHUE JTIOMOATHHOW MyHKIIUU ¢ MHUKPOOHOJOTUYECKUM (KYJbTYPAIbHBIM) HCCIICIOBAHUEM
CIIMHHOMO3IOBOM JKMJIKOCTH Ha ad’poOHble U (aKyJIbTaTUBHO-aHA’POOHBIE YCIOBHO-TIATOT€HHBIE
MUKpPOOPIraHU3MBbl B Cllydae HAIUYUSI CUMITOMOB MHTOKCHUKAIIMKM C MEHUHTHaJIbHBIMUA CUMIITOMaMHU

- JIeTU MOTYT IOJIyyaTh JICYEHHWE B JHEBHOM CTallMOHApE, €CIM Y HUX HET MHTOKCHUKAIMM IpU
temreparype Menee 40 °C, HuUKor/1a He ObUIO cercuca, peHTreHOrpadust OpraHoB IPYAHON KIIETKU WM
KHCJIOTHO-OCHOBHOE COCTOSIHME W ra3bl KpoBU 0€3 MaTOJIOTUH, NOTPAaHUYHOE KOJUYECTBO JIEHKOIUTOB,
TPOMOOIIMTOB U TeMOTJIO0MH; OHM MOTYT OBbITh OTHYIIEHBI MOJA aMmOynaTopHoe HaOIIOAEHHE IOCIe
Ha3HAYEHUS MapeHTepalbHON aHTHOAKTepUaIbHON Tepamuu aKTUBHOW MpoTHUB Streptococcus pneumonia
n Hemophilus influenzae (manpumep, nedrpuakcon™* 75 Mr/kr) mpu yclaOBUH, YTO JETH OCTAIOTCS
KIIMHUYECKH CTaOWJIbHBIMU B T€YEHHE 3 4acoB IOCJE BBEACHUS aHTUOMOTHKA, SHAEMHUYHBIN B PETHOHE
Streptococcus pneumonia YyBCTBUTENEH K Ha3HAYEHHOMY AaHTHOMOTHKY, POJIUTENIU OOYy4EHBI
Habmonenuto 3a nanueHtoM CKbB, 4eTko BBIMONHAIOT PEeKOMEHJAIMU Bpaya, Ha3HAYEHHOE B JHEBHOM
CTalloHape JieueHrue OyAeT MPOJ0JHKEHO IO MECTY )KUTEIhCTBA B aMOYJIaTOPHOM PEKUME.

- JIOKyMEHTHUPOBaHHAasi OaKTepreMHusl J0JKHA ObITh MpoJieueHa MapeHTEpaabHO B TeUeHUE 7 JAHEH,
JI€TU C MEHUHTUTOM JIOJDKHBI TIOJIyYUTh He MeHee 14 aHel Tepanuu.

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMenTapuu: mocne 3 Mec. KM3HM TpH CYIIeCTBEHHOM cHWkeHun HbF mosiBisiercs puck
pa3BUTHUS TUMOQYHKIUUA CETE3€HKU C TIOBBIIIEHHEM BOCIPHUUMYUBOCTH K HEKOTOPBIM >KU3HH
yrpoKarouM OakTepralbHBIM HHPEKIUAM (Cercucy, MEHUHTUTY U Jp.). MccnenoBanus, mpoBeIeHHbIC
B CIIA, moka3siBatoT, uto npu HbSS pe3ko Bo3pacTaeT yacToTa TKENBIX OaKTEpHATbHBIX WHOEKIINH,

+
BKJIFOYasi MEHUHTHUT U CETICUC B T€UEHHE MepBoro mnoyyroaus xusuu, npu HbSC u S-B"-ramaccemun
B TEUEHHE MepBbIX 2-x JeT xu3nu [1-5, 100-106].

BaxHoe MecTo 3aHMMaeT npo¢uiakTuka MHQeKuui (MeHNIMUTMHONPO(PHIAKTHKA U BaKIIMHAIUS ),
MO03TOMY HEO0XOIMMO KOHTPOJIMPOBATH YETKOCTh U CBOEBPEMEHHOCTh €€ NMPOBEJCHUS BHE 3aBUCUMOCTH
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OT BO3pacTa MalHeHTa.

®ebpunbabie manueHTl ¢ CKb momkHbI paccMaTpuBaThesl B cBeTe (DYHKIIMOHAIBHOM acCIUIEHUU
npu 00CIEeOBAaHUM W JIGYCHHUHU. DTO MOJpa3yMeBaeT, YTO B KpaTyalllie CPOKH TaKUM MalEeHTaM
HEOOXOIMMO TIPOBECTH (DU3HKAIBHBI OCMOTp, cJeNnaTh OOmui (KIMHUYECKUI) aHalu3 KpOBH,
MUKPOOHOJIOTHYECKHE (KYJIbTypalbHBIC) HCCIEIOBAHUS KPOBH Ha CTEPWIBHOCTh W/WIM CIH3U C
MUH/IQJIMH U 3aJHe CTEHKHU TJIOTKH Ha adpoOHbIe U (PaKylIbTaTHBHO-aHAIPOOHBIE MUKPOOPTaHU3M W/HITN
MOYM Ha OaKTepHaJIbHBIC MATOTCHBI C MPHUMEHEHHEM aBTOMATH3MPOBAHHOTO TOCEBA, PEHTTEHOTpaduio
JErKUX, M HayaThb SMIIMPUYECKYIO aHTHOakTepuanbHyro Tepanuto. Y nereil ¢ CKb wacto ObiBaeT
HE3HAYUTENbHBIA (UOPUIUTET, @ PHUCK JICTAIFHOTO HMCXO0Ja OT HEIMAarHOCTHPOBAHHOTO Streptococcus
pneumonia cencrca KOJIOCCaJeH.

- Herasm c¢ CKbBb panHero Bo3pacTa, HauMHas C 2-MECSUHOTO BO3pacTa, PEKOMEHIYeTCs
neHunuuIHONpomtakruka [1, 2, 107-109, 3-5, 64-68].
YposeHb yoeautenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- Bcem mammenram ¢ CKbB pexomenayercs perymsipHas caHaius o4daroB MHGeKuuu (3yOHast
MOJIOCTh, MUHIAIHMHBI, aJICHOU/IbI, IPUAATOYHBIC TA3yXH HOCA, MOYEBBIBOIsIast cuctema) [1, 2].

YposeHs yoeautenbHOCTH pekoMeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommeHTapun: ovarsm XpoOHHYECKOW MH(EKIHMH KaK MPaBHUJIO MPOBOIMPYIOT Pa3BUTHE TSDKENBIX
Ba30-OKKITFO3UBHBIX KPH30B, MOTYT OBITH TPUYHHON CETICHCA.

- Bcem nanmenram ¢ CKb BHE 3aBUCHMOCTH OT BO3pacTa peKOMEHIYEeTCsl TUIIEPKAJIOpHUHAsL JUETa,
YTO MO3BOJISIET CYIIECTBEHHO YIIYUIIMTh TEMITBI pocTa [1, 2, 7, 8, 64-68, 110-112].

YposeHs yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommenTtapun: y manmentoB ¢ CKb, ocoOGeHHO paeTeit, oTMedaercsl 3aJepkKa pPOCTa, HU3KHI
HYTPUTHUBHBIN CTaTyc, 3aJep’Ka CKEJIETHOTO U IOJOBOTO CO3pEBaHMs. 3aJepiKKa pOCTa CTaHOBHUTHCS
3aMETHOM HauuHas ¢ 6 MecsyHOro Bo3pacta. CUMTaeTcs, 4YTo ATO CBA3AHO C YCKOpPEHHEM MeTadoau3Ma
npu CKb, cHmxeHueM anmeruta (MHOTAA 0 aHOPEKCHHU) MpHU OOJIEBBIX KpH3aX, CHIDKCHHH aOCOpPOINU
nutaTtenbHbIX BenlecTs B JKKT. Muorouncinenurie uccienosanus namueHTos CKb mokaszanu cHukeHue
COJIep’KaHUs JKUPOBOM TKaHM B IOJPOCTKOBOM BO3pAcTe, CHIDKEHHE COJACPIKAHUSI HEKHPOBBIX
KOMIIOHEHTOB B CTPYKType Tejla y BCEX IMallMeHTOB BHE 3aBUCUMOCTHM OT BO3pacTa, IpH AITOM
CYIIIECTBEHHO CHIDKEHA MBIIIICUHAS Macca M OeJIKOBBIE 3amackl opranusma [1, 2, 7, 8, 64-68, 110-112].

- IMammentam ¢ CKB ¢ moBblllIeHHEM KOHIEHTPAlUM TOMOIMCTEHMHA B KPOBH PEKOMEHIYETCS
Ha3Ha4YeHHWE TpenaparoB rpymmbl "donuweBas kucinora u ee mnpomsBoansie” (BO3BB mo ATX
Kaaccu()UKaIMK) I KOPPEKIMK UX KOHIeHTpamuu [1, 2, 113-115].

YpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb T0OCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- Bcem mamumentam ¢ CKb pexkomenayercs npodunaktuka nedunura BUTamuHa JI: morarus
Kosiekanbldepona**, nocraroyHoe NpeObIBaHWE MAlMEHTa HAa COJIHIIC W aJICKBAaTHOE COJCpIKaHUE
KaJblMs B pauuone nuranus [116, 117].

VYpoBeHb yOeAUTETbHOCTH peKOMeHAaIuii A (YypOBEHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 1)

- Ilanmentam ¢ CKb mpu oTcyrcTBUM NMpHU3HAKOB MyOepraTa y JeBouYeK B Bo3pacTe 14 mer u y
MaJb4YUKOB B Bo3pacte 14,5 jetr pekoMeHIyeTcss mpueM (0CMOTp, KOHCYIbTAlKs) Bpada-dHA0KPHUHOJIOTa
MIEPBUYHBIN IS PELIEHUs BOMIPOCa O HEOOXOAUMOCTH TOPMOHO3aMeCTUTeNbHOU Tepanuu [1, 2, 7, 8, 64-
68].

VYpoBeHb yoeauTenbHOCTH pekoMeHaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommenrapuu: y naruenToB ¢ HbSS otmeuaercs 3aaepikka mybeprara Ha 2-3 roaa, y MalMeHTOB C
HbSC — Ha ~ 6 mecsineB. 3aepkka cO3peBaHUs CKelieTa B MEPUOJI IMydepTaTa MpoUisieT MEpUo.l pocTa
JUIMHHBIX KOCTEH, 4YTO TMO3BOJIAET AOCTHYb IMPHEMIIEMBI KOHEYHBIH pPOCT MyCTh U C 3aJE€PKKOH BO
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BpEMEHMU.

- Bcem mnanumentam ¢ CKB ¢ nposiBieHMsIMM TIpUanu3Ma pPEKOMEHAYIOTCS UHBEKIUU
#neiinpopenuua** (aHaJor TOHAJOTPONHH-PHIM3UHT TOPMOHA, KOTOPBIM yrHETaeT TUIOTAIaMO-
TEeCTHKYJISAPHYIO CBSI3b W MPOAYKIHUIO TECTOCTepoHa) 7,5 Mr B/M, [UIMTENbHAs Tepamus
#runpokcukapoaMuaoM** BHYTph B peskuMe 15-35 mr/kr/cyt (OKpyrisisi B OOJBITYIO CTOPOHY JIO IEJIOH
KariCyJbl) €KeJHEBHO ITOCTOSHHO JUIsl IPEAOTBPALICHHS MOBTOPHBIX 3TH30/10B npuanusma [1, 2, 7, 8, 64-
68, 118].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommenTtapuu: noapoctku u B3pocible nanueHTsl CKb 10mKHBI ObITH ONOBENIEHBI O TOM, YTO MpPU
COXpaHEHUHU NMPU3HAKOB MpHANU3Ma B TeUeHUE 2-X U 0ojiee 4acoB JOJDKHBI OOpaTUTHCS 32 HEOTIOKHOU
MOMOIIBI0 K Bpauy. /I KynupoBaHUs JIETKUX NPOSBICHUN W NPOPUIAKTUKH Pa3BUTHUS TSXKEIOTr0
IpHanu3Ma MalurdeHThl JOJDKHBI BCETJa IMepesl CHOM OMOPOXKHATh MOYEBOW MY3bIPb, /Ui KyMHPOBAaHUS
JIETKUX 3MM30/I0B — MPUHATH NpenapaT U3 rpynnsl "aHansretuku v antunuperuku" (NO2BG nmo ATX
KJIaCCU(UKALMU) U TOPSAUYIO BaHHY.

3.5. NMpodumnaktnka nopaxenna LHC

[ToMruMO W3MEHEHHSI CKOPOCTHM KPOBOTOKA IO CpPeaHEH MO3rOBOM apTepuH, K (akTtopaMm pucka
otnocsres [1, 2, 7, 8, 119-122]:

- TPaH3UTOPHBIE UIIEMHYECKHE aTaku (TPAH3UTOPHOE HAPYIIICHHE MO3TOBOTO KPOBOOOPAIIICHHUS ),

- HU3KHWH TeMOTJI00HH;

- JacTOTa ¥ BPEMSI C MOMEHTA Pa3BUTHS OCTPOTO IPYIHOTO CHUHIPOMA;

- TIOBBIILIEHHOE CUCTOJMNYECKOE JABJICHHE.

JIis neTei MepBBIX JABYX JIET JKM3HH (DAaKTOpaMu BBICOKOTO PHCKAa PA3BUTHS HIIEMHUYECKOTO
HHCYJIbTA SBJISIOTCS JaKTUJINMT, TsDKEIas aHeMus, ekkonuTos [1, 2, 7, 8, 119-122].

K npyrum KIMHHUYECKHM U J1a00paTOPHBIM HHIUKATOPAM PUCKA Pa3BUTHS HIIEMUYECKOTO HHCYIIbTA
OTHOCST: MHCYJIBT y POJHOTO Opara/CecTpbl, MEJIKUE HEBPOJOTHUYECKUE OTKIOHCHHS, TSDKEIYI0 aHEMUIO,

o " S
BBICOKHU JICHKOIIUTO3, OIPEICIICHHBIE [3 -IraIllJIOTHIIbI " OTCYTCTBHE b1 () (S 115041
0-IJIOOMHOBBIX I'€HOB [1, 2, 7, 8, 119].

[Ipumepno 13% nereit (mo 20% mnauuentoB no 20-netnero Bo3pacta) ¢ CKb umeror "Hemoe"
MOpaKEeHHe MOo3ra, 1o JaHHbiIM MPT ouaru JIOKaau3yroTcs MPEMMYIIECTBEHHO B JIOOHOW M TEMEHHOM
JI0JIIX B KOPKOBBIX, MOJKOPKOBBIX M MOTPAHUYHOM 30HaX. DTH MOBPEXKICHUS aCCOLIMMPOBAHBI C HU3KOU
OLIEHKOM TMpU HEUPOICUXOJOTHUYECKOM TEeCTHpOBaHMEM. JlOKAa3aHO TOBBILIEHUE PUCKA Pa3BUTHS
HIIIEMHYECKOTO HMHCYJIbTa Y JETeH, KOTOpble MMEIOT OTKJIOHEHHs mo manHeiM MPT [1, 2, 7, 8, 119].
[IpucyrctBue stux nopaxenuit npu MPT TpebyeT npoBenenue obOcnenoBaHus pedeHKa ISl BHISBICHUS
npobiemM oOy4eHHs, KOTHUTHUBHBIX HApyHUIEHWH U OIGHKH COCYAOB TOJIOBHOTO Mo3ra Jiis
CBOEBPEMEHHOTO Hayana NEpBUYHOM MNPODUIAKTUKMA HUHCYNIbTA. BbisiBIeHHOE "Hemoe" mopakeHue
TOJIOBHOTO MoO3ra y peOeHka TpeOyeT NepeoLeHKH HCTOpHUHM OO0JIE3HHM JUIsl BBISABICHHMS paHee He
3aMEUEHHBIX CHMITOMOB, a TaKXe IEepPeCMOTp KIMHMYECKUX M JabOpaTOPHBIX PHCKOB pa3BUTHUS
uHcynpTa. Yacrora uHcynera y nereit ¢ usmeHeHHslM MPT u TKH, a Taxxke pucKku M mpenMyliecTBa
MPOQHUIAKTUYECKH XPOHHUECKUMHU TPaHCPY3UsIMHU SPUTPOLIUTHOM MacChl HE MCCleoBaHbl. B HacTosiee
BpeMsl IMPOBOJAATCS HCCIENOBaHMA MO U3ydyeHHI0 d3()(EeKTUBHOCTH pPErylspHBIX TpaHChy3Hi
SPUTPOLIUTHOMN MACCHI TPH "HEMBIX" MHCYJIbTAX.

- [Tanmentam ¢ CKbB ¢ moBsbIllieHHEM CKOPOCTH KPOBOTOKA MO cpenHel Mo3roBoit aptepuu a0 200
CM/CEK PEKOMEHIYEeTCsl MPOBEACHUE PETYISIPHBIX (XPOHUYECKUX) TPAHCHY3UH SPUTPOIMTAPHON MacChl
JUTSL TIPEAYTIPEKICHHS Pa3BUTHS UIIIEeMUYecKoTro HHCyabTa [1, 2, 7, 8, 120, 121].
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VYpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KommeHTapuu: XpoHHUECKUe TpaHC(hy3Un 3PUTPOLUTHON MAcChl CO CHI)KEHUEM coaepxkanus HbS
menee 30% ot oOmero Hb 3HaumMTensHO CHMXKAIOT PUCK MOBTOpHOro WHcynsTa [1, 2, 7, 8, 120].
XpoHuveckue TpaHC(hy3UH SPUTPOLMTHOW MACCHl JIOJDKHBI IPOJAOJDKAThCs N0 18-y1eTHero Bo3pacrta
peOeHKa, HO He MeHee 5 JieT OT Havana Tpancdyswuii [1, 2, 7, 8, 120].

HexoTopble mamueHTsl, HECMOTPSl Ha aaeKkBaTHOe cHIkeHne HbS TpaHcdy3usMu SpUTPOIUTHOM
Macchl, pa3BUBAIOT MOBTOPHBIC 31u30.bl nopaxenus [[HC. B stom ciiyuae HeoOX0auMo ompeneanuTh
conepxkanne HbS B kpoBu mammenrta (yOemuThes, 9TO TpaHC(HY3MOHHAs NMpOrpaMMa y HaleHTa Obuia
aJIeKBaTHOM), BBISICHUTh IPUYHMHY pa3BUTHs uiieMud. HeoOXo1uMo MOMHHTH O Jpyrux (pakTopax pucka,
kpome oOycnosienHold CKb BackyrmonaTtuu: TOBBIIICHHE COJEPYKAHHMS TOMOIMCTEMHA W Jpyrue
COCTOSIHUS, COINpOBOXJAroIIUecs runepkoarynsnueil. IloBbllleHHMe TOMOLUUTENHA MOXKET ObITh
penaylupoBaHo npueMoM ¢osimeBoi kuciaoTe**. Ecte gannsbie, uto HekoTophie nmanuentsl ¢ CKb nmeror

MOBBIIIIEHHOE cojiepkanne anTudochommmuaaeix anturen u aedumur nporenna C u S [1, 2, 7, 8, 120,
123-125].

- Heram ¢ CKbB c¢ runepkoarymisiiueil peKOMEHIyeTcsl MPOBEIECHUE aHTUKOATyJISHTHON Tepanuu
BaphapuHoM** [126, 127].
VpoBeHb YOeUTENbHOCTH peKOMEeHIauii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

- IMamuentam c¢ CKb, nepenecmM HWHQAPKT/MIIEMUI0 MO3ra, PEKOMEHIYeTCsl MpOBEIEeHUE
TPaHCIJIAaHTAIIMH TEeMOTIOATHYECKUX CTBOJIOBBIX KJIETOK JUIsl TIPEIOTBPAIICHUS MIOBTOPHBIX aTak [1, 2, 7,
8, 88, 89, 92].

Yposens yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — b)

- Bspocmeim mammenram ¢ CKbB pexomenmyercs mpoBeneHHE TPO(PHIAKTUKA € JICUCHHS
HIIEMHUYECKOTO MHCYJIBTA 10 MEAMaTPHUYCCKUM KIMHHMYSCKHUM peKoMenaanusm [1, 2, 7, 8].
Yposens yoeaurenbHoCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- B3pocneim manmenram ¢ CKb ¢ tpan3utopHoit umemudeckoi arakoir (THA) pexomenmyercs
MpoBeJieHHE NPOMUIAKTUKHA HWIIEMHYECKOTO HMHCYJIbTa aHTUTPOMOOTHYECKUMHU CpPEICTBAMHU  HIIU
Bapdapurom™** [1, 2, 7, 8, 128-130].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KomMeHnTapuu: mpenapatbl Ui BTOPHYHON MPOGUIAKTUKKA HHCYJIbTA Y B3POCHBIX MAllMEHTOB C
CKB npencrasnens! B Tabnuie 5 [131, 132].

Tabnuma 5. [Ipenapatel a1 BTOpUYHON MpodUIaKTUKH UHCYIBTa y B3pocibix nanueHToB CKb.

CoOnITHE PexoMmengoBanHas TCpaIlunsa Bo3moxnas TCpalus

THA (aTepoTpom603) AneruncanuiioBas kuciaora** ATpeHOKC

(ASA) 50-300 mr/cyT Krommporpem** 75 mr/cyt

#ASA** 50-1300 mr/cyt

TUA (atepoTpomM603) + ATpeHOKC Bapdapun™* (nenesoe MHO
HETMEePEeHOCUMOCTh ASA**; 2,0-3,0)

#ASA** 50-1300 mr/cyT

TUA, Bo3HMKIIIas HAa Tepanuu
ASA**

TUA (xapauosmbomnus) Bapdapun** (nenesoe MHO 2,5, #ASA** 50-325 mr/cyr
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nuarnasos 2,0-3,0) (ecnu Bapdapun**
IIPOTUBOIIOKA3aH)

B xauectBe anbrepHaTHBBl Yy B3pociblx manueHToB ¢ CKbB mist BTOpHYHOH NpoMIaKTUKA
UIIEMUYECKOTO  MHCYIbTa  MOTYT  INPUMEHAThCS  XpPOHMUYECKHE  (peryispHele)  TpaHcdy3uu
SPUTPOIMTAPHON MacChl AHAJOTUYHO IeauaTpudeckoi mpaktuke [1, 2, 7, 8, 82]. Xupyprudeckue

BMCIIATCIIBCTBA MOFyT 6I)ITB HUCIIOJIB30BAHEI B HeKOTOpI)IX cnyqaﬂx JJIA KOppeKHI/II/I CI/IHI[pOMa MOSIMO?I
[1,2,7,8].

- Bspocaeim namuenram ¢ CKDB pexkomenayercss BTOpUYHas NPOBEACHHE MPODUIAKTUKU
HIIEMUYECKOTO MHCYJIbTA alleTUIICATMIIMIOBOM KUCI0TOW™** nnu Bapdapunom** [1, 2, 7, 8, 128-130].
YposeHb yoeautenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

4. MepguumHckan peaﬁMﬂMTaLlMﬂ, MeANLUMHCKMNEe NOoKa3aHuAa U NMpoTUBONOKa3aHUA K
npnMeHeHNO MmeTo40B pea6MJ1MTaLI,VIVI

Crennpuyeckux peaOWINTAMOHHBIX MeponpusiTuid B oTHomeHuu mnauueHtoB ¢ CKB He
pazpabotaHo. [Tanmentsl ¢ CKb BHE 3aBUCHMOCTH OT BO3pacTa U MOJy4yaeMoil Tepanuu MOTyT MOCEIaTh
JIETCKHE JOLIKOJIbHbIE, IIKOJbHbIE YUPEXACHUS, MPeObIBaTh B 03/I0POBUTENIBHBIX JIarepsix, 3aHUMaThCs
¢uznueckoil KynpTypoil u cropToM. IlanueHTsl, nepeHecune MHCYIbT, OCOOEHHO MOBTOPHBIA, OyAyT
HY)KJAaThCsl B COLMAIbHON peaduiIuTaluu.

[Tarmentam ¢ CKb mone3no 3aauMaThbest PU3KyIbTypoit U CIIOPTOM, OJHAKO TIPU 3TOM HEOOXOIMMO
MMIOMHUTHh O HEOOXOJAMMOCTH COXpaHEHHWs Teruia (MoCiie WHTEHCHUBHBIX (PM3WUYECKUX 3aHATHHA peOCHKa
HEOOXOJMMO YKpPBITH/OJIETh B TEIJIO€ I HPEAOTBPALICHUS MEPEOXTAXKACHUS; HE PEKOMEHIyeTcCs
IUIaBaTh B NPOXJIAJHOM/XOJOTHON BO/IE€) M KOHTPOIMPOBAThH IIPUEM PEOCHKOM JIOCTATOYHOTO KOJINYECTBA
AKHUJKOCTH JUIs IPEJOTBPALLEHHs IeTUpaTalliy, 4To OyAeT CiocoOCTBOBATh MIPEJOTBPALEHUIO PA3BUTHUS
Ba30-OKKJIIO3UBHOTIO KpHU3a.

5. MpodwmnaktMka M pucnaHcepHoe HabGnwAeHWe, MeAULMHCKME MNOKa3aHus W
NPOTUBOMNOKa3aHUs K NPUMEHEHUIO MeTOA 0B NPOMUIaKTUKK

[locne ycraHoBjeHHs AWarHo3a, BbIOOpa Jie4ueOHOM TaKTHKH, MoAOOpa 03 MpenaparoB MAlUEHT
nepenaeTcss MOJ JUCHaHCepHOe HaONIoJeHue Bpada-nieauarpa (€clii ecTh JOJDKHOCTh, TO TMOJ
HaOMOJIeHUe  TeMaroyiora) IO  MECTy O KUTENbCTBA. lepamusi MPOBOAUTCA — aMOyJIaTOpHO,
JUTATENbHO/TIOKU3HEHHO. [lallueHTsl U 4IeHbl UX ceMel JOJIKHBI OBITh MOJPOOHO 03HAKOMJICHBI KakK C
CYTBIO 3a00JIeBaHUs, BO3MOXHBIM OCJIOXHEHHSIM KaK caMoro 3a0oJieBaHusl, TaK U MIPOBOJAUMOM Teparuu,
0OyueHBbI paBUIaM UHIUBUAYAIbHON TUTUEHBI U KYITUPOBAHHIO OOJIH.

- Bcem nanmentam ¢ CKb pexomenayercs moKM3HEHHOE HaOII0/IeHUE Bpadya-reMaTosiora u Bpaya-
neauarpa/TepaneBra ¢ IPUBJICYCHHEM PH HEOOXOMMOCTH IPYruX creruanucTtos [1, 2, 64-68].

VYpoBeHb yoeauTeapHOCTH pekoMenaaiuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KoMMeHTapuu: B OOJBIIMHCTBE CBOEM MAIMEHTH HYXIAIOTCS B aMOyJaTOPHOM JICYEHHH W/HIIN
MpoQUIAKTUKE TSHKENbIX MPOSBICHHUM 3a00JieBaHUs WM €ro OCJIOXKHEHHH, KpaiiHe peaxo Tpebyercs
JIeYEeHUE B CTAIlIOHApE.

Heob6xomuMbie MeponIpusTHS MPU AUCTIAHCEPHOM HAOIIOACHUH MPEACTABICHBI B TAOIUIE 6.
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Tabnuma 6. HeobxomuMbie MEIUIIMHCKAIE YCIYTH MPHU JAUCIIaHCEpHOM HaOmonenuu [1, 2, 7, 8, 65-
68, 133]

HUccnenosanus

[IpoBoaumas Tepanus

#I'mnpokcukapoamm** 3amecTuTenbHas Tepanus
APUTPOIUTHOMN Maccoit 6e3/c

XEJIATOPHOM Teparuen

OcMoTp crienuanucTaMu

Bpau-remaroJior

Havano tepanuu — 1 pa3 B mecsig
JUTst OTIeHKU A (HEKTUBHOCTH U
0€30MaCHOCTH JICUEHUS
[Tocnenyromee nadbmoaeHne — 1
pa3 B 3 mecsina

1 pa3 B Mecsll

Bpau-o¢ransmonor

OCMOTp TIPO3PAUHBIX CPEJI I1a3a ¢ MEIMKaMEHTO3HBIM PACIIUPEHUEM
3padka U B I1eseBoi jamie — 1 pa3 B 12 mec.

Bpau-kapauosior

Bpau-3nnokprHoOIOT

Bpau-neBponor

1 pa3 B 12 mec.

HNHCTpyMeHTaNbHBIE UCCIIEIOBAHUS

JIymiieKCHO€e HCCleI0BaHUE
CKOPOCTH KPOBOTOKA IO
WHTpaKpaHUAJIbHBIM apTePUsIM

1 pa3 B 12 mec. HaunHas ¢ 2 JIETHEr0 BO3pacTa;

€CJIM BBISIBJICHO MUHUMAJIbHOE U3MEHEHHE, TO KaxKble 4 Mec.
€CJIY BBISIBJIEHO YCKOPEHUE KPOBOTOKA MO CPEAHENH MO3TOBOM
apTepuu, TO MOBTOPUTH Yepe3 2-4 Heaenun

MPT romosaoro mo3ra wiau MP-
anruorpadus

1 pa3 B roJ1 mpu HEBO3MOKHOCTH ITPOBEACHUS TYILIIEKCHOTO
UCCIIEIOBaHMSI KPOBOTOKA MO0 MHTPAKPAHUAIBHBIM apTEPHUsM U IIPH
BBISIBJICHUSI TTIOBBIIICHUSI CKOPOCTH KPOBOTOKA IO CPEHEH MO3TOBOM
aptepun > 200 cm/cex

OKT' 1 pa3 B roj;, mpu BBISIBJICHUH MATOJIOTUHU Yalle

3XO-KTI'

XonTepoBCcKoe He tpeGyercs Jlis manueHToB crapiie 2 JeT B

MOHHUTOPUPOBAHUE CEPACUHOTO clIydae coXpaHeHus peppuTuHa

puTMa ceiBopoTkH Oosiee 1000 Mkr/n B
JBYX MOCIIEA0BATEIbHBIX
aHanmzax — 1 pa3 B rox

MonuTtopupoBaHue cyrouyHoro |1 pa3 B roxg s manueHToB B ciyvae

apTepHalIbHOTO JaBIICHUS coxpaHeHus peppuTuHa
ceiBopoTkH Oosiee 1000 Mkr/mn B
JIBYX MOCTEA0BATENbHBIX
aHanmzax — 1 pa3 B rox

MPT B pexxume T2* neuenu, He tpebyercs [ manueHToB S5-TH JIET U cTapiie

MHOKap/ia, MO KETYJOUHON 1 pa3 Brozx

Kele3bl ¥ runodusa

Y3U opranoB OpromrHoi 1 paz BTOI 1 pa3 B 6 mec
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ITIOJIOCTH M ITIOYCK

ARFIl-3macrorpadus neveHu, He tpeGyercs Jns manuenToB crapie 2 yet — 1
MOJDKENY0YHOH JKeJe3bl pas B roJ

HccnenoBanue 1 paz3 BrOzI He tpebyercs
HECTIPOBOIIMPOBAHHBIX

AbIXaTCIbHBIX 00BEMOB

JIabopaTopHbIe HCCIIeTOBAHUS

OOmwmii (KIMHUYECKUN) aHaIN3
KPOBH C TIOJICUETOM
PETHUKYIIOIIUTOB, TPOMOOIIUTOB,
neiKkouTapHO GopMyIIbI

KaXJIbIe 4 HEJENH J10
3aBeplIeHus Mo00pa J103bl,
nanee 1 pa3 B 3 mecsa

1 pa3 B Mecsll

HccnenoBanue ypoBHs
(dberanpHOTO TeMOTrIo0rHA B
KpOBH

Kaxnpie 6 mec. B Bo3pacrte 6-24

Mmec.; 1 pa3 B rog B Bo3pacte > 24

McEC.

Tonpko nepen onepaTuBHOM
BMEIIATENCTBE, ISl KOHTPOJIS
3aMEHHOTO TIepeIMBAHUS
SPUTPOLUTHON MACChI

OOt (KTMHUYECKUI) aHaTN3
MOYH

1 pa3 B mecsn

buoxumuueckuii aHanus KpoBU
oO1erepaneBTUYECKUMA
(Mo4YeBMHA, KpEeaTHHUH, OOt
OmMpyOuH, IPSIMOK
owmpyoun, AJIT, ACT, JIIT,
I®, rmoko3za, K*, Na*,
MOY€eBas KHCJIOTA)

1 pa3 B 12 mec.

1 pa3 B 1 mecsir mpu moadope
JI03bI XenaTtopa, aajnee 1 pa3 B 3
Mecsa

Knupenc sngoreHHoro
KpeaTHHHUHA

1 pa3 B 12 mec.

Kaxnpie 6-12 mecsieB npu
MIPOBEACHUH XEJIAaTOPHON Tepariu

HccnenoBanue ypoBHS xkele3a
CBIBOPOTKH KPOBH,
UCCIeIOBaHUE
MKEJIe30CBSI3bIBAIOIICH
CIIOCOOHOCTH CBHIBOPOTKH,
WCCIIEIOBAHUE YPOBHS
beppuTHHa B KPOBU

1 pa3 B 6-12 mecsiueB

o nayana xenaropHoi tepanuu |
pa3 B 6-12 MecsI1eB; Ipu Mo00pe
JI03BI XeJaTopa Kax/jple 3 mecsia,
nanee Kaxable 6 MecsleB

[Tynbcokcumerpus 1 pa3 B 6 Mec. U1 TanuMeHToB cTapme 1 roga
AnTmpHuTpOoIMTapHBIe anTuTena | He Tpedyercs [lepen xaxxmoit Tpancdysuen
(HenmpsMOU aHTHUTIIOOYTHHOBBIH SPUTPOLIUTHOM MacChl

tecT (Tect Kym6Gca) u npsmoit

AHTUTIIOOYIMHOBBIN TECT

(mpsimast mpo6a KymoOca))

Onpenenenue ocHoBHBIX Ipynn | He TpeGyetcs 1 pa3 BTOXt

o cucreMe ABO, onpenenenne
anturera D cucremsl Pesyc
(pe3yc-daxTop), onpenencHmne
¢enoruna no anturenam C, c, E,
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e, Cw, K, k u onpenenenue
AHTUDPUTPOLIUTAPHBIX AHTUTEII

HccnenoBanue ypoBHs Jlng nanumenToB crapiie 2 aeT — 1 pa3 B roa
tupeotporHoro ropmona (TTT)
B KpPOBU

HccnenoBanue ypoBHs
cBoOotHOTO THpOoKCcHHA (CT4)
CBIBOPOTKHU KPOBU

HccnenoBanue ypoBHs
MapaTUpeouIHOTO TOPMOHa B
KpOBH

HccnenoBanue ypoBHs
IIPpOJIAaKTHHA B KPOBU

UccnenoBanue ypoBHS 00111€TO
KOPTH30J1a B KPOBH

HccnenoBanue ypoBHs Jlns manmenToB crapure 7 et — 1 pa3 B rox
MHCYJIUHONIOJ00HOTO POCTOBOTO
¢akropa I B kpoBU

HccnenoBanue ypoBHs Jlns manmenToB crapure 2 et — 1 pa3 B rox
OCTEOKAJIbI[HA B KPOBU

UccnenoBanust ypoBHs Oerra-
n3omepuzupoBaHHoro C-
KOHIIEBOIO TEJIONENTH A

KoJutarena 1 tuma (B'CTOSS
laps) B kxpoBu

HccnenoBanue ypoBHS 001I€T0
KaJIbIIKS B KPOBU

WccnenoBanue ypoBHs
MOHHU3UPOBAHHOTO KAJIbLIUS B
KpOBU

HccnenoBanue ypoBHsI
Heopranuueckoro ¢gocdopa B

KpOBH
HccnenosBanue ypoBHs He tpeGyercs Jlns maruenToB crapiie 7 et — 1
TJIMKUPOBAHHOTO FeMOTJIOONHA B pa3 B rog

KpOBH

[lepemaua BO B3pOCHyI0 CETh MEIUIMHCKUX YUPEKIEHUN [OJDKHA OBITh MOCTENEHHOM.
[InanupoBanue M TMOArOTOBKA TNeEpeqadyd TMalHueHTa MOoJ HaOMoJeHHe JJO0DKHO OBITh HAyaTto IO
JIocTKeHHH pebeHkoM Bospacta 13-14 nmer [1, 2]; netanbHas BBIMHCKA W3 BCEH MEIUIIMHCKOM
JOKYMEHTAIlMN TalHWeHTa JO0JDKHAa ObITh ToAroTtoBieHa Kk 15-16 romam [1, 2]; remaronor wu3
B3POCJIOTO/TIOAPOCTKOBOTO LIEHTPa JOJKEH MPUHUMATh Y9acTUE B 00CYK/ICHUU MaIlMeHTa, HaunHas ¢ 13-
14 net, 4T0 MO3BOJISIET 0OECTIEUYUTh MPEEMCTBEHHOCTh B OKa3aHUU MEIUIIMHCKOW MOMOIIM U 3HAKOMCTBO
pebeHKa ¢ mpaBuiIaMu paboThI IIEHTPa, KOTOPBIN OyAeT B JaybHelnieM ero Haomoaats [ 1, 2].
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6. Oprauusauuﬂ OKa3aHuUsi MeagULMHCKOW NOMOLLM

NMoka3aHuAa ana rocnuTanusauum B MeaOULUMNHCKY0 opraHM3auuio:

. IJIaHOBasl TOCIIUTANIN3AlMs B THEBHOM CTAallMOHAp (CTAallMOHAP KPATKOBPEMEHHOTO JICUEHU):

. IpOBeJIeHUE TpaHCPYy3Uil SPUTPOLIUTHON MaccChl (B3BECH)

. IJJaHOBAsl TOCIIUTAIN3ALMS B CTAllMOHAP:

. IpeIoNepalMOHHAst TOATOTOBKA

. 3-1 TpuMecTp OEpEeMEHHOCTH

. OKCTpPEHHas rOCTIMTAIN3aIHs B JHEBHOM CTallMOHAp (CTallMOHAp KPaTKOBPEMEHHOTO JICUEHUS):

. 0071€BOM CHUHAPOM CpeIHEH W TsKEIOoW cTeneHu (pepakTepHbld 00J€BOM Ba30-OKKIIO3UBHBIN

O WO ® N —

KpH3)

. BKCTpPEHHAs rOCMUTAIN3AIMs B CTallMOHAP:

. OCTPBIHA IPYAHOU CHHIPOM

. CEKBECTpAlMsl B CEJIE3CHKE UM NIEYEHU

. CETICUC WJIM MaJsipust

. OCTpasi aHEMHUsI C KIIMHUYECKUMHU MPOSIBICHUSIMU aHEMHUYECKOTO CHHAPOMA
. HHCYJIBT

f. ocTpeIil pedpakTepHbIil TPUONTHU3M

o 00 o N~

NMoka3aHuA K BbINMUCKEe NauMeHTa U3 MeauuMHCKOMN opraHnsauumum

1. IOCTHIXEHHUE LIENEBOr0 reMorjioonHa
2. KynmupoBaHHE OOJICBOTO CHHAPOMA M paspeliecHUEe OCIOKHEHUS WU COIYTCTBYIOMIETO
3a00J1€BaHU.

7. NononHuTenbHaa uHdopmauumsa (B ToMm uyucne cakTopbl, BAUAKOWME HA UCXOA
3aboneBaHuA UM COCTOAHUSA)

7.1. boneBble Kpu3bl npu CKbB

bore mpu CKB MOXHO moapasfeanTh Ha OCTPYIO M XpoHHueckyro [1-7, 64-68, 134-154].
CocrostHYsI, acCOIMUPOBAaHHbBIE ¢ OOJICBBIMU KpU3aMH NpeCTaBiIeHbl B Tadmuie 7. Hanbosee vacto mpu
CKbB BcTpeuaercst octpast 00Jb, €¢ Havyajao 0e3 KaKux-TMOO TPEABECTHUKOB, MPOJODKUTEILHOCTh €€
OTPaHUYCHA: OT HECKOJIbKUX YacOB JI0O HECKOJIBKHX JIHEH, MHTCHCUBHOCThH OOJIM CYIIECTBEHHO BapbUPYET
OT YMEPEHHOU 10 HEBBIHOCHUMOM, 0OJIb MOXET BO3BpAIAThCs, JOKAIM3AIMs OO MOXKET BapbHPOBATH.
Xponudeckasi 60y — 00Jib, MPOJOIDKAIOIIAsACA 3-6 MecseB U Oojee, TPyAHO muddepeHIupyemMas Ot
4acTO TIOBTOPSIOIICHCS OCTpod Oos (Hampumep, OOJIb MpHU TOPAKCHUH KOCTEH), MOXKET OBITh
W3HYPUTEIbHON, KaK (PU3WYECKH, TaK M ICHUXOJOTHYECKHU. YYacThe OIIYIIEHUH, SMOLMMA, MaMSITH U
BOCIIPUSTHS CO3/IAI0T JIOTIOJIHUTENIbHBIE MPOOJeMbl B e¢ KymupoBaHuu. Hacto octpas 00Jib MOMKET
HAKJIa/IbIBaThCS HA XPOHHUYECKYIO, a YaCThle MPHUCTYIBI OCTPO OOJM MOTYT HAallOMHUHATh XPOHUYECKYIO
6o1b. Heltponatuueckast 6071 HefocTaTouHo oxapakrepu3oBana npu CKb, oHa Bo3HUKaeT B pe3yibTaTe
MH(}ApPKTOB HEPBHBIX CTPYKTYP, CIABICHUS, IEHCTBUS YHIOTOKCUHOB W/WIIH MEPETPY3KH JKETE30M.
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Tabmuma 7. Octpas u xponudeckast 6016 u ocnoxuaenust CKb [1, 2, 67, 68, 138-140, 142, 144, 146,
148, 3-7, 64-66].

CuHapoM ocTpoii 6omu CHHIpOM XpOHUYECKOH 601
Ocrtpplii rpyanoii cunapom (OI'C) Aptpur
XO0nenuCTUT Aptponarus
CuHIpOM PYK-HOT (JIaKTHJIUT) AcenTrueckuil (aBaCKyJISIpHBIN) HEKPO3
bouieBbie kpu3bl Tpodudeckue s13BbI HIDKHUX KOHEYHOCTEH
[Tpranuzm KomnpeccrnonHblil mepesioM mo3BoHKa
CuHIpoM IpaBoOro BEpXHEro KBaJpaHTa
CuksecTpanus B cele3eHKe

B omeHke WHTEHCUBHOCTH O00JIM HEOOXOJWMO YUYUTHIBATH BO3PACT MaIMEHTa, YPOBEHb €ro
pa3BuTHsA, (YHKIUOHAIBHBIN CTaTyC, KOTHUTHUBHYIO (DYHKIIHIO, IMOIIMOHAJIBHOE cOCTOosHHE. Bce »Tm
(bakToOpbl JOJDKHBI TaK)Ke YUUTHIBAThCsl NpU BbIOOpe Tepanuu. KymnupoBanue 001M JTOJKHO OBITh
OBICTPBIM U MakcuMaibHO G dekTrBHBIM [1, 2, 67, 68, 134-141, 3, 142, 4-7, 64-66].

B kynupoBanuu 601m OOJIBIIYIO pOJIb UIPAIOT OOpa30BaHHME POJUTENEH W MalUeHTa B 00JIacTH
natoyjornn CKb w mpuwumn pasputus Ooymm [1, 2, 140-142, 64-68, 137-139]. OdveHp BaxxHO JIA
KYIUPOBAHUS TSDKENBIX SMU3070B OOJM HAJMYUE JTHEBHBIX CTAI[HOHAPOB B 30HE JOCATAEMOCTH IS
MAlMEHTOB, YTO CHHKACT KOJMYECTBO U MPOJODKUTEIBHOCTh TOCHHUTAIM3ALMIl B KPYIJIOCYTOUYHBIN
craironap [1, 2, 134, 136, 139, 140].

Heo6xomumo um3berath (hakTOpoB, MPOBOLMPYIOMIUX OOJEBBIE KPHU3bI, TaKUX KaK: BO3JICHCTBHUE
HU3KON TeMIiepaTyphl (OXJIaXJIeHHE), BO3JACUCTBHE BBICOKOW TeMIiepaTypoil (meperpeB), JUIMTENbHas
WHTCHCHUBHAs (pU3MYecKas Harpyska, Jerujparanus, mojabeM Ha BbicoTy Oosee 1500 M Ham ypoBHEM
MOpsi, TAOaKOKypEHHE, YITOTPEOICHHE aIKOTOJIbHBIX HamuTKOB [1, 2, 140-142, 64-68, 137-139].

D} PeKTUBHO HCIIONTH30BAHNE HEMEIUKAMEHTO3HBIX CIIOCOOOB KymUpOBaHUs 00JH (COrpeBaromInii
Maccak, TEIIbIA/TOPSAYMil Ayl UM BaHHA, pediekcoTeparius, OTBICKAIOIINEe MEPOTPUITUS (UTPBL, B T.4.
KoMIbIOTEepHBIE, BUaco; TV) [1, 2, 140-142, 64-68, 137-139].

Ha puc. 1 npencraBien airoputM OlEHKH MHTEHCUBHOCTH U Xapaktepa 0osu y nanueHToB ¢ CKb
[1, 2].

Pucynok 1. Anroputm orieHKM HUHTEHCUBHOCTH U Xapaktepa 0onu y nanuentos ¢ CKb
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- JInst OLIeHKH MHTEHCHBHOCTH OOJIM Yy JETel PEeKOMEHJO0BAHO HCIOJIb30BaTh BH3YaIbHYIO HIKATY
orleHKH Oonu (cMm. mpuiiokenue ['l JaHHBIX peKOMEHAALMN) WU APYrue MYJIbTHUMEPHBIC LIKaIbl IS
ocTpoil miu xponudeckoir 6omu [1, 2, 140-142, 64-68, 137-139]. Benenne AHEBHHMKA MAIllMEHTA TaKXKe
MTOMOTAET B OI[EHKE OOJIH oMa.

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKa3aTEIbCTB — 5)

Kynuposanue Oonu y manueHtoB ¢ CKbB [0MKHO MPOBOAMTHCA COTJIACHO COOTBETCTBYIOIIUM
KITMHUYECKUM PEKOMEHIAIIHSIM.

7.2. TpaH3MTOpHasa KpacHOKNeToYHas annasus

TpanszutopHast kpacHokinerouHass aruiazus (TKA) pasBuBaercs BcieAcTBUE WHOUIIMPOBAHUS
napsoBupycom B19 (mapBoBupyc B19 takke BbI3biBaeT pa3BuTHe erythema infectiosum, U3BECTHYIO Kak
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"msTast 601e3Hb"). Amasus ABISETCS PE3yJIbTaTOM IMPSIMOTO HUTOTOKCHYECKOTO JCHCTBHS MapBOBHpYCa
Ha SPUTPOUTHBIE MPEAUIECTBEHHUKH, B KaKOH-TO CTENEHM MOTYT MOBPEXKIAThCS U IPEIIECTBEHHUKU
APYruX KIETOYHBIX JHUHUH. llanMeHTsl MOryT HMMETh BO3pAcTalOIIyI0 TOJOBHYIO 00Jb, c1aboCTh,
JMCITHO?, OoJiee TSHKETYI0 YeM OOBIYHO aHEMHIO U IITyOOKOE CHIDKEHHE YHCIa PETUKYIOUUTOB (OOBIYHO
menee 1% uma 10 x 10%/1). Taxke MOKeT ObITH THXOPAJKA, IPU3HAKE HHPEKINH BEPXHUX JIBIXATETbHBIX
MyTeil W/WIM TaCTPOMHTECTHHAIbHBIE CHUMITOMBL. KOXXHBIE BBICHIIAHHA HE MMEIOT CIEHU(PUIECKUX
XapaKTEePUCTUK. PETUKYIOIUTONIEHUS MOSABISAETCS NPUMEPHO Ha 5 JI€Hb 3apa’KEHUS U MPOJIOJDKACTCS B
teuenue S5-10 ngueill. YTsKeneHHe aHEeMHHM NPOHMCXOIUT BCKOpE TNOCHE peTukynonutoneHnu, Hb
camkaercs 10 39 r/m. IlepBplii TpW3HAaK Hadana BBI3JOPOBICHHS OT HWH(EKIHA — BBICOKUH
PETUKYIIOIMTO3, YTO MPH COXPAHEHUH TIIyOOKOW aHEMHH MHOTJAa OIIMOOYHO TPAKTyeTCs KaK CHHIPOM
runepremMoin3a. Boel3nopoBieHre Kak IpaBUio COMTPOBOXKAAETCS MOSABIEHUEM B IepUPEpUUIECKOil KpOBU
Oosbioro yucia HopmooOsactoB (6osee 100 ma 100 neitkommToB). JmarHoz TKA moxareepkmaetcs
MOBBIIIEHHBIM coziep:kanreM [gM k mapBoBupycy B19 B kpoBu. I1pu BbI3IOpOBIEHNN OT TapBOBUPYCHOU
B19 undexnun nosBusercss 3amuTHeIA TUTP 1gG, 4TO MpensTcCTBYeT MOBTOPHOMY 3a00JIEBAaHMIO STOU
nH(]EeKIen B TeueHne BCeH KU3HU MAI[UEHTOB.

KonTpommpyembix wuccnegoBannii no Ttepanun TKA He mnpoBoauiock. YacTe MaIMEHTOB
BBI3JIOPABIMBAIOT CAMOCTOSITENBHO.

XoTsi OOJIBLIMHCTBO B3pOCIBIX NpUOOpend HUMMYHUTET K mnapBoBupycy B19, pabGoTHuku
MEJIMIUHCKON OpraHu3alydy, KOTOPbIE€ BOCIHPUUMYHMBBI M HMEKT KOHTAKT ¢ manueHramu TKA
MO/IBEPratoTCsl BBICOKOMY PUCKY BHYTPUOOJBHUYHOTO 3apaKeHus MH(EKIHOHHOW spuTteMol (erythema
infectiosum). IlepeHeceHHass BO BTOpOM TpHUMecTpe OepeMEHHOCTH HHQEKIHsS MOXKET IMPUBECTH K
BOJITHKE IIJI0JIa U MEPTBOPOXKACHUIO, TIOATOMY HEOOXOIMMBbI M30JILMOHHBIE MEPBI NMPEAOCTOPOKHOCTH
U1l TIEpCOHANA B Cilyyae OEpEeMEHHOCTH.

- [Taruenram ¢ ry6okoit TKA pexkoMeHaoBaHbl TpaHC(Y3UH IpUTPOLIUTApHON Macce [1, 2, 64-68].
Yposens yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: Hanbosee vyacto tpanchysun tpedyroTcs y nanuentoB ¢ HbSS, naumenee gacto —
HbSC.

- [Tanmentam ¢ TKA pekomeHmoBaHa Teparuss #UMMYHOTIIOOYJIMHOM YEJIOBEKa HOPMAJIBHBIM** B
nekapcTBeHHOUM dopme "pactBop mia uHpy3ui" (BBUI™**) B nosze 2 r/kr B/B, pa3ieneHHON Ha 5 JHEH
[155].

VYpoBeHb yoeauTeabHOCTH pekoMenaamuii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

7.3. MNopaxeHue rna3 npun CKb

[lepudepuyeckas Ba30-OKKIIO3US COCYAOB CETYATKH MOXET OBbITh BBISIBJICHA yxe B Bo3pacte 20
MECSIEB KU3HU, KITMHUYECKU 3HAYMMOE MOPAKEHUE CeTYaTKU 0OBIYHO OTMevaeTcs B Bo3pacte 15-30 ser.
CepnoBuHO-KJIeTOYHAA" peTUHONATHS HanboJiee YacTo U paHo pas3BuBaeTcs y nanueHtoB HbSC, Ho u y

nauuetoB HbSS wu S-B-ranmacceMuen Gppaor Takke nocratoyHo uacro. Cramus IV u V
PETHHONATHHU Yallle AMarHocTupyercs y manuento HbSC, uem y manuentoB HbSS. Menee Tsikenoe

cucremHoe mopaxenune npu CKB y manuentoB ¢ HbSC wu S-B-ranaccemuent COTIPOBOKIACTCS
HapaJoKCcaIbHO 0oJiee THKENbIM MOpaKeHueM ria3, 4yem npu HbSS. Puck passurus nposudepaTuBHOM
PETHHOIIATHH YBEINYMBAETCA ¢ Bo3pacToMm [1-6].

[Ipu BbISBIEHUM NPOJNU(EPATHBHON PETHHONATHM TAIMEHT JOJDKEH ObITh HANpPaBlIE€H B
CIIEIMATM3UPOBAHHBIN 0(TATBMOIIOTHYECKUT [IEHTP.

- B mensx auarHocTuku npoiudeparuBHoi pernHonatuu y nanueHToB ¢ CKBb pekomeHnoBaHbI
OCMOTp C PaCIIMPEHHBIM 3pauyKOM C HCIOJIb30BaHHEM IIMPOKO-TIOJIOCHOTO HENMPSMOTro o(TaabMOCKOIa
(meneBas 1amIa), OlleHKa KPOBOTOKA B CETYATKE METOJIOM (piryopeciieHTHO# anruorpadumu [1, 2, 70].
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VYpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb TIOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- IMammmentam ¢ CKb wu mnponudepaTuBHON peTHHONMATHEH B CilIydasX JBYXCTOPOHHEH
npoirdepaTuBHON PETUHONATHH, CIOHTAHHBIX KPOBOMU3IIUSHUX, OOJIBIINX PACIIUPEHHBIX BETBEH HOBBIX
COCYIIOB, CTPEMHTEJIBHOM HEOBACKYJIpU3alMy, M KOIZAa OJMH IJIa3 YK€ CEpPhe3HO IOCTpajail oOT
npoirdepaTUBHOW PETHHOMATUH, PEKOMEHIOBAHBl PAHHEE JICYCHHWE C HCIOJIb30BAaHUEM CIIEAYIOIINX
METOJIOB — JUATEPMHUU, KPUOTEpAIUH, JA3€PHON KOAryaslUM B LEJAX PErPeCcCUU HEOBACKYJSIPU3ALUU
TKaHU J0 Pa3BUTHS KPOBOTEUEHHS M OTCIOWKH CETYATKH. TeparmeBTHYecKoe BMEMIATeNECTBO OOBIYHO
Heobxoaumo. [1, 2, 70].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

7.4. CepaeyHo-cocyaucTtble ocnoxHeHusa CKb

XpoHuyeckass cepAeuHas HemoctaToyHocTh y mamueHToB CKbB  nmomwkHa neduThess 110
COOTBETCTBYIOIIUM KJIMHMYECKUM peKoMeHanusM. ['myOokass aHEMHUS B COYETaHUU C XPOHUYECKOMH
CepJICUHOM HEJ0CTATOYHOCTBIO MIIM CTEHOKapIuel HyK/1aeTcsl B KOMIIEHCAllUK (peryssipHble TpaHChy3uu
IPUTPOLIUTHOM MACCHI WJTH Teparus TuApoKcukapoamugom**) [156].

- Hawatp anTurunepreH3uBHyr Ttepanuto y nanueHToB ¢ CKBb pekoMeHJI0BaHO B CIIEIYHOLIUX
cnyyasix [1, 2, 28, 157]:

- IIpH MOBBIIEHUH cucTonndeckoro AJ[ Ha 20 MM pT. cT. wiu auactonudeckoro AJl Ha 10 MM pr.
CT.

- mpu AJl Bemme 130/85 MM pT. CT., €cau BBISIBJICHO MOPAXKECHHE Ccepala, HedpomaTus wWiH
BACKYJIOMaTUs nNepupepruieckux cocynosn;

- pu Al 120/75 MM pT. cT. B citydae npoTeuHypuu (6omee 1 r/cyr).

Yposens yoeaurenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 4)

KommenTtapun: MHruOUTOpH aHTMOTEH3MH MPEBpaLaloniero (hepMeHTa Ui aHTarOHUCTBI KaJlbLUs
ocobenHo 3pdextuBnbl [1, 2, 28, 64-68]. uypeTtuku ciemyer MCIOIB30BaTh KpaiiHE OCTOPOXKHO, T.K.
OHM MOTYT CIPOBOLMPOBaTH Pa3BUTHE Ba30-OKKIIO3WBHOrO Kpm3a [1, 2, 28, 64-68]. Bo3moxHo
WCIIOJIb30BaHue Oera-aapeHoonokatopoB [1, 2, 28]. Tspkenoe MOBBINICHHWE apTEPHAIBHOTO JIABJICHUS
TpeOyeT UCKIIIOYEHHUS! BTOPUYHON TUIIEPTEH3UH.

7.5. OCTpbIN rPyAHON CUHAPOM

Tepamus ruapokcukapbamugoM** cHmkaer dactoty passutus OI'C Ha 50% [1, 2, 28, 31, 32].
PeryssipHast TpaHcdy3uHoHHas Tepanus TakkKe MOXKeT CHU3UTh YactoTy passutus OI'C [1, 2, 28, 31, 32].

- Ilpu passutum octporo rpyanoro cuuapoma (OI'C) y manuentoB ¢ CKb pekoMeHnoBaHO
BBINIOJIHUTh ~HMCCJICIOBAaHUE KHCIOTHO-OCHOBHOI'O COCTOSHHSI M Ta30B KPOBH M PacCUYUTHIBATH
allbBEOJIIPHO-apTEpUANIbHBIA TpagueHT Kuciopoga u otHomeHue PaO2/FiO2 mist OLEHKH TSHKECTH
cocrostHus nanuenTa [1, 2, 31-35, 64-68, 158-160].

VYpoBeHb yoeauTenbHOCTH pekoMeHaauii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

Kommentapuu: [lpu yxyamieHuu ambBeossIpHO-apTepUATbHOTO TPaJMeHTa KUCIOpOoaa HEOOXOAUM
MepeBo/l MalMeHTa B OTACICHHE MHTEHCHUBHOM Tepanmuu W peaHuMaIuu JUisi 00ecredeHus aJeKBaTHOM
KapAMOPECTTHPATOPHOU MOAEPIKKH.

- [Tarmenram ¢ CKB u OI'C ¢ ymepennoii runokcemueii (PaOz = 70-80 mm prt. ct., sO2 = 92-95%)
PEKOMEH/IOBaHO Ha3HAYCHHE KHCIOPOa HHTPAHA3aIbHO CO CKOPOCThIO 2 n/MuH [ 32-35].
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- KOHTpOJ]L 0oIu B T pyan nu CTUMYIIIHUOHHAA CIIUPOMCTPUA PCKOMCHAOBAHLBI BCCM IMAUCHTAM C
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CKbB u OI'C, T.k. MOTYT IPEIOTBPATUTH PA3BUTUE TUIIOBEHTHIISALIUN y OOJIBIIMHCTBA ManueHTos [ 1, 2, 31-
35, 64-68, 158-160].
VYpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- [Ipu pazButun OI'C pekoMeHI0BaHO MPOBECTH TPAHCHY3HIO SPUTPOLUTHON MaCChl (ITPOCTYIO HITH
obMennyw) [1, 2, 31-35, 64-68, 158-160]. OcHoBHOE TIOKa3aHUE I TPAaHCHY3UMH B ITOM CiIydae —
HU3Kas JpIXaTellbHass (QYHKIUS; Heldb — NpeaoTBpatuTh nporpeccuo OI'C B oCTpyro ABIXaTENbHYIO
HEIOCTaTOYHOCTh. TpaHc]y3noHHAs Tepanmusi HAuMHAETCS MPH MEPBBIX NMpu3Hakax runokcemun ((PaO:
HIKe 70 MM PT CT NIpU JBIXaHUHA KOMHATHBIM BO3YXOM), JJISl MMAIIUEHTOB C XPOHHYECKOW TUTIOKCEMUEH
camwkenne PaO; va 10% u 6onee ot 6a30BOT0 3HAYCHUSI.

YposeHb yoeauTenbHOCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

Kommenrapun: TpancdysnonHas Tepanus He NOKa3aHa B Clydae, €CJIM OTMEUYECHA TOJI0KHUTEIbHAsS
JIMHAMUKa AJIbBEOJIIPHO-apTEPUAIIEHOTO TPAJMEHTa KHCIOpOJa TpH aJeKBaTHOM 00e30071MBaHUU U
CTUMYJISIIIHOHHOW criUpoMeTpuH. TpaHC(hy3HOHHYIO TEpaIuio HE CIenyeT 3aJepKUBaTh, 0COOCHHO TpHU
VXYIIIEHUU TanueHTa. V3MeHEHHBIH NpolecC MBIIIJICHHS Yy TaKUX MAalUeHTOB YacTO OIIHOOYHO
MIPUITUCHIBAETCS N30BITKY OTMOUIOB, YTO IPUBOJIUT K OTCpOUKe Teparnuu nporpeccupyromiero OI'C.

- BHyTpuBeHHOE Ha3Hau€HHE aHTHUOAKTEpUAIbHBIX IPENapaToB HIMPOKOTO CHEKTpa JEHCTBUS
HAaCTOSITEJIbHO PEKOMEHJOBAHO IPU HAJIWYMM JINXOPAAKH WIH TspKelod creneHun Tsokectn OI'C vy
naueHToB ¢ CKb, T.K. [J0CTaTOYHO CIOXHO MCKIIOYUTh OaKTepHAIbHYI0 ITHEBMOHHUIO WIIU
cynepundekiuio uHpapkra serxkoro [1, 2, 31-35, 64-68, 158-160]. PexomeHayeTCs HCIIOIB30BAThH
SPUTPOMUIIMH M Tpenaparbl U3 Tpynmnbl Apyrux Oera-iakramHbiXx aHTHOMoTHKOB (JO1D mo ATX
kinaccuukanuu). B komOuHanmu aHTHOAKTepUaNbHOM Tepamuu BCEerjga JOJDKEH IPHUCYTCTBOBATH
Ipenapar rpynnbl MakpoJUAOB WIM (PTOPXMHOJIOHOB, T.K. aTMIUYHbIE MUKPOOPTaHU3MbI BECbMa 4acTO
IIPUCYTCTBYIOT.

YposeHs yoeaurenbHoCTH pekoMeraiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

- PexoMeHIOBAaHO MPH Pa3BUTHH TUIEPPEAKTUBHOCTH OpPOHXOB (BO3HUKAET y OJHOW YETBEPTH
narrienToB ¢ OI'C) Ha3HaueHHE CENIEKTUBHBIX OeTa 2-aapeHoMuMeTHKOB [1, 2, 28, 31, 32].
Yposens yoeaurenbHoCcTH pekomenaauii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIIbCTB — b)

7.6. OcTpas ceKkBecTpauusi B Ne4YeHU

OcTpas cekBecTpaius B IEYCHH, PEAKO TUATHOCTHPYEMOE OCIIO)KHEHHE Ba30-0KKIIFO3UBHOTO KPH3a,
XapaKTepU3yeTCs CTPEMUTENIbHO HApacTalolIMM YBEJITUYEHHEM pa3MepoB IE€YEHH B COYETAHUU C
OBICTPBIM CHMKEHHEM reMaTtokpuTa/Hb u noBbiieHreM 4ucia peTuKyaouuToB. [Ipu najgpnanuu nedyeHb
rJIajKas, IJIOTHOCTh BapbupyeT. OOmwmii OumupyOMH MOXKET OBITh CYIIECTBEHHO MOBBIIIEHHBIM C
npeoOiagaHueM KOHBIOTMPOBAaHHOW (PpaklMy, MOBBIIMIEHUE aKTUBHOCTH MIENO4HOM (ocdarassl g0 650
ME/n (unoraa ObIBaeT B Mpejienax HOPMbI), IEUEHOYHbIE TPAaHCAMUHA3bI KaK MPaBUJIO B Mpeieiaax HOPMBI
wiu cnerka nosbiieHbl. Y3U u KT nokassiBator auddy3Hoe yBenndeHne Me4eHu, Mpu TuCTOIOTHIECKOM
UCCIIEIOBAHUU — PE3KO pACIIMPEHHBIE CHUHYCHI, 3alOJHEHHBIE CEPHOBHAHBIMH SPUTPOLUTAMHU H
3puTpodaronuTo3 KynpepoBCKUMH KiIeTKaMU. MoskeT ObITh BHYTPHIIEYCHOYHBIH XOJecTa3, HEKpO3
renarouuTO3 He THIINYEH. BhI3A0pOBIEHNE IPOUCXOJUT BECHMA YaCTO.

- B Tsakenelx ciydasx OCTpod cexkBecTpaluu B nedeHu y mnanueHtoB ¢ CKb pekoMeHnoBaHO
oOMEeHHOE TepesIMBaHNe SPUTPOLUTHON Macchl (IIpU MPOCTON TpaHC(HY3UH OYEHb BHICOKUN PHCK PE3KOTo
MOBBIIIEHUSI BSA3KOCTH KPOBH U 0OmIero o0bemMa IMPKYJUpYIOMEeH KpOBH TpPU  pa3pelieHuu
CEKBECTPAIIMOHHOTO KpH3a), B CPEHE TSHKENBIX U JIETKUX CIydasx — CUMIToOMaTrhdeckas Tepanus [1, 2,
38, 45, 161].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKAa3aTEIbCTB — 5)
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7.7. OcTpas ceKkBecTpaLuusi B cerne3eHke

- Ilpu pa3Butum ocrpoii cekBectpanuu B cenezeHke (OCC) y mauuenroB ¢ CKb pekoMmeHnnoBaHo
HE3aMeUITEIFHOE Hayalio JIEYCHHs, OHO IOJDKHO ObiTh Hadaro HememineHHO (OCC moxer ObITh
¢dartanbHBIM B TEYEHHE TIEPBBIX YacOB), TJIABHOE — KOPPEKIHsS THUIIOBOJIEMHH IIyTeM TpaHC(hy3UH
SPUTPOLMTHOM Macchl [1, 2, 22, 47, 64-68, 133, 162-165].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TIOCTOBEPHOCTH JIOKA3aTEeIbCTB — 5)

Kommenrtapuu: Ilocne TpaHchy3un >puUTpOLUTApHONH Macchl 3pUTPOLUTH  "3aaep:kaHHbIE"
CEJIE36HKOM OCBOOO’KIAIOTCSl, BMECTE C ATHMM YMEHBIIAIOTCS pa3Mephl Cellie3eHKH U mosblimaercs Hb
(mpuueM B OOJBIIMHCTBE CIydyaeB BHIIIE, 4YeM oOxumaercs ¢ ydetom TpaHchysuu). OCC moxer
MOBTOPATHCS, YTO 3aBUCUT OT JAIbHEHINEro JIEYeHHs T[alMeHTa: JIUHAMHYECKOe HaOIIoeHue,

XpOHUYECKHE (peryisipHbIE) TpaHC(Y3UHU IPUTPOIUTHON MACCHI, CIUICHIKTOMHS (ToTanmbHas) [1, 2, 22,
47, 64-68, 133, 162-166].

- XpoHuueckue (peryisipHble) TpaHCPY3UH SpUTPOLUTHON Macchl pekomeHaytoTes aetam ¢ CKb no
2-netHero Bo3pacra [1, 2, 22, 47, 64-68, 162, 163].
Yposens yoeautenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

- Bcem nanmnentam CKb B Bo3pacte crapiie 2 nier npu pa3Butuu Tspkenaoro OCC pekoMeHayeTcst
npoBejieHue crieHskromun [1, 2, 22, 47, 64-68, 133, 162-166].
YposeHs yoeautenbHoCTH pekomeraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

7.8. Frematypus npun CKb

- Ilpu pazeutum y mnamueHtoB ¢ CKb remarypum, mnocie HCKIIOYEHHUS 3JI0KaY€CTBEHHOTO
3aboseBanus moyek [167], peKoMEHIOBaHbI CJICIYIONINE MEPOITPHUSTHS:

- IOCTEIBHBIN PEXUM,

- KOHTPOJIb Anype3a (BBITTUTO/BBIICICHO),

- TpU CYIIECTBEHHOH KpOBOIMOTEpEe — Ha3HAUCHHE MpenaparoB Keje3a WM TpaHcPy3uu
SPUTPOLUTHOM Macchl [1, 2, 168, 169],

- BO3MOXHa Tepanus BazonpeccuHoMm M ero aHamoramu (HO1BAO2 mo ATX kmaccudukanuu) u
AMHUHOKAIPOHOBOM KHCIOTON™* (6-8 r/cyT B 4-6 mpHEMOB, Ul JE€Te — B COOTBETCTBHUU C BO3PACTOM
COTJIACHO MHCTPYKIIMH, IMO3BOJIIET KYIUPOBATh TeMaTypuio B TeueHue 2-3 aneit) [1, 2, 169]. [lannas
KOMOHMHAIMST MOXET MNPHUBOJIUTH K TpoMOOOOpa30BaHMIO B COCyAaX IOYEK, KOTOPOE paspeliaeTcs
CaMOCTOSITEJIBHO B TedyeHwe 2-37 JHe, NO3TOMYy €€ Ha3HayeHHe JOJDKHO MPOU3BOJIUTHCS C
OCTOPOKHOCTBIO.

- IpHU AJUTEIBHOM M >KH3HEYIPOXKAIOIIEeM KPOBOTEUYEHHUH W3 TMOYKU — XUPYPrUYECKOe JIeUCHHE:
PE3EKIMSA KPOBOTOYAIIETO CETMEHTa WIIM O JHOCTOPOHHsIs Hedpakromus [1, 2, 168].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii C (ypoBeHb T0OCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

7.9. HouHown 3Hype3 npu CKb

- Ecnu k 6 romam y manuentoB ¢ CKb He ymamock KymupoBaTh HOYHOM JHype3, TO MPOBECTU
OTpeJieiecHue CTEMEeHU HACBIIMICHUSI KHCIOPOJOM TeMOTNIOOMHAa B HOYHOE BpeMs, pPEKOMEHIOBATh
JIOTIOJTHUTEIBHYIO OKCHTeHaIHIo moMerenus [1, 2, 170, 171].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

7.10. BegeHue 6epemeHHocTn 1 pogoB npu CKB

- Ilauuenram (maumentkam) ¢ CKb, mnanupyronmm poskieHune peOeHKa, a TakkKe POIUTENSIM
pebdenka ¢ CKb pekoMeH/10BaHO T€HETHUECKOE KOHCYIbTUPOBAHUE ISl ONPEAEICHUSI PUCKA POXKIACHUS
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6onpHOrO CKB pebenka nmubo BeposiTHOCTH poxiaeHus emle oaHoro 6ompHoro CKB pebenka B maHHOM
CeMbe MPH NOCIEAYIOUINX OEPEMEHHOCTSIX.
VYpoBeHb yoeauTenbHoCTH pekoMmeHaanuii C (ypoBeHb IOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- IIpu Bo3HuKHOBeHuM OepemenHoctu nanumeHTkam ¢ CKbB HeoOxomumo panHee oOpamieHune K
aKylIepy-TMHEKOJIOTY [Ulsl TPOBEAEHUS CTaHAApPTHOrO OO0CIeNOBaHUs C IEJIbl0 MUHUMHU3HUPOBATH
OOBIYHBIC PHUCKH pPa3BUTHs OCIOXHEHUH OepemeHHOCTH. Bmectre ¢ Tem, yunmteiBas Hammune CKB,
PEKOMEHI0BAHO JIOTIOJTHUTEILHO MPOBECTH cleayroniee oocnenoBanue [1, 2, 172]: anexkrpodope3/BIIKX
Hb; o6meH sxene3sa (ceiBopoTounoe xeie3o, OXKCC, deppurun ceiBopotku) [172].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii C (YypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- B cnyuae HeocnoxuHeHHOTO TeueHus OepemenHoctd y marueHTkn ¢ CKb pexomenmyercs
BO3JIEPXKAThCS OT TPAHCPY3MOHHOU Tepanuu. B ciyuae pa3zBUTHS OCIIOKHEHUHN (TTPEIKIIAMIICHS, aHEMUS C
ypoBHeM remoryioonHa Huxe 90 1/11, ydamieHue O0JEBBIX AMU30J0B), a Takke HauuHas ¢ 20 Hexenu y
MalMeHTOK C MHOTOIUIOAHOW OEpeMEHHOCThIO WM C BBIKUIBIIIEM WM MEPTBOPOXKIEHHBIMH B
npeAbIayIed 0epeMeHHOCTH PEKOMEHI0BAHO HAYaTh PEryJsipHbIe TpaHC)Y3UH SPUTPOLIUTAPHON MACCHI.

YposeHs yoeautenbHOCTH pekoMeHraaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KommenTtapun: TpeboBaHWe K SPUTPOIMTAPHOM Macce — THIATETbHAs JICHKOIUTLUICIINS,
WHIUBUAYAIbHBIM TOAOOP € YYEeTOM MHHOPHBIX Tpymm KpoBH. Eciam Bo Bpemsi OepeMEHHOCTH
HeoOxoaumMo CHM3UTH conepkanue HbS, a Hb Breicokuii, To HeoOxomumo cHavana yaaauTs S00 mi
LETTFHON KPOBH, 3aTeM TPAHCPY3UPOBATh 2 J03bI IPUTPOIUTAPHOM MACCHL. ITO MOYKHO MPOBOJHUTH Kak
BPYYHYIO, TaK W Ha cemaparope KIETOK, MpH 3ToM noctrpancdy3uonnsiii Hb momken O6wite 100 — 110
/i, a HbS 30-40% ot o6mieit konnenrpanuu Hb [1, 2, 172-175].

- He pexomennoBano npepsiBanue 6epemenHoctr y nanueHToB ¢ CKb Ha cpoke 6omnee 13 Henensp,
T.K. CONPSDKCHO ¢ OOJBIIUME PHUCKaMHU s sKeHIuHbI [1, 2, 176].

Yposens yoeaurenbHoCTH pekoMeHaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — D)

KommenTapun: IlpepriBanne Oepemennoctd y manueHTok ¢ CKBb Bo3mokHo Ha cpoke mo 13
HeJenb, obecreunB goctarouHoe obe3bonuBanue [1, 2, 176]. Ha cpoke Gomnee 13 Henenb mpepbiBaHUE
OepeMEHHOCTHU COTIPSIKEHO C OOJIBIIUMU PUCKAMHU IS AKEHIIUHBI.

Ponpl y martuentok ¢ CKb.

Cepneunast (GyHKIUST MOXKET OBITh CKOMIIPOMETHPOBAaHA XPOHUYECKON THIOKCHEH M aHeMHEW y
OOJIBIIMHCTBA MAI[UEHTOK.

- IIpu HeoOxoaumMocTu onepanuu KecapeBa ceueHue mepen onepanueid peKOMeHI0BaHO POBECTH
TpaHC)Y3UIO SPUTPOLIUTHON Macchl (POCTYIO WK 3amenyro) [1, 2, 172].
YpoBeHb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb T0OCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

- B mocnepogoBoM mepuojie peKOMEHIOBaHA 3aMECTUTEIbHAsT TPaHC(PY3Usi SPUTPOLIUTHON MaCChI
nanuenTkam ¢ CKb mpu npu Goneinoit kpoBomotepu [1, 2, 172]. YacTto B MOCIEpoOAOBBIi MepHo y
xeHmmH ¢ CKb ocnoxHsercs BEHO3HOW TpomMOosMOonuei, st ee NpoHIAKTUKH Takxke
PEKOMEH/IOBAHO B PAaHHUE CPOKH PACIIUPATH IBUTATEIbHYIO aKTHBHOCTD TalMeHTok [1, 2, 172].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JIOKA3aTEIbCTB — 5)

KpuTepumn oueHKu KauyecTBa MEOULMHCKOM MOMOLLU

N Kpurepun kauectsa YpoBeHb YpoBeHb
yOeaUTeIbHOCTH JIOCTOBEPHOCTH
peKoMeHaaui JI0Ka3aTeIbCTB
1 |IMamuenty ¢ nogo3penueM Ha CKb wiu ¢ C 5
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BepuduiupoBantHoit CKb mpu kaxmaom mocemneHnn
Bpaya-reMaTosiora BhIIOJHEHbI OOUUi (KIMHUYECKU)
aHaJIM3 KPOBU Pa3BEPHYTHIH, T PepeHIIMPOBAHHBIN
MOJICUET JICHKOIUTOB (JIeKonMTapHas popmyia),
HCCIIEIOBAaHUE YPOBHS PETUKYJIOLUTOB B KPOBH,
IIPOCMOTP Ma3Ka KpOBH JJIsl aHAJIM3a aHOMaJIui
MOP(}OJIOTHH SPUTPOIIUTOB, TPOMOOITUTOB U
JICUKOLIUTOB

2 |Mamuenty ¢ nopo3penneM Ha CKb wim ¢ C 5
BepudunupoBanHoit CKb kaxpie 3-6 mecsien
BBITNIOJIHEH OMOXMMHUYECKUI aHAJIN3 KPOBU
oOueTepaneBTHYECKU (00N OMnupyouH,
KpeaTuHHH, MoueBHHa, JIJII)

3 |Hamuenty ¢ nopo3penneM Ha CKB BBITTOTHEHBI C 5
WCCIIEIOBAHUS JUIS BBISIBICHUSI aHOMAJILHOTO
reMorjio0nHa

4 |IMamuenty ¢ CKb crapuie 2 net exxerofHo BeinoiaHeHo |C 5

IYTUIEKCHOE CKaHMpOBaHUE OpaxuoiedanbHbIX
apTepuil ¢ IBETHBIM JONIUIEPOBCKUM KapTUPOBAHNEM
KpOBOTOKA MJIM MarHUTHO-PE30HaHCHAs ToMoTpadust
T'OJIOBHOI'O MO3ra ¢ KOHTPACTHBIM YCUJICHUEM WUJIN B
pexuMe aHruorpapuu

5 |ITanuenty ¢ nomo3penneM Ha CKb Beimomneno MPT C 5
KOCTHOM TKaHH WU (TIPH HEBO3MOKHOCTH TTPOBEICHHS
MPT) ynbTpa3ByKOBOE HCCIIEIOBAHUE KOCTEH

6 |Ilanmenty ¢ CKb BBITIOTHEH €KET0THBINH OCMOTP C 5
Bpa4oM-0(TAITLMOJIOTOM M PACIIUPECHHOE
0 TaTBLMOJIOTHYECKOE 00CIeIOBaHNE
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[Tpunoxenue Al

CocTtaB padoueii rpynnsl 1o pa3padorke v NepecMOTPY KIANHUYECKUX
peKoMeHxaumnin

Cwmerannna Hatamust CepreeBHa — JOKTOP MEIUITMHCKUX HaAyK, podeccop, wieH HarmonansHOTO
oOmiecTBa JETCKUX I'eMaToJOroB M OHKOJIOTOB, WieH HalroHanbHOro reMaToJIOTHYecKOro oOIecTBa,
uiieH EBporneiickoro o01iecTBa reMarosioros, wieH MexayHapoHoro oomectsa buoxeneso

CroupunmonoBa Enena AJjekcaHapoBHAa — JIOKTOpP MEAMIIMHCKUX Hayk, 4ieH HaruoHanbHOTO
o011IecTBa 1o U3y4eHHIO II0Ka
IlBetacea Hwuna BamenTnHOBHa — KaHAWAAT MEIUIIMHCKUX HayK, uieH HamuoHamsHOTO

reMaToI0rH4eckoro odImiecTsa
CredanoB JImutpuii Hukonaesuu — uneH Poccuiickoro o0miecTBa OHKOreMaToJIoTOB
Koudnukr unrepecon
Cwmeranuna Hatanus Cepreesna — siektop, OOO "Hosaptuc ®apma"
CrnupunonoBa Enena AnexcanapoBHa — KOH(DIUKT HHTEPECOB OTCYTCTBYET
IIBeraeBa Huna BanenTuHoBHA — KOH(IMKT UHTEPECOB OTCYTCTBYET

ITpunoxxenne A2

MeTtoaoJsiorusi pa3padoTku KIMHUYECKHX PeKOMeH AU

LleneBas ayautopus AaHHbIX KIIMHUYECKUX peKOMeHOauun:

1. Bpau-remarosior
2. Bpau-nenuatp

44 13 49


http://disuria.ru/
https://аптека-омск.рф/

KnuHunyeckne pekomeHgaumm — CepnoBuaHO-KNETOUHbIe HapyLleHus — 2021-2022-2023 (22.09.2021) — YT1BepxaeHbl MuHzgpasom PO

3
4
5
6.
7
8
9
1

0

. Bpau-Tepanest

. Bpau o6meit npakTuku

. Bpau — akyuiep-ruaexonor
Bpau-xupypr

. Bpau-otopuHonapuHroJsior

. Bpau-odraiemonor

Bpau — anecre3unonor-peaHuMaTosior
. Bpau-tpancdysuomnor

Ta6bnuua 1. Lkana oueHKUW ypoBHeW OOCTOBEpHOCTU AokasaTtenbctB (YOO) ansa
MeTO[O0B AMarHOCTUKMU (AMarHOCTMYECKUX BMellaTeNnbCTB)

YA

Pacmmdposka

Cucrtemarnueckue 0030pbl UCCIENOBAHUN C KOHTPOJIEM Pe(hEepPEHCHBIM METOI0M HIIH
CUCTeMaTU4YeCKui 0030p paHAOMHU3UPOBAHHBIX KIIMHUYECKUX UCCIIEOBAaHUM ¢ TPUMEHEHUEM
MeTaaHanu3a

OTtnenpHBIC UCCIEAOBAHUS ¢ KOHTPOJIEM pedepEHCHBIM METOOM HII OT/ACIbHBIE
PaHIOMU3UPOBAHHBIE KIIMHUYECKUE UCCIICIOBAHUS M CUCTEMATHIECKUE 0030phI NCCIEA0BAHUI
000TO TM3aifHa, 32 UCKITIOYEHUEM PaHAOMU3UPOBAHHBIX KIIMHUYECKUX MCCIICTIOBAHUM, C
MIPUMEHEHHEM MeTaaHaIn3a

I/ICCJ'IGJIOBaHI/ISI 0e3 MOCJICI0BATCIIBHOIO KOHTPOJIA pe(i)epeHCHBIM METOJO0M HJIK UCCICIOBAaHUA
C pe(bepeHCHBIM MCTOA0M, HC ABJIAIOMIUMCA HE3aBUCUMBIM OT MUCCIICAYEMOI'0 METOJa UJINU
HCPpaHAOMH3HUPOBAHHBIC CPABHUTCIIbHBIC HCCIICIOBAHUA, B TOM YUCJIC KOTOPTHBLIC
HUCcciaca10BaHUA

HeCpaBHI/ITCJ'IBHI)Ie HCCIICO0BaHMs, OIIMCAHNUEC KIIMHUYCCKOTO CiIydasd

HmeeTcs muins 000CHOBaHHE MEXaHH3Ma I[GﬁCTBI/IfI HJIM MHCHHE SKCIICPTOB

Tabnuua 2. Wlkana oueHKM ypoBHeW AOCTOBEpPHOCTM AokasartenbctB (YAO) ansa
MeToAOoB NpodMNaKkTUKU, NeYeHUA U peabunutaumm (nNpodunakTu4yeckux, neyYeoHbIX,
peabunuTauMoHHbIX BMeLIaTeNbCTB)

Y1 Pacmudposka

1 Cucremarnueckuit 0630p PKU ¢ npuMeHenrnem meraaHanusa

2 Otnenbubie PKU u cuctemarnyeckue 0030pbl HcclieioBaHUM JIF000T0 1n3aiiHa, 3a
uckmouenrneM PKH, ¢ npumeHenreM MeTaananmsa
HepannomusupoBaHHble CpaBHUTEJIbHBIE UCCIIEI0OBAaHUS, B T.4U. KOTOPTHBIE UCCIIEOBAHUS

4 HecpaBHuTenpHbIe HccieI0BaHNUs, ONMCAHUE KIMHUYECKOTO CIIy4asi MM CEPUU CITy4aes,
UCCIIEI0BaHus "CIy4ali-KOHTPOJIb"

5 Nmeetcs muiib 000CHOBaHNE MeXaHU3Ma JIeHCTBHS BMEIIATEIbCTBA (JOKIMHUYECKHE

I/ICCJ'IeI[OBaHI/IH) HJIM MHCHHUC DKCIICPTOB
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Ta6bnuua 3. Llkana oueHkM ypoBHen ybeautenbHocTu pekomeHapauun (YYP) ansa
MeToAOB NPOo(UNaKTUKA, ANArHOCTUKU, NleYeHUA U peabunurtauum (npocunakTtnyeckux,
ANaArHOCTUYECKUX, NIeYeOHbIX, peabunuTauMoHHbIX BMeLLaTeNbLCTB)

yvyp PacumdpoBka

A CunbHas pekoMeHaamus (Bce paccMaTpuBaeMble KpuTepuu d3PPEKTUBHOCTH (HCXO/IbI)
SIBIISIFOTCS] BAKHBIMH, BCE UCCIICIOBAaHHUS UMEIOT BEICOKOE WIIH YJOBIETBOPHTEIHHOE
METOJIOJIOTHYECKOE Ka4eCTBO, X BBIBOBI TI0 HHTEPECYIOIUM HCXOaM SBIISIOTCS
COTJIaCOBAHHBIMH)

B VYcnoBHas pekomMeHaalus (He Bce paccMaTpuBaeMble KpUTEpUHU 3PPEeKTUBHOCTH (MCXObI)
SIBJISIFOTCSI BAXKHBIMH, HE BCE MCCIIEZIOBAHNS UMEIOT BHICOKOE WM YJIOBJIETBOPUTEIBHOE
METO/I0JIOTMYECKOE Ka4eCTBO M/WIIM UX BBIBOJIBI IO MHTEPECYIOIHUM UCX0aM HE SBIISIOTCS
COTJIAaCOBAHHBIMH)

C Cnabas pexomenaamus (OTCYTCTBUE JOKA3aTeIbCTB HAJIekKAIEro KauecTBa (Bce
paccmarpuBaeMble Kputepuu 3(hHEKTUBHOCTH (MCXO/IbI) SBIISIOTCS HEBAXKHBIMHU, BCE
HCCIIEIOBAaHUS UMEIOT HU3KO€ METOA0JI0TMUECKOe KaUeCTBO U X BBIBOJIbI 110 MHTEPECYIOUIUM
HCXO0JIaM HE SIBJISIFOTCSI COTJIACOBAHHBIMHU )

nOpﬂAOK OOHOBNEHNA KNNMHUYECKUX peKomer,au,Mﬁ

MexaHu3M OOHOBJICHHSI KIMHHUYECKHUX PEKOMEHIAITUH TPEeayCcMaTpPUBAET HX CHCTEMAaTHUYECKYIO
aKTyaJIM3alllI0 — HE PEKE YeM OJIMH pa3 B TPHU rojia, a TakKe MPH MOSBICHUN HOBBIX JAHHBIX C TIO3UITUU
JIOKa3aTeIbHOW MEIWIMHBI 10 BOMNPOCAM JUArHOCTHKH, JICUCHUs, MPOPUIAKTUKH W pPeaduIuTaIiuu
KOHKPETHBIX 3a00JIeBaHUM, HAIMYMKU O0OOCHOBAHHBIX JOTIOJHEHMI/3aMEUaHUN K paHee yTBEPIKICHHBIM
KP, Ho He yvanie 1 pa3a B 6 MecseB.

[Tpunoxenne A3

CnpaBouHble MaTepHabl, BKJIIOYAsl COOTBETCTBHE MOKA3aHUI K NPUMEHEHHIO U
NPOTHBONOKA3aHUIi, CIOCO00B MPUMEHEHHS U /103 JIeKAPCTBEHHBIX MPENapaTos,
HHCTPYKIUH 110 IPUMEHEHHIO JIEKAPCTBEHHOT' 0 Ipenapara

Her
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IIpunoxenue b

AJITOPUTMBI IeHCTBUI Bpa4ya

Hopmanshsie MCV, MCH, MCHC

|

KanunnapHoiit anexTpodopes unu BIOXOX:
cogepxarne HgF NoBLILEeHD, BLIABNEHA aHOMANbHAR(bIE)
tpakuma(mm) Hb (HBS, HbC, HbD, HbO)

MFMobUHOBLIS réHbLl NO

AaHHbIM Uecneposasna [HK Amnarsos CKB 18 npaBoMoueH

Pwucx paszsmtma ocnoxHernn CKB
Oa Her

Mappokcuxapbammn

TpaHCYIMOHHAA Tepanua
IPUTPOLIATAPHOR MACCON +
XenaTopHan Tepanua nocne

10-i Tpancy3nm Aa

OTeeT Ha nedYeHwue
Her

Y

Mepexon Ha
TPAHCMYINOHHYIO W
XenaTopHyD Tepanuo

ITpunoxxenne B

HNudopmanus 115 naumeHTa

CeproBUIHO-KIIETOYHAsT aHEMHUsI — 3TO TEHETHYECKU OOYCIOBJIEHHOE 3a00JieBaHUE, TIPH KOTOPOM
MIPOUCXOTUT M3MEHEHHE (DOPMBI SPUTPOIUTOB TPH IMepeade KUCIOpoJa B TKaHH, B PE3yJIbTaTe YEro
MeHsieTcss (hopMa 3PUTPOLIUTOB, SPUTPOIUTEI B ATOT MOMEHT MOTYT 3aKyNOPWUBaTh MEJKHE, WHOTJA W
Cpe/IHUE, apTepUH, YTO COMPOBOXKIACTCS PE3KOH O0JIbI0 B 00JaCTH OCTAHOBKH TIOJa4dl KPOBH,
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MIOBBILIEHUEM TEMIIEPATYPBl, BMECTE C TEM SPUTPOLMTHI Pa3pyIIAOTCS, YTO IPUBOAUT K CHIKEHUIO
CoJiepKaHUs reMorIo0OnHa (aHEMHH) U MOXKeNTeHHI0. [lepBble MPOSBIEHUSI TAaKOTO 3a00JIEBaHUS MOTYT
OBITh KaK B IEPBbIC MECALbI )KU3HH, TaK U B JIIOOOM JIpyroM Bo3pacte. Uem paHbliie MposiBIIACh O0JIE3Hb,
TEM TsDKEJIee OHa TNpPOTEKaeT. ENMHCTBEHHBIM CIIOCOOOM H3JIEYHTh TakKoe 3a00JieBaHHE SBISCTCS
TpPaHCIUIAHTAIUSl TE€MONO3TUYECKUX KIETOK, YTO MOXET ObITh IPOBEJIEHO HE BCEM IanueHTaMm. B
OOJIBIIMHCTBE CIIy4aeB NAIMEHTHl C CEPIOBHIHO-KICTOYHON aHEMHEH IOJIy4aroT JIEKapCTBO IS
MOBBIIEHUST (heTambHOTO (TUIOOBOTO) TeMOTJIOOMHA, YTOOBI MPEIOTBPATUTH TSDKEJBIE IPOSIBICHHS
3a00JeBaHMs, B TSDKEIBIX CIy4asX, NPH XUPYPrHUECKHUX BMEUIATEIbCTBAX WJIM TPH PA3BUTHHU
OCJIO’)KHEHUN TPOBOJATCS NEPEIUBaHUS JTOHOPCKOM SPUTPOLIUTHOM MacChl Ui CHWXKEHMS JOJIU
aHOMAJIBHOTO TEMOIJIOOMHAa B KpOBOTOKE. BcrnenctBme O0JIE3HM MOXKET HCYE3aTh CEJe3eHKa, YTO
COMPOBOXKIAETCA BOCHPUUMYHMBOCTHIO K HEKOTOPHIM MH(EKIHUSAM, YTO MOXKET MPUBECTH K CMEPTH,
MI03TOMY OYEHb BAXKHO CBOEBPEMEHHO IPOBOAUTH MPO(UIAKTUUECKYIO BAKIIMHALIMIO, U [0 HA3HAUYEHUIO
Bpaya MpUHUMAaTh ClielualbHble aHTUOMOTUKHU. BakHO perynspHO mocemiath Bpada-mienudarpa (Bpaua-
TepaneBTa) W/WIM Bpada-reMaroJiora, KOTopble OyayT KOHTPOJIMPOBATh JICUEHUE BalIero 3a0oJieBaHUS,
Mpenynpexaas pa3BUTHE OCIIOKHEHUH.

BaxxHo NOMHUTB, 4YTO TAIMEHTOB  CEpPIOBHIHO-KJIETOYHONW OOJIE3HBIO HYXJIAOTCA B
TUIEPKATIOPUHHOM MUTAHUH, JOCTATOYHOM KOJIMYECTBE KUJIKOCTH (OCOOEHHO B YKapKoe BpeMs rojaa u
npu (pU3NUECKON aKTUBHOCTH) U B (U3NYECKUX YMPAKHEHUAX (3aHSITHM CIOPTOM); HENb3sl JOIYCKaTh
MepeoxIaXkAeHus, T.K. 3TO MOXKET CIIPOBOIIUPOBATH O0JIEBON KpU3.

[Ipn mosiBneHHH MepBoro 0O0JIEBOTO KpH3a 00s3aTENbHO IMOCOBETYMTECH CO CBOMM BpauyoM Kak
ObICTPO ¥ 3(PPEKTUBHO CHUMATH 00JIb, B KAKMX CIIydasX 0OpalaThCs 32 HEOTIOKHOM MOMOUIBIO.

[Ipu nmoBeIIEHNH TeMITEpaTypbl 00s3aTENHHO 00paTUTECh K Bpady cpasy!

IIpu nosiBIeHUMM OJBIIIKKM HAa (JOHE TOBBIMICHUS TEMIEpaTypbl WIM HPU HEBO3MOXKHOCTU
OCTaHOBUTH 00JIb B TEUEHHE 2-X YACOB HEMEJIEHHO 0OpaTUTECh 32 HEOTJIOKHONW MOMOIIBIO.

ITpu BBINOTHEHNH BCEX HEOOXOIUMBIX MEPOIPUATHI 10 JICYEHUIO U KOHTPOJIBHOMY 00CIIE€JOBAHUIO
IPOJOJKUTEIBHOCTh JKU3HU M KaueCTBO >KM3HM IMAIMEHTOB COOTBETCTBYET CPEJHMM 3HAUEHHSIM IIO
HOMYJISALUH, CYIIECTBEHHBIX OTPaHUYEHHUH B BBIOOpE podeccuu HeT.

[Tockonpky 3a001€eBaHNEe TEHETHYECKH 00ycioBiIeHO HeoOxoaumo nposeaeHue JJHK-uccnenoBanus
I€HOB, IOBPEXJEHHE KOTOPBIX MPHUBOIAUT K Pa3BUTHIO JaHHOro 3aboseBaHusd. B panbHelmiem 310
IIO3BOJIUT IIPOBECTH MIPEHATAJIBHYIO IUArHOCTUKY U IIPEJOTBPATUTh POKICHUE

[Tpunoxenue I'l1-I'N

I xkanbl OLCHKH, BOIIPOCHUKHU H JIPYIH€ OHCHOYHbIC HHCTPYMECHTDBI COCTOSAHUA
MAalueHTa, IPUBCACHHBIC B KIMHHYCCKHX PEKOMCHIAIIUAX

[Tpunoxenue I'1

[IIkaaa nj8 caMOOLeHKH MHTEHCUBHOCTH 00J1M 11 JeTel

Ha3zBanue Ha pycckoMm s3bike: "IlIkana caMoO1leHKM HHTEHCUBHOCTH 001 11s feTei”

OpuruHanbHOE Ha3BaHUE (ECITU €CTh):

Hctounuk (oduuuanbHblii cailT pa3paboTuukoB, myOnaukanus ¢ Banupganuei): Wong D. et al
Whaley and Wong's Nursing Care of Infants and Children, ed. 6. St. Louis, Mosby, 1999. 1153 p. [177]

Tumn: mxana oueHKu

Ha3znauenwue: orienka 60iu

Conepxanue, K04 (MHTEpIpETaLysl):
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Wkana 6onm no Boury-bankepy

e - -
X ) ¥
u \“_'!

He Bonswo Easa Yy Te-4yTe YmepenHo Ouens HeamiHoCHmo

GonbMo GonwHO 6onwHo Gonwro BonbHo

IlIxana uuTeHcuBHOCTH DONH

] 1 . 3 4 5 6 y | 8 9 10
! | ! . !
He 6onabHo Cnaban Ymepeuuan CunsHan MaxcumansHo
BOIMOMHIA

Hogesie, uznannbie B 2020-2021 rr. 1 odurmanbHo yrBepKa¢HHbIe MuH3apaBoM PO,
KIIMHUYCCKUEC PCKOMCH Al (pyKOBO,Z[CTBa, IMPOTOKOJIbI nequI/m) — Ha HAaIIIEM CaiiTe.
I/IHTepHeT-CCBIJ'IKaZ
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rae-To keM-To TaHHBIN JOKYMEHT ObLI paHee pacrnedaTtaH, JaHHoe n3oopaxenune QR-koma
MTOMOKET BaM OBICTPO MEPEUTH MO CChUIKE ¢ OyMaKHOW KOMUHU — B HEM HaXOJUTCS ITa CChLIKA.

49 13 49


http://disuria.ru/
https://аптека-омск.рф/
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54

	Список сокращений
	Термины и определения
	1. Краткая информация по заболеванию или состоянию (группы заболеваний или состояний)
	1.1. Определение заболевания или состояния (группы заболеваний или состояний)
	1.2. Этиология и патогенез заболевания или состояния (группы заболеваний или состояний)
	1.3. Эпидемиология заболевания или состояния (группы заболеваний или состояний)
	1.4. Особенности кодирования заболевания или состояния (группы заболеваний или состояний) по Международной статической классификации болезней и проблем, связанных со здоровьем
	1.5. Классификация заболевания или состояния (группы заболеваний или состояний)
	1.6. Клиническая картина заболевания или состояния (группы заболеваний или состояний)

	2. Диагностика заболевания или состояния (группы заболеваний или состояний) медицинские показания и противопоказания к применению методов диагностики
	2.1. Жалобы и анамнез
	2.2. Физикальное обследование
	2.3. Лабораторные диагностические исследования
	2.4. Инструментальные диагностические исследования
	2.5. Иные диагностические исследования

	3. Лечение, включая медикаментозную и немедикаментозную терапии, диетотерапию, обезболивание, медицинские показания и противопоказания к применению методов лечения
	3.1. Консервативное лечение
	3.2. Трансфузионная терапия эритроцитарной массой
	3.3. Трансплантация гемопоэтических стволовых клеток
	3.4. Хирургическое лечение
	3.4. Профилактика осложнений СКБ
	3.5. Профилактика поражения ЦНС

	4. Медицинская реабилитация, медицинские показания и противопоказания к применению методов реабилитации
	5. Профилактика и диспансерное наблюдение, медицинские показания и противопоказания к применению методов профилактики
	6. Организация оказания медицинской помощи
	Показания для госпитализации в медицинскую организацию:
	Показания к выписке пациента из медицинской организации

	7. Дополнительная информация (в том числе факторы, влияющие на исход заболевания или состояния)
	7.1. Болевые кризы при СКБ
	7.2. Транзиторная красноклеточная аплазия
	7.3. Поражение глаз при СКБ
	7.4. Сердечно-сосудистые осложнения СКБ
	7.5. Острый грудной синдром
	7.6. Острая секвестрация в печени
	7.7. Острая секвестрация в селезенке
	7.8. Гематурия при СКБ
	7.9. Ночной энурез при СКБ
	7.10. Ведение беременности и родов при СКБ

	Критерии оценки качества медицинской помощи
	Список литературы
	Приложение А1
	Приложение А2
	Целевая аудитория данных клинических рекомендаций:
	Таблица 1. Шкала оценки уровней достоверности доказательств (УДД) для методов диагностики (диагностических вмешательств)
	Таблица 2. Шкала оценки уровней достоверности доказательств (УДД) для методов профилактики, лечения и реабилитации (профилактических, лечебных, реабилитационных вмешательств)
	Таблица 3. Шкала оценки уровней убедительности рекомендаций (УУР) для методов профилактики, диагностики, лечения и реабилитации (профилактических, диагностических, лечебных, реабилитационных вмешательств)
	Порядок обновления клинических рекомендаций

	Приложение А3
	Приложение Б
	Приложение В
	Приложение Г1-ГN
	Приложение Г1


